«Ars longa, vita brevis,
occasio praeceps,
experimentum periculosum,
iudicium difficile».

(Hippocrates)

HPEIAUNCJTOBUE

CrpaHunpl KHAT W MerabaliTel HHTEpHETa TECTPSIT Pa3sHOOOPA3HOM,
aBTOPUTETHOM U HE CIUIIKOM, MEIUIIMHCKON U (apMaleBTUYECKOH MHPOpMaLIUEH,
ONMUPAIOLIEHCS Ha KIMHUYECKYIO0 NPAKTHKy. B TO ke Bpems KIMHUYECKHU OIBIT —
cyOcTanmus otHocutenbHas. Mubie 20 et Kpsay MOBTOPSIOT OAHU U TE K€ OIITHOKH,
HaxoJl1 UM BIIOJIHE pE30HHbIE 000CHOBaHMs. Pa3paboTka M BHEIpEHUE B MPAKTUKY
MIPOTOKOJIOB JMArHOCTUKH M JICYCHMS] Pa3IMYHbIX 3a00JI€BaHUM, OCHOBAaHHBIX Ha
IIPUHLNNAX JOKA3aTE€JIbHOW MEIMIMHBI, CYHMIECTBEHHO CHU3WIM YHCIIO CIIy4acB
MEIUIIMHCKUX OIINOOK.

[Io oT3biBaM uyuTareneld NepBOro wu3fgaHusg KHUTU «CIOXKHBIA MAIllMEHT B
NeAUaTpUuM», BBIMIECAIIETO TOJ JIO3YyHTOM «HET PEeIKuX OoJIe3HEeH, ecTh pelKue
IUAarHo3bl», IPUBEACHHBIE KIMHUYECKUE IIPUMEPHI 3aCTaBUJIM  CYILIECTBEHHO
3alyMaTbCsi HaJ CTaHJAPTHBIMU JUArHOCTUYECKHUMM CHUTyauusmu. Pasymeercs, y
MHOTMX MOJIOABIX CIHELUAJIMCTOB BO3HUKIIO JKEJIAHUE II0CTaBUTh OTOT CaMbIi
«penkuid nuar”Hos». OJQHAKO OCHOBHOW WEJIBIO TpyJda KOJUIEKTUBA OJHOM U3
cTapemux kadeap mneauatpuu Oblia (OKYCHpPOBKAa Ha JIeTajsiX aHamHesa,
KIIMHUYECKOW IIPE3EHTAIUMH, MO3BOJISIOMINX [TOCTABUTh HE CTOJIBKO PEIKHUM, CKOJIBKO
MIPaBWJIbHBIN THATHO3.

B 3moxy cTpeMHTENBHO pa3BUBAIOIIMXCSI MEOULUHUHCKAX OUArHOCTUYECKUX H
TEpPANEBTUYECKUX TEXHOJIOTUNA KpallHE BaKHO OCTAThCS HA MO3WULMHU PACCMOTPEHHMS
MAalMEHTa C TOYKU 3PEHHS €AMHOTO OPraHu3Ma, & HE COBOKYITHOCTH Jab0paTOPHBIX U
MHCTPYMEHTAJIbHBIX TOKa3aresied. COOCTBEHHO, Ha 3TOM M TMOCTPOEHA Iporpamma
oOyuenuss B wmeaunuHckoM BY3e. U moBblieHre MacTepcTBa KIMHUYECKOTO
CHELHaIUCTa COCTOUT B MPUOOPETEHUH HaBbIKA MEpPEXoAa OT MOJIEKYJ K YEJIOBEKY.
[Ipu sToM mpuHIUI «OOJBLHON-KHUTA-00JBHOW» CMOCOOCTBYET OOBEKTHBU3AIMH
OLIEHKH JJaHHBIX KJIMHUYECKOTO 00CIIEJOBAHMS.

Yenex mpeapiayniero u3AaHuss KHUTH «CIIOKHBIA MAlMEHT B HEAUATPUN»
BJIOXHOBHJI HAC Ha HOBBIM TPY[, HaJl KOTOPHIM paboTalld BCE COTPYIHUKU Kadeapbl
neauatpud Ne 1 ¥ HEOHATOJOTHH, a TakkKe KOJUICKTHB mnpodeccronamoB K303
«OOnacTHas JeTckas KIWHUWYecKass OonbHUIA» T. XapbkoBa. Bomenmmue B
MoOHOrpaguil0  KIMHAYECKHE  NOpUMEpPbl  COAEp>KaT  JIETaJbHYI0  OLEHKY
AHAMHECTUYECKUX JaHHBIX, aHAJTUTUUYECKUH MOAXOA K pe3yibTaTam J1abopaTOpHBIX U
MHCTPYMEHTAJIbHBIX OOCJEAOBaHMUM, OOCYXJIEHHE TEeparneBTUYECKUX CTpaTeruil c
TOYKH 3pPEHHUs TOBBIINICHUS KAa4eCTBA >KMU3HU KaK OCHOBBI IICHXOJIOTUYECKOTO M
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http://www.goodreads.com/author/show/248774.Hippocrates

COIMAJIBHOTO OJIATOMOIYYHsl MAJICHHKUX MAIMEHTOB U UX cemeir. OCHOBHOM (OKyC -
Ha TIOOUIPEHUM K CO3JIaHUI0 MYJbTUIUCIUIUIMHAPHBIX KOMAaHJ, 4YTO €CTh
€IMHCTBEHHBIM ITyTEM K JIOCTH>KEHUIO OCHOBHOM 3allOBE/IM Bpaya «HE HaBPEIN».

CeromHs Mbl MPEACTABISIEM HaIl TPyA Ha CyJI MIUPOKOH MEIUIUHCKOU
00111eCTBEHHOCTH U OyjJeM BechMa MpH3HATEIbHBI HAITUM OJIaroJIapHbIM YHUTATEIIsIM
3a OT3bIBbI, KOMMEHTAPUH U JaJbHEUIIIEE COTPYAHUYECTRBO.

Konnekmues asmopos
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CPTII
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Hb
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CIIMCOK COKPAIIEHUI

17 — xeTocTepou bl

AMepUKaHCKasl KOJIETHS PEBMATOJIOTOB

nedeKT MeXNpeacepAHON TeperopoIKu

M30bITOK OCHOBAaHUM

OydepHas criocoOHOCTh KPOBU (XapaKTepu3yeT U30BITOK OCHOBAHUM).
bone morphogenetic protein

KapHUTHUH NajgbMuTHONTpanchepasa 11

EBporneiickas nura npoTuB peBMaTU3Ma

JI0JI KOCTIOPO/ia BO BJIBIXa€MOM BO3/1yXe

reMorjao0uH

TJIMKO3WJIMPOBAHHBIN T€MOTIOONH

MOBEPXHOCTHBIN aHTUTEH BUpYyca renatuta B

KOHLIEHTpanusi OMKapOOHaTa B KPOBH

TpaHCKpUNIMOHHBIN dakTop (nuclear factor kB)

TeH, YYacCTBYIONIMH B pa3BUTHUU NIUTOBUIHOW JKEJE3bl, JICTKHX U
TOJIOBHOT'O MO3ra

CUHAPOM THIIEPAMOHUEMHUHN, TUTICPOPHUTHHEMHUH, TOMOIIUTPYJIHCYPUH
(human leucocyte antigens) — Moisekyja TIJIABHOTO KOMILIEKCA
TUCTOCOBMECTUMOCTH TIEPBOTO MOPSAIKA

reMaTOKPUT

WHJIEKC COCYJIUCTON PE3UCTEHTHOCTH

MEKIyHAPOIHOE HOPMAJIN30BaHHOE COOTHOUIEHUE

VHTEPJIEUKUH

caTypalys KIUCJIopoa

OTHOIIIEHUE pa3Mepa JIEBOTO MPeACEepusi K KOPHIO a0PThI

OTHOUIEHUE CEPJECYHOTO BHIOPOCA JIEBOTO KEIMYJ0YKa K KPOBOTOKY B
BEpPXHE I10JIOW BEHE

Multiple Endocrine Deficiency Autoimmune Candidiasis
MeTuJIeHTeTparuapadoaaTpeyKkrasa

METHOHWH CHHTAa3a

METHOHUH CHUHTa3a peayKras3a

azoT

OKHUCH a30Ta

KOHIICHTpAIUsI BOJAOPOIHBIX HOHOB

napIraibHOE JOBJICHHUE BYTJIICKHUCIOTO Ta3a B KPOBU

napIraibHOE JOBJICHUE KUCIOPOIaB KPOBH

TpaHchopmupytonuii hakTop pocta 3

(dhakTop HEKpO3a OIMyXOJIH O,

BpeMsl [TUKJIMYHOCTU C OTPaHUYCHHBIM JaBjieHueM (pexum MBJT)
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TORCH

TOXO
R-JIIT
a-T'OAr
RO-rpadus
B-AP
AR

A p k1. Ao
A p k. JIA
A

AT
AI'C
ALl
AKIJI
AKT
AKTT
AJIT
AHT
AIIC
AllD
ACIJI-O
ACT
AT
ATTIIO
ATO
AXIIK
AUYTB
ADJI
ADC
BAJ]
BBK
BJI
BOC
BIDK

BJIKH
BIY
BO3
BIIT
BIIC
BCK
BDB

KOMITJIEKC WHQEKIM (TOKCOIIa3Mo3, KpacHyXa, ITMTOMETaJOBHPYC,
reprec)

TOKCOIIa3M03

3-JIMTIOTIPOTEHTBI

a-raunepodocdaraeruiporeHasa
peHTreHorpapuieckoe o0cie10BaHue
B-anpeHopenenTopbl

CHCTOJIO-TUACTOIMYCCKUI PUPOCT TUAMETpa
TPaIUCHT JaBJICHUS Ha KamaHaX aopThl

TPaJUCHT JaBJICHUS Ha KJamaHaxX JIETOYHON apTepun
aKTUBHOCTH CHCTEMBI OCEJIaHNs KPOBU HA BTOPOW MUHYTE HHKYOAIHH
aTUTEH, apTepHUalibHAs TUTICPTCH3US
aJPEHO-TEHUTAIBHBIN CUHIPOM

apTepuaIbHOE JIaBJICHUE

aHTHUTEJNA K KapAUOIUITNHAM

AHTUKOATYJISIIUOHHBINA TECT
aJIPEHOKOPTUKOTPOIHBIN TOPMOH
allaHMHaMUHOTpaHc(depasa

aHTUHYKJICapHbIN (aKkTop

ayTOMMMYHHBIN MOJUTIAHIYISIPHBIN CUHIPOM
AHTHOTEH3UHIIPEBpaNAomuid HepMeHT
aHTUCTPENTONN3HH-O

acraptaTaMrHOTpaHcdepaza

aHTHUTEIa

aHTHUTENA K THPEOTIEPOKCHIa3e

angeHo3uHTpudocdar

aHOMaJIbHAsI XOP/la JIEBOTO JKEIy104YKa
aKTUBHPOBAHHOE YaCTUYHOE TPOMOOIIJIACTUHOBOE BPEMsI
aHTU(GOCHONUIHUIHBIE aHTUTEIIA
aHTU(HOCHOIUIUTHBIN CUHAPOM

OMOJIOrMYECKHE aKTUBHBIE TO0OaBKHA

6one3np Bunscona-Konosanosa

OpOHXOJIETOYHAS TUCIIIA3HUs
OpOHX00OCTPYKTUBHBIN CHHAPOM

BakiuHa npotuB Tyoepkynésa(bammnia Kanemerra-I'epena wim
Bacillus Calmette-Guérin, BCG)

BpOJKJIEHHAST TUCHYHKIIHS KOPHI HAAIMIOYCTHHKOB
BHUPYC HIMMYHOIS(DUIINTA YEITOBEKA

Bcemopnas Opranuzanus 3apaBoOXpaHEHUs

BHUPYC MPOCTOTO Tepreca

BPOKIEHHBIN MOPOK cepla

BpEMsI CBEPThIBAHUS KPOBU

BHUpYyC DnireitH-bappa


https://ru.wikipedia.org/wiki/%D0%92%D0%B0%D0%BA%D1%86%D0%B8%D0%BD%D0%B0
https://ru.wikipedia.org/wiki/%D0%A2%D1%83%D0%B1%D0%B5%D1%80%D0%BA%D1%83%D0%BB%D1%91%D0%B7
https://ru.wikipedia.org/wiki/%D0%9A%D0%B0%D0%BB%D1%8C%D0%BC%D0%B5%D1%82,_%D0%90%D0%BB%D1%8C%D0%B1%D0%B5%D1%80
https://ru.wikipedia.org/wiki/%D0%93%D0%B5%D1%80%D0%B5%D0%BD,_%D0%9A%D0%B0%D0%BC%D0%B8%D0%BB%D1%8C

BOM
I'bH
I'B
I'30AII
ITT
ITTII
IT1]
TJIr
['KMII
I'K(C)
JIa
I'H

'l
I'iA
T'LK
Jlao
JAIDA
JnJDK
JnIDK
JnJIIT
JnllIl
JIKMIT
JUIIT
JIMITTI
JIH
JIHK
JIHT
Jn9xoKT
HcJDK
JcIDK
KK
KKT
NBJI
NJC
NHUT
NJI
NMT
HTII
NDA
NDP-1
KB/JI
KBP
K10

BEJIO3PIOMETPUS
reMoJiuTu4YecKkas 00Jie3Hb HOBOPOXKI€HHbIX
reCTallMOHHBIN BO3PAcT
reMOJIMHAMUYECKHU3HAYUMBIN OTKPBITHINA apTepUaibHbIN MPOTOK
riyTamuwiTpancdepasa
TIIyTaMWITPAHCIICTITH Ia3a
TUIEPrOMOLIMCTEUHEMHUSI
rIIyTaMaTAeruiporesasa
runepTpoduyecKas KapaAuOMHUOIIATHS
TIIFOKOKOPTHUKOCTEPOU/IBI
renaToJCHTUKYIISIpHAs TUCTPODUS
TJIOMepyJoOHEDPUT
TOMOLUCTENH
renarorepeopanbHas UCTPodus
renaToueUTIoNIsIpHAs KapImHOMa
JUaMETp aopThI
JETUIPONUAHIPOCTEPOH
JUaMETP JIEBOT'O JKeITy10uKa B IUACTOIY
JIMaMeTp MPaBOro >KEIyI04Ka B JUACTOIY
JUaMETPp JIEBOTO MPEACEPAUS B TUACTOITY
JMaMeTp MPaBoro MpeAcepaus B JUACTOILY
JTUIaTallMOHHAs KapIMOMUOTIATHS
JMaMETp JIEBOTO MpeAcepaus
ne(eKT MEXIPEICEPIHON IEPETOPOIKU
JpIXaTeabHask HEJOCTaATOYHOCTh
N€30KCUPUOOHYKIEMHOBAsI KUCIIOTA
nedheKT HEeBpAJIbHON TPYOKH
JonruiepIXokapauorpadus
JMaMETP JIEBOTO KEITyJ0YKa B CUCTOIY
JMaMeTp MPaBOro XKely10uKa B CUCTOITY
YKETUHBIE KUCTIOTHI
YKEITYKOYHO-KUIIEYHBINA TPAKT
MCKYCCTBEHHAS] BEHTHJISIITUS JIETKUX
UMMYHOIC(PUITUTHBIA CHHIPOM
WHJIEKC MHAKTUBALMU TPOMOOIIaCTHHA
WHTEPIECHKUH
WHJIEKC MacChl Tea
ujeonaTuyeckas TpOMOOLMTONIEHUYECKAs! My pIypa
UMMYHO(EPMEHTHBINA aHATIU3
WHCYJIMHOTIOA00HKIN (hakTop pocTa-1
KOXXHO-BEHEPOJIOTUYECKUNA TUCTIAHCEP
KOCOM BEepPTUKAIbHBIN pa3Mep (IIeUeHH )
KOHEYHO-/TMACTOJIMYECKHUI 00BbeM
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KJIP
KK
KMIT
KOC
KCO
KCP
KT
KTU
KTO
Ky®d

KDK
K®K-MB
KIIC
JA

T
JIT
TIK
T
JITIBII
JITTHIT
JITIOHII
JITIIIIT
JIC
MA
MB
MBIIP
MBTP
MT11
ME
MOKTI
MKB
MITII
MITILL
MPT
MTI ®P
HBO
HK

HH
HIIBC(IT)
HPC
HC
HCT

KOHEYHO-AUACTOJINYECKUAN pa3Mep
KpeaTHHKUHA3a

KapAHOMHUOIIATHS

KHCJIOTHO-OCHOBHOE COCTOSTHHE
KOHEYHO-CHCTOJIMYECKUN 00BEM
KOHEYHO-CHCTOJIMYECKUH pa3Mep
KOMIIBIOTEPHASI TOMOTPaMMa
KapuOTOpaKaIbHbIN HHICKC
KapJIUOTOPOKATHHOE OTHOIIICHHE
bu3HOTEepaneBTUYECKOE JICUCHNE KOPOTKOBOIHOBBIM
yIBTPa(HOIECTOBBIM U3ITYICHHUEM
KkpeaTuHpochokrHa3a
kpeatoHpochokrHaza-MB
CHUCIIOTHO-IIIETIOYHOE COOTHOIIICHUE
JIeTOYHas apTepus

JIOTEUHU3UPYIOIIUNA TOPMOH
JaKTaTIeruIporeHasa

JIEBBIH JKeITy104YeK

JIeBOE Tpeicepane

JUTIONPOTEUIbI BEICOKOM TNTIOTHOCTH
JUTIOTIPOTEUIBI HU3KOU TNIOTHOCTH
JUTIOTIPOTEUABI OYCHDb HU3KOM TIIOTHOCTH
JUTIOTIPOTEUIBI TPOMEKYTOUHOMN TUIOTHOCTH
JICKapCTBEHHBIE CPEJICTBA

MepIaTeTbHAs APUTMHUS

MYKOBHCIIH]IO3

MHO>KECTBEHHBIE BPOXKJICHHBIC TOPOKU PA3BUTHS
MYKOBHUCIIUIO3HBIN TpaHCMEMOpaHHBIN (akTop
MEIUKO-TEHETUUECKUH LICHTP
MEJ[KYHAPOIHbIE €IMHUIIBI
MEXKEITYI0OUKOBas IEPETOpoOIKa
MeXIyHapoaHast Kiaccudukaius 0oe3Hen
MEXITpecepaHast IeperopoIKa
MEXIIOJTyIIIapHAs e
MarHUTHO-PE30HAHCHAs ToMorpadus
MeTUJICHTeTparuapadoaT-peayKrasa
HacJeqCTBEHHBIE 00JIE3HN OOMeHa
HEJI0OCTaTOYHOCTH KPOBOOOpAIICHUS
HAJNOYCYHUKOBAS HEJIOCTATOYHOCTh

HECTEPOUHBIE TPOTUBOBOCIIATUTEIbHBIE CPEACTBA (IIpenapaThl)

HapyllleHUue pUTMa cepaia
HEe(DPOTHUECKUI CHHAPOM
HUTPOCHUHUUN TETPAZOIUNU-TECT

9



HT HEUPOTPAHCMHUTTEPHI

OAulT OTJEJICHUE AHECTE3UOJIOTUM U UHTEHCUBHOW TEpaInuu
OAII OTKPBITBIN apTEPUAIBHBIN ITPOTOK

Ob OOJUTEPUPYIOITUN OPOHXHOIUT

OI'K OpraHbl IPyAHON KIIETKH

OI'H OCTpBIi rioMepynoHepur

OJKb oOnacTHas AeTCKas KIIMHUYECKasi O0JIbHUIIA
OOb OCTPBIN OOCTPYKTUBHBIN OPOHXHUT

OXK OKUCJICHUE JXUPHBIX KUCIIOT

ONH OCTPBIA UHTEPCTUIHATILHBIN HeDPUT

OMT OpraHbl Majoro Tasza

OITH OCTpasi MOYEYHAsI HEJIOCTATOYHOCTh

OPBU oCTpasi pecnupaTopHasi BUpycHasi HHpEKIus
OP3 OCTpOE pecrupaToOpHOE 3a00JIeBaHKE

OPC OTKpBITasi peaHUMALIMOHHAS] CUCTEMA

OCT N O€JIOK, TIEPEHOCSIIUI KADHUTHH

(0),¢ 001Ut X0IeCTepUuH

I[TADC NepBUYHBINA aHTU(DHOCHOTUTUAHBIA CUHIPOM
IDK IIPAaBBIN KEITYT0UEK

ITH [I0Y€YHast HEJOCTATOYHOCTh

[1I1 IIpaBoe€ NMpEACEPaAUE

I13C NMAPUIOKCHUH3aBUCUMBIN CyOPOKHBIM CUHAPOM
IIMA IIEpEIHsA MO3r0Bas apTepus

I[ITH IPOTPOMOMHOBBIN MHIEKC

[1LP MOJIMMEPA3HAs LIEMTHAS PEeAKLIUsA

PeA PEaKTUBHBIA APTPUT

PHK PUOOHYKIIEMHOBAS KUCJIOTA

PIITA peaKkiys MaCCUBHOW IeéMarrJrOTUHALIMA

PCB UMMYHOTJIOOYJIMH Y€JI0BEeKa MPOTUBOATUIEPTUIECCKUI
P® PEBMAaTOUTHBIN PaKkTop

PYUA paarovYacTOHHAs KaTeTepHas aOIsIus

Ccr CPOK TrecTanuu

car CYKLIMHATIETUAPOreHA3a

CIP CUHJPOM JIBUTATENBHBIX PACCTPOMCTB

CKB CHCTEMHAas KpacHasi BOJIYaHKa

CK® CKOPOCTb KIIyOOUKOBOH (DUIBTpALIMU

CH cepAeyHasi HEJOCTaTOYHOCTh

COD CKOPOCTb OCENaHUS SPUTPOLIUTOB

CPb C-peakTuBHBIN O€IOK

CTr COMAaTOTPOITHBIN TOPMOH

T1 BpeMsl TIOCTHKEHUS TTOJIOBUHBI AKTUBHOCTH CUCTEMbI CBEPTHIBAHUS
T, BpeMsl TIOCTHKEHUSI MAKCUMAJIbHOW aKTUBHOCTH CUCTEMBI CBEPTHIBAHMS
ThM TPaxeoOpPOHXOMOJISAUS
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T
T3cmxk
Twoxn
TII
TIIO
TCX
TCL
TTI
TOJIA
YIAPI'T
V3U
YO
OB
OBJIIK
dI1D-5
OKI
dOO
DIl
dCI’
XJI
XM
XHH
XOBbJI
nAMO®
HbC
ul Mo
114!
1K
[IMB
HHC
LC
YADC
Y44
YJIC
YCC
XA
XMOKT
D
DAA
OKTI
OKC
OPOD
D0I'’1C

TPUTIUTICPUIBI
TOJIILIMHA 33JIHEH CTEHKH JIEBOTO KEITy0uKa
TOJIILIMHA MEXKETYJOUYKOBOU MEPErOPOIKH
TpeneTaHue npecepanii

TUPEOUIHASI IEPOKCUIa3a

TOHKOCJIOWHas XxpoMarorpadust
TPUTIIULEPUABI CO CPETHEN JIIMHOM 1Ienu
TUPEOTPOIHBIA TOPMOH

TPOMOOIMOOIHS JIETOYHOM apTepuu
ypuauHAnGochaTTIIOKypOHIITpaHcpepasza
yJIBTPA3BYKOBOE HCCIICIOBAHUE

yAapHBIA 00BeM

dbpakius BeIOpoca

bpaxuus BIOpOca JEBOT0 Keya04uKa
dbochoaudcTepasza-5

(dbonokapauorpadus

(YHKIHOHUPYIOIIEE OBAILHOE OKHO
bebpuisinus npeacepaui

(b OITUKYTOCTUMYIUPYIOIIUNA TOPMOH
XOJIECTEpUH

XOATEPOBCKOE MOHUTOPHUPOBAHHE
XpOHHUYECKasi HAMOYEYHUKOBAsI HEJOCTATOUHOCTh
XPOHHUYECKHE O0CTPYKTHUBHBIE O0JIE3HU JIETKUX
HUKIMYECKUH afieHo3uHMOHO(ochar
UCTaTUOHUT-P-CUHTETa3a

MUKIMYECKUI I'yaHO3uHMOHO(poChaT
IUPKATHBIA HHIEKC

HUPKYJIUPYIOLIIE UMMYHHbIE KOMIUIEKCHI
[IUTOMETAIOBUPYC

[IEHTpaJbHasi HEPBHAS CUCTEMa
IIUTOCTATHYECKHUE CPE/ICTBA
YepHOOBUTECKAST aTOMHASI DJICKTPOCTAHITHS
94acTOTa JbIXaTeIbHBIX IBHKEHUM
YalreyHo-JI0XaHOYHAs CHCTEMa

4acTOTa CEPACUYHBIX COKpPALLICHUN
XpOMOCaMHbIE AaHOMaJIUU

XO0ATEPOBCKOE MOHUTOPUPOBAHUE SIEKTPOKAPAUOTPAMMBI

niesouHas ¢pocdarasza
DK30TC€HHBIN AJUIEPTUYECKUN allbBEOJIUT
AJIEKTPOKapIMOTpaMMa
AIIEKTPOKAPIUOCTUMYJIIATOP
OHAOTENUN paccuadsironuii hakTop
930(haroracTpo,1yoIeHOCKOMHS
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OxoKT
IONA
IOPA
IOXA
SIMPT

sxoKapauorpadus

IOBEHUJIbHBIA NIMONIaTUYECKUI apTPUT
IOBCHUJIbHBIA PEBMATOUIHBIA apTPUT
FOBEHUJIBHBI XPOHUYECKUN apTPUT
JIEpHO-MarHuTHasl pe30HaHCHAs: TOMOrpadus
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MABA |. CJOXHbBIIA MAIIMEHT B KAPAUOPEBMATOJIOT U
N ITATOJIOI'MA COCYIOB

Kannnueckoe Hadaogenne Nel

[Marment /1., Mangpuuk 6 JeT, MOCTYNWI B KIMHUKY C kajlobamMu Ha OOJIb U
MPUIYXJIOCTh KOJIEHHBIX CYCTaBOB, M3MEHEHHE MOXoAku. Cunraercs OOJBbHBIM B
TeyeHne 1,5 wmecsneB, Korja TMOSBUINCH apTpalrud, a 3aTeM naeduryparus
KOJICHHBIX CYCTaBOB. 3a HEAENI0 N0 mosBieHus xanod nepenec OPBU. B Teuenue
Heaenu noxydan HIIBC, B cBsizu ¢ oTcyTcTBUEM 3 dexTa OT MPOBOAUMON Teparuu
TOCIIUTAIIM3UPOBAH B CIIEHHUAIN3UPOBAHHOE KapAHMOPEBMATOJIOTUYECKOE OTIAECIICHUE.

Anamnes xcuznu: Mab4uK OT 2-i OEPEMEHHOCTU ¢ Yyrpo30M mpepbiBaHud B |,
II, IIT Tpumectpax; | pogos ¢ maccoii 3200 r.; Ha TPyTHOM BCKapMJIMBaHHUH 110 3-X
mecsiueB. Ilocnme 6 MecsaueB y pebenka ormeuanuch yactele OPBU, octpeie
OpOHXUTBI, THEBMOHUH, KOKJIIOII, OCTPBIA TaCTPOIHTEPOKOIUT, KOHbIOHKTUBUTHI U
ctomaTuT. B 3 roma mepeHec CTPENTONEPMUIO; HEOJHOKPATHO HMEIU MECTO
naHapuuuu. AHTHOaKTepuajbHas Tepanusi MpoBoAwiack oT 6 10 8 pa3 B rof.
[lumeBas amneprus Ha KIYOHHKY, KOPOBbE MOJIOKO. BakuuHHpoBaH 10
WHJUBUyaIbHOMY IpauKy, OCIOXKHEHUN HE oTMedanock. Mate - 31 roa, 310poBa.
Oren - 31 rox, cTpagaeT XpOHUYECKUM aJIKOTOJIM3MOM, C CEMbEN HE NMPOKHUBAECT. Y
Opara - 3 roja, 4YacThle «IPOCTYAHBIC» 3a00JieBaHUs, MOBTOPHBIE OpPOHXUTHI,
KOHBIOKTUBHTHI. [Ipu cOope ceMeitHOro aHaMHe3a yCTaHOBJIEHO HaJIU4Khe cMepTu 4-X
JETEeN MYXKCKOTr'0 II0JIa B BO3pacTe OT 3 Mec. 0 9 JeT B NPEIpIAYIINX ITOKOJEHUAX 110
MaTEpUHCKON JIMHUU (B TOM 4YHCIIE, CMEPTh 3-X MaJbUMKOB B OJIHOM Ce€MbE) OT
MEHUHIUTA, THEBMOHUU C JIETOYHOIUIEBPAIIBHBIMU OCJIOKHEHUSMU.

[Ipu ob6wvexkmugHom ocmompe COCTOSHUE MallbuUKa CpEIHEH TAKECTH,
CUMITOMBI XPOHMYECKOH WHTOKCHKAuu (OJeAHOCTh, NEpUOPOUTANbHBIE TEHH,
BAJIOCTb), MUKpomnoiuaaeHusi. KoneHHble cycTaBbl yBEIWYEHbI B 00beMe, OoJiblie
cipaBa (OKpY>KHOCTh 25,0 cM), MIapOBUAHO NePUTYPHUPOBAHBI, TOPSYUE HA OIIYIIb,
00JIe3HEHHBI MPHU NaNblallid, OObEM AaKTUBHBIX M MACCHUBHBIX JBUKEHHUH PE3KO
orpanuydeH. [Ipu xonp0e peOeHOK He crubaer HOrM B KOJIEHSX, YroJ MacCUBHOTO
crubanust menee 90°. YIJ - 24 B munyry. HCC - 88 B munyry. CepaedHo-
COCYIMCTasi U JbIXaTejlbHasg cUCTeMa - 0e3 BUAUMOM marojoruu. JKuBOT MSTKUMH,
JOCTYIIEH MaJibllallui BO Bcex oTaenax. Iledens +1,5 cm Huxke Kpas peOepHO ayTH.
DU3N0IOrMYECKUE ONPABIICHUS B HOPME.

Jlanuvie 0onoHumenbHuIX UCCAe00BAHUIL:

- KJIMHUYECKHUH aHaJIu3 KPOBHU — yMepeHHbIN auMponuTo3 (44%);
- KJIMHUYECKUI aHallu3 MOYH, aHaiu3 Mouu o Heunnopenko — 6e3 nmarosiaoruu;
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- HCCJIEIOBaHMUE KaJIa HA sIMA TJIMCT — PE3yJIbTaT OTPULATEIbHBIN;

- MHUKpoanbOymMuHbl Moun — 16,49 mr/cyT (HopMa 110 20 Mr/ cyT);

- rantoriobuH, CPb, neueHouHble MPOOLI - B IpejiesiaX HOPMBI;

- KpeaTuHHH u ModyeBuHa KpoBU, CKD — B npezenax HOpMBI;

- ACJI-O, PO, LE-knerkn, HUATPYJUTMHOBBIN BHUMEHTHH, aHTHUTCH
aHTUHYKJIeapHbIX antuten, antutena Kk JJHK - pesynbrat oTpunatenbHblii;

- HLAB-27 — He BbIsIBIICHO.

- B MPOTEUHOrPaMMe€ — PE3KOr0 CHIKEH YPOBEHb Y-TJIOOYJIMHOB: OOLIMNA OENoK -
55,0 r/n, anObymunsb! - 76,8 /11 (HOpMa 65-85 /1), ToOyMHBL: 03 — 61- 3,9%
(Hopma 3-6%),02— 62 - 7,7% (Hopma 6-12%), B - 7,7% (wopma 8- 12%), v -
3,8% (Hopma 15-20%);

- MMMYHOJIOTHYECKOE HCCIICJJOBAaHUE: TYMOpaJibHOE 3BeHO — cHuxkeHue 1gG u
IgA: IgA-0.67 t/n (HopMma 1,24+0,45 t/m), IgM-1,12 r/n (Hopma 0,65+0,25 /11 ),
19G-2,3 5 r/n (Hopma 9,23+2,56 1/m), IgE- 4,7 ME/Mn (Hopma 1o 60,0 ME/mi);

- TIOKa3aTeJM KJIETOYHOTO 3B€Ha UMMYHUTETA — 0€3 OTKIIOHEHUH OT HOPMBI;

- PIII'A Ha unepcuHno3 - pe3ynpTar oTpuuarenbHblii. UDA: aHTHTENA KIaccoB
IgM u 1gG x Bupycam repreca 1,2 u 6 tunos, [IMB, Chlamydiatrachomatis,
Mycoplasmahominis, anTuTena K TreJbMUHTaM (JIAMOJIUH, TPUXHUHEIUIBL,
OMHICTOPXO03, IXUHOKOKK)- PE3yJIbTaT OTPUIIATEIbHBIN;

- uccneaoBanue Ha Ooppenno3, BUY, cuduiuc - pe3yabTaTsl OTpUIIATEIbHBL;

- JAnOxoKT', OKI', Y31 BHYyTpeHHUX OPTaHOB: B HOPME;

- RO-rpadgusi KOJCHHBIX CYCTaBOB: OTCK MSTKHWX TKaHEH TMPaBOTO KOJEHHOTO
cycTasBa.

Koncynpranmu cnennanuctos: JIOP — anenonaneie Bererauu II-111 crenenw,
tyootut. Cypmojor — (QyHKUUsS ciayXa B HOpPME, JAaHHbIE B TMOJb3Yy TYOOTHTA.
OpTornen-TpaBMaToIOr — PEAaKTHBHBIM apTPUT TMPaBOTO KOJEHHOTO CyCTaBa.
OdranpMoNiOr — MATOJOTUM HE BBIABICHO. DTHU3UATP — MJAHHBIX B MOJIB3Y
TyO€pKyJIe3HOTO MpoLecca HeT.

Taxum o0Opa3om, pa3BUTHE CYCTaBHOI'O CHHApPOMA IOCJE MPEIIeCTBOBABILICH
pecrupatopHol HWHGEKIMM Yy dYacTo Oojeromero pedeHKa ¢ XPOHUYECKOU
MaTOJIOTHE HOCOTJIOTKH, XapaKTep TEYCHHUs apTpuUTa C BOBJICUCHHUEM KOJICHHBIX
CYyCTaBOB M OTCYTCTBUE JIaDOpaTOPHONW AaKTUBHOCTU Jajld OCHOBaHHE JIyMaThb O
HaIuuuu y peOeHka peakTuBHOro aptputa. [IpoBommiics nuddepeHimanbHbIi
TUarHo3’ C IOPA. OnnHako, BBISIBJICHHBIC TUIIOTaMMarjio0yJInHEMUS,
runonMMmyHHOTOOYy IMHeMus (IgG u IgA) He yKIaABIBAIMCh B TUITUYHYHO KapTHHY
PeA wmum IOPA. JluarHoctuyeckuid TOMCK OBLI COCPEIOTOYEH HA BBISIBICHUU
MEePBUYHBIX ~ UMMYHOJC(PUIIMTHBIX  COCTOSHHUM, CBS3aHHBIX C  JeHUIIMTOM
TyMOpPaJIbHOTO MMMYHHUTETA; MO TMOBOAY 4Yero HaszHaueHo wuccienoBanue CDig
METOJIOM MPOTOYHOM HUTODIOOPOMETPHUH.

C yuerom HeabdextuBHOCTH Tepanuu HIIBC (muknodenak), Obu1 Ha3HaueH
MPEIHU30JI0H (0,4mr/xr/cyT); MOJ03pPEHUE Ha HaJIn4yue nedexra
AHTHUTEI0000pa3oBaHus OOOCHOBBIBAIO IIEIECOOOPA3HOCTh aHTHOAKTEPHATLHOMN
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tepanuu (uedypokcum, nedrasuaum). Ha pone nmpoBogumoro jiedeHUs: COCTOSHUE
HECKOJIBKO YJIYYIINJIOCh - YMEHBUIWINCH MPOSIBICHNUS CYCTaBHOTO CHHApPOMA, HO B
HOCIEAYIOUIEM apTPUT MPHOOpPEN BOJHOOOPA3HOE TEYEHHE: BHOBb YCHIIMBAJIACh
00J1b, YBETMYUBAINCH B 00bEME KOJICHHBIE CYCTaBbl, UMEJIa MECTO OOJIE3HEHHOCTb
[pY NaiblaluK, OTPAHUYEHUE 00beMa JBUKEHUN U HapyIIEHHUE OXOJIKH (XpOMOTa).
Torna ke npu uccnenoBaHuu ObUIO BbIABICHO MOBbIeHUE ypoBHs CPb no 3+. Ilpu
IOBTOPHOM HMMYHOJIOTHYECKOM HCCJIEJOBAHUM OTMEUYEHO CTONKOE CHUKEHUE
YPOBHSI Y-TIIOOYIHHOB - 10 3,5% (ripu HOpMe 15-20%).

B »10 %€ Bpems, yepe3 1 Mecsi nociae MaHugecTalluy apTpuTa y MalyeHTa B
KJIIMHUKY TMOCTYNWJ €ro miaamuii Opar, 3-x Jer, ¢ xamobamMu Ha Oonu u
AepUrypanro mMpaBoro KOJICHHOTO CyCTaBa U HAapyIICHHWE TMOXOJKHU, MOSBUBIINECS
3a | Hexemo 10 TOCTYIUIEHUS B CTalMOHap. Pe3ynpTaThl KIMHHUYECKOTO H
OMOXMMHMUYECKUX  HCCIENOBaHUN  KpoBU B mpedenax  HopMmbl.  [lpwm
MMMYHOJIOTHUECKOM HCCIICIOBAHUM TAKXKE BBISIBIICHA MATOJOTUS B T'yMOPaJIbHOM
3BEHE: BhIpaKeHHAs! JUCUMMYyHOTrI00ynuHemus 3a cuet cHkenus 1gG u IgA: IgA —
0,42 r/n (mopma 0,93+ 0,27 1/11), IgM-0,52 r/n (mopma 0,56+0,18 1/1), 19G-2,98 r/n
(Hopma 9,29+228 r1/m); moKazaTeld KIETOYHOTO 3BEHAa MMMYHHUTETa - 0€3
OTKJIOHEHUH OT HOPMBI.

B nanpHeliem xapakTtep TeueHHUs apTpura y OpaTbeB B 1LIEJIOM  ObLI
uaeHtuyeH. Bo3pacTt crapmiero peOeHka, HalM4yue 3KBUBAJICHTHBIX HM3MEHEHUN B
MPOTEMHOTPAMME U HIMMYHOTpamMMe y 000uX OpaTheB, CXOAHBIC aHAMHECTHUECKHUE U
KIIMHUYECKHE JaHHbIC, OTATOIIEHHAs HACJIEICTBEHHOCTh (CMEPTh JIUIl MYKCKOTO
noja B poAy), CKIOHHOCTh K dYacTeiM OPBU u ocTpbIM OpOHXOJIETOYHBIM
3a00JIeBaHUSAM, KOHBIOHKTUBUTAM, OTUTaM, a TaKXe MPUHUMAs BO BHUMAHHE, YTO
00a peOeHKa MaJbYMKHU, ObUIO BBICKA3aHO MPEANOJIOKEHUE, YTO Y MAIUEHTOB UMEET
MECTO HAacJeICTBeHHas TumnorammarioOyiuHemus (Oosie3Hb bpyToHa), omHUM H3
MPOSIBIIEHUN KOTOPOU SIBJISIETCA AyTOMMMYHHBIN apTPUT.

Jnarnos MOJATBEPKICH pe3yapTaTaMu MCCIIEIOBAHU YPOBHEMU
UMMYHOTJIOOYTHHOB B KpoBH, oTcyTcTBUeM CDig mo maHHBIM TpOTOYHOM
IUTO(IIFOOPOMETPHUH.

Takum oOpa3oM, ayTOMMMYHHBIE TPOSIBJICHUS TEUEHUS OCHOBHOTO
3a00€BaHUsl y HalIUX TMAIUEHTOB PEAIU30BAINCH PA3BUTHEM FOBEHUIILHOTO
XPOHMYECKOTO apTpUTa KOJEHHBIX CYCTaBOB, HWAEHTUYHOTO MO KIMHUYECKUM
MPOSIBJICHUSIM C OBEHWJIbHBIM PEBMATOUIAHBIM apTPUTOM, YTO OOOCHOBBIBAJIO
HEOOXOJIMMOCTh  KOPPEKIMU  JICYEHHUS €  Ha3HAYEHUEM  TOKU3HEHHOU
3aMEeCTUTENIbHOM UMMYHOTEPAITHUH.

B nacrosiee BpemMs y BeAyImuX UCCIeA0BaTENCH HET €AMHOAYIIUS 0 TTIOBOIY
TPAKTOBKM JHMarHo3a apTPUTOB TaKoro reHe3a. Tak, AMepHUKaHCKas KOJUICTHUs
pesmatojioroB (ACR), kak u Poccuiickue AETCKHE PEBMATOJIOTH, HCIOJIb3YIOT
tepmun FOPA; EBpomneiickas nura npotuB pematu3ma (EULAR) - 10BeHWIbHBIN
xponnueckuid aptputr (FOXA), a MexayHapoaHas JIura peBMaTOJOTMYECKUX
accouualuii - BEHWIbHBIN uauonarudeckuit aprput (FOMA). I[IpoananusupoBan
MMEIOLIMECS Yy TAIIUEHTOB MPOSIBJICHUS, Mbl OCTAHOBUJIMCH HA ONPEACICHUU apTpUTa
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y OonpHbIXx Kak FOXA, Tak Kak MOA O3TUM TEPMHUHOM MOAPA3yMEBAETCS
CEpPOHETaTUBHBI apTPUT HEYCTAHOBJIEHHOW HSTHOJOTHUH, YTO COOTBETCTBOBAJIO
COCTOSIHMIO TIpOIecca Ha TEKYIIH MOMEHT.

Jlnarno3sl 000X MAlMEHTOB ObUIM CHOPMYITUPOBAHBI CIEAYIONIMM 00pa3oM:
llepsuunwiii ummyHoOeguyum - HAc1e0CMBEHHAS UN02ammaziodyiunemus (bonie3Hy
bpymona). FOsenunvhbili XpoHuyeckul apmpum.

K cobGeHHOCTSIM TeueHus apTpuTay JAHHBIX MAIMEHTOB MOKHO OTHECTHU TOT
(bakT, 4TO 32 HECKOJIbKO MECSIIEB €r0 HEMPEPHIBHO PEUUANBUPYIOIIETO TEUCHUS Y
OpaThbeB HE pa3BUWINCh KOCTHBIE WM XpsIIeBble H3MeHeHUs. B Toxe Bpews,
KIIMHUKO-Ta00paTOpHAsIaKTUBHOCTh TpeboBasia Koppekuuu Tepanmuu. CorjacHo
npotokony jeueHuss FOXA/FOPA Hamm o0cyxknamach — 11€7I€CO00pPa3HOCTD
BKJIIOUEHUS B TEPANUIO LIUTOCTATUKOB (MeToTpekcara). Ho, kak M3BeCTHO, OAHUM M3
MPOTUBOMOKA3aHUM K MX HA3HAYCHUIO SIBIISIOTCA BBIPAKCHHbIC HApPYIICHUS B
UMMYHHOU cucteme. B JocTymHOW nuTeparype Mbl HE HAIUIM YKa3aHUM Ha
BO3MOXKHOCTh TMPUMEHEHHS IIMTOCTATUKOB IIPU JIEUEHUs apTpura y JeTel ¢
NEePBUYHBIM UMMYyHO ehuuToM (Oosie3ubto bpyTona). Ha koHcunuymMe ¢ yuyactuem
00JaCTHOTO M pecnyOJIMKAaHCKOTO HMMYHOJIOTOB OBLIO MPHUHATO pEIIEHUE O
Ha3HAaYeHUHM METOTpEKcarTa.

[laniueHThl BBHIMUMCAHBI JOMOM C PEKOMEHIALUAMH TPOJOJIKEHUSI Teparuu B
coctaBe mnpeanusonona (0,4 wmr/kr), merorpekcara (10 mr/kB.m/Hen.), (omueBoit
KHUCJIOTHI, acrapkama 51 OMIIMILITUHA-S. Hasznauena eKEMECSIHAS
MMMYyHHO3aMeIaomias repanus «buoBen MoHO».

[Ipu rocnutanuzaiuu yepes 4, 6,9 Mecs1eB OT Hayasa 3a00J1€BaHUS MAIMEHTHI
xanod He mnpexabsBisau. CoxpaHsainach MHUHUMAaJbHas Jedurypanus KOJEHHBIX
CyCTaBOB, JBW)XEHMS B HHX 0€3005€3HEHHbI, HEe orpaHudeHsl. JlabopaTopHoii
aKTUBHOCTH BBISBIEHO HE OBLIO, YTO JaJO OCHOBAaHUE /IS CHW)KCHHS JIO3BI
MPEIHU30JIOHA C TIOCIIEYIOIIEH ero OTMEHOM, a uepe3 11 mecsneB Ha GoHe TmoIHOM
KJIMHUKO-TAa00paTOpHOM peMHuccHuM ObUT OTMEHEH METOTpPEeKcarT; MpoJ0JDKEHa
3aMeCTHUTENIbHAsi UMMYHOTEpAIusl.

Takum oOpaszoM, y HaOIIOaeMbIX HaMU JBYX OpaTheB pPa3HOTO BO3pacTa
6one3np bpyrona wmaHudecTupoBasia MPaKTUUYECKH OJHOBPEMEHHO apTPUTOM
KOJICHHBIX CYCTaBOB, PE3UCTEHTHBIM K MPOBOJMMOMN TEparuu, 4YTO, HapsAy C
OCOOCHHOCTSIMM ~ CEMEHHOro aHamMHe3a M JaHHBIMH  HWMMYHOJIOTHYECKOTO
WCCJIEIOBaHMsI, CTAJ0 OJTHAM U3 BaXKHBIX KPUTEPUEB JMATHOCTUKH HACIEICTBEHHOM
runorammarjoOynuHemun.  KnuHuko-mabopaTopHass  pemMuccus B TCUCHUU
XPOHHYECKOTO apTpUTa JOCTUTHYTA IOCJE BKIIOYCHHS] B KOMIUIEKCHYIO TEpaIuio
MMMYHO3aMECTUTEIBHOTO TIpernapara.

Jlumepamypras cnpasxka no KiuHuveckomy Haod.ooeruo Nel

bonesnr  bpytona ABIIAETCS OJHUM U3 BapUaHTOB IEPBUYHOIO
UMMYHOJICUIINTA CICIUICHHOTO ¢ X-XpOMOCOMOH (araMMmarjioOyJIMHEeMHUsl W
HACJIC/ICTBEHHAs  a/THIOTJI00yoHeMus). 3aboyieBaHue KIACCHPHUIUPYETCS Kak
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NEPBUYHBIN UMMYHOAEPUIUT ¢ npeumyiiecTBeHHbIM Aeuiurom AT.Kpome Hero k
NEPBUYHBIM HMMMYHOAE(PUIUTAM C MNPEeUMyLIeCTBEHHbIM aepuiutam AT BXOIAT
ayTOCOMHO-PEIECCUBHAS araMmariiooyiauHemus; runep-IgM-cuaapomMsl (CHHAPOM,
CHEIUICHHBIA ¢ X-XpOMOCOMOM, Je(eKT aKTUBAMOHHO-UHTYIITUPOBAHHON ITUTHINH-
J€3aMHMHAa3bl, AayTOCOMHO - PELEeCCUBHBIM Tumn HaciuenoBanus, gedekt CDay,
ayTOCOMHO-PELIECCUBHBI THUIl HACIEAOBAaHUS, APYrM€ AayTOCOMHO-PELECCHUBHBIE
nedekTsl); 4 nenenuu reHa TsDKENbIX Iened MMMYHOIVIOOYJIMHOB C ayTOCOMHO-
pEIECCUBHBIM THIIOM HAaclIeJJOBaHMS;, MYyTalluH, mnpuBosnime k nedexkry K-menu c
ayTOCOMHO-PEIIECCUBHBIM ~ THUIIOM  HACJEIOBaHUS;  CEJIEKTUBHBIM  jaeduuut
nonkinaccoB IgG ¢ HeusBecTHBIM TuNoM HacienoBanus;, aepuuutr AT npu
HOPMaJbHOM WJIM TOBBIIIEHHOM COJEPKaHUM WMMYHOTJIOOYJIMHOB C HEHU3BECTHBIM
TUTIOM HAcle[OBaHUs; oOmas BapuabenbHass UMMYHHas HEJOCTaTOYHOCTh C
BapuaOenbHBIM THUIIOM HACJENOBaHUS; TPAH3UTOPHAs TUIOTraMMarioOyJInHEeMus
PAHHErO JIETCKOTO BO3pACTa C HEM3BECTHBIM TUIIOM HacienoBaHus. Cruemyer cpasy
OTOBOPUTH, YTO KIMHUKO-TA0OPATOPHBIX pa3IU4Uil MEXIy X-CIEIUICHHON W
ayTOCOMHO-pELIECCUBHON  arjoOynuHemueil Her. WX pasnuuume Kpoercss Ha
T€HETUYECKOM YPOBHE.

bone3np bpyronaonucana amepukanckuM nenuarpom OrneHom bpyroHow, B
1952r. On cooOmun o 8-IeTHEM MallbuWKe, CTPaJaBIIeM Pa3InYHBIMU
MH(PEKIMOHHBIMU 3a00JI€BaHUSAMH, KOTOpBIAC 4-1eTHero Bo3pacta 14 pa3 OGonen
ITHEBMOHHUEW, MEPEHECCENCUC, MEHUHTUT, HEOJHOKPATHbIE OTUTHI U cuHycHT. [lpu
ATOM B HCCJIEJOBAHHOM CHIBOPOTKE KPOBH HE ObLIA OOHAPY>KEHBI aHTUTENA.

bone3nr bpyroHa - HacienctBeHHoe 3a0osieBaHHE C  X-CIEIJICHHBIM
PELIECCUBHBIM THIIOM HACJIEIOBAaHMWSA. MyTaHTHBIM TeH KapTupoBaH Ha Xq21.3 —
22.2. Cumuraercs, 4To 3TUM 3a00JIeBaHUEM CTPAJaOT TOJbKO MaIbYUKH, T.K. HAOOp
MOJIOBBIX XpoMocoM y HUX XY. JleBouku He OONEIOT, TaK Kak JaXe €CIH OHHU
TE€TEPO3UTOTHBI, TO PELUECCUBHBIM TI€H OJHOW X-XpOMOCOMBI  KOMIIEHCUPYETCS
HOPMAJIBHBIM T€HOM TOMOJIOTHYHOM X-XpOMOCOMBI. B TO € Bpemsi, HEKOTOpbIE
aBTOpHl  JIOMYCKAIOT BO3MOXKHOCTb OOJIE3HM My JeBOoYeK. BeposTHo,
paccMaTpUBaeTCsl Ciay4yau, KOT/a JIeBOYKa POJUIACh OT OOJIBHOTO Mambl, a OT MaMbI
nonyunnia geddexTtHyro BTopyro X-XxpomocoMy. Cpenw Majab4uKOB 0OOJIe3HB
BcTpeuaercs ¢ yactorou 1:250000.

MounekynsipHbIiii MexaHu3M 3a00J1eBanHus ObLT OTKPHIT B 1993 romy, koraa nBe
rpynnbl  y4€HBIX ~ HE3aBHCHMO  IPOJEMOHCTPUPOBAIM, 4YTO  X-CIETUICHHAS
araMmaryioOyJIMHeMusi SIBJISIETCS CIEACTBUEM MYTallMii B TE€HE HEpeLenTOPHOM
TUPOKCUHA3bI, KOTOpasi BIIOCJIEACTBUM IMOJy4YuIa Ha3BaHWE TUPOKCUHA3bl bpyToHa.
DTa TUPOKCUHA3a MPUHUMAET y4acTUEe B TPAHCAYKIMU co3peBaHus B-mumdouurtos.

st Toro 4ToObl UMMYHOTJIOOYJMHBI MOJHOLEHHO 3alllMIaid OPraHu3M OT
pPa3HOOOpa3HBIX BHPYCOB M OakTepuii, TpeOyeTcss JocTaToyHas BBIpAOOTKA HMX B
kpoBHu. Ho mo npuunne 3T10# 00Jie3HU BbIpaOOTKa MMMYHOIJIOOYJIMHOB 3aMeUISIETCs
anbo BooOIe mpekpamiaerca. Kak mpaBuio, 00jie3Hb MOXKET HadaThb MPOSBISETCS,
Korja peOeHKYy HCHOJHSETCs 0ojee MOoIyroja M B 3TO BpeMsi PE3KO CHUKACTCS
KOJIMYECTBO UMMYHHOTJIOOBYJIMHOB, MTOJIyY€HHBIX TPAHCILIALIEHTAPHO OT MaTEPH.
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Knunnueckne mnposiBI€HUs, BO3HUKAIOUIME, KAK U NPU JIPYTUX IMEPBUYHBIX
UMMYyHOIe(pUIIMTaX, HE HMMEIOT CTPOroil CHeUu(PUUHOCTH U MOTYT BO3HHMKATh B
3aBUCHUMOCTH OT TS’KECTH UMMYHHOM TMOJIOMKHU B pa3JM4YHbIE BO3PACTHBIE IEPUOBI.

K xnmHM4eckuM mposiBiaeHusiM 0oJsie3Hu bpyToHa oTHOCSTCS 4acTble 0O0JIe3HU
OpOHXOJIETOYHOM CUCTEMBI — MHEBMOHUU, OPOHXHUTHI, Pa3BUTHE OPOHXOIKTA3UU U
OCCHPUUYMHHBIX TPHUCTYIOB aCTMbI, MOpPaXXEHHUE KOXH (dK3ema, JEepPMATOMUO3HUT);
KOHBIOHKTUBUTBI; OTUTHl M CHUHYCHUTBI; CHHAPOM MalibaOCOpOIMU B pe3yJibTare
xponndeckon aumapeu; mopaxkenue [[HC (sumedanutsr). Takue maetw CKIOHHBI K
Pa3BUTHIO  PELUUIUBUPYIONUX HHPEKUUN, OOYCIOBICHHOW MHEBMOKOKKAMH,
cTaUIOKOKKAMH W JIPYTUMH THOTEHHBIMH OaKTEepUsSMH, POTaABUPYCOM, BHUpyCaMu
Okxo u Kokcaku, aaMonuro3oM. Bupyc rematuta B MOXET BBI3bIBaTh
MIPOTPECCUPYIONTUI U 3a4aCTyI0 4acTo (aTaabHBIM BUPYCHBIN renatut. [I[puMenenne
KUBBIX BakuuH (momuomuenut u  bBIDK) wMoxeT mnporekatb ¢ TSKEIBIMU
OCIIO)KHEHUSIMU. XapakTEpPHO, 4YTO UWH(PEKIMOHHbIE TPOLEcChl y OOJIBHBIX C
0ose3Hpl0 bpyTOoHa HE CONPOBOXKAAIOTCS YBEJIWYEHUEM JUMQOY37I0B, HEOHBIX
MUHJAJIUH W aJeHoua0B. TeueHue Oosie3HM bpyToHa MOMXKET OCIOXKHUTHCA
pPa3BUTHEM 3JI0KAQYECTBEHHBIX HOBOOOpPAa30BaHUM, ayTOMMMYHHBIX 3a00JIeBaHUA,
3a0oneBanuil mo tuny Aud@y3HBIX O0Je3HEH COCNMHHUTENbHONM TKaHW. bolbHbIe
CKJIOHHBI K BO3HMKHOBEHHUIO AJUTIEPIUYECKUX PEAKIIMU HA JIEKAPCTBEHHBIEC IIPENAPATHI.
Ho 1yt ciienyer oTMETUTB, YTO 110 BOIIPOCY CKIIOHHOCTH K aJUIEPTUYECKUM PEAKLIHAM
Y Pa3BUTHIO ayTOUMMYHHBIX COCTOSIHUM €IMHCTBAa HET. 110 MHEHHMIO HEKOTOPBIX
aBTOPOB I HACJIEACTBEHHOW THMIIOraMMarjioOyJuHEMHUH HAoOOpPOT HETUIUYHA
ayTOMMMYHHAasl MaTOJOTHS U TaK K€ PEAKO BCTPEYAIOTCS AJUIEPTUYECKHE PEAKIUU.
Otn peakuuu HocaT Helg E-omocpenoBanHbIl xapaktep. B moapocTkoBoM u
FOHOLIECKOM BO3pacTe€ TEYEHUE HACJIEACTBEHHOW TMIIOraMMarioOyJIMHEMUU MOXKET
OCJIO)KHUTBCS  IGPMATOMUO3UTHBIM CHUHAPOMOM. Y TOJOBUHBI OOJIBHBIX BEPOSTHO
IIOSIBJICHUE  CYCTAaBHOIO  CHHJPOMA,  XapaKTEpU3YIOUIErocs  AIU30JIUYECKON
MUTPHUPYIOIIEH TOoJuapTpalNrueil Tmbo apTpUTOM KpPYMHBIX CycTaBoB. Hekotopwie
aBTOPHI CUMTAIOT Pa3BUBIIMICS apTpuT npu Oosie3Hu bpyrona cxoxkum ¢ FOPA, HO
YETKOI'0 OINPEIEIICHUs 3TOr0 apTPUTA HE CYILIECTBYT, YTO CO3JAET CI0KHOCTH BErO
MHTEPIPUTALMH [IPU OCTAHOBKE KIIMHUYECKOTO JUArHo3a. XapakTEepHO, YTO TAKOU
apTPUT AaXe NpPU JIMTEIBHOM TEUYEHWHW HE NPUBOJAUT K PEHTIEHOJIOTMYECKUM
M3MEHEHUSM MTOPAKEHHBIX CyCTaBOB.

JlmarHoctuka 3a0o0JieBaHMSI OCHOBBIBAE€TCS B IMEpPBYIO Odepeab Ha
nabopatopHbIX AaHHBIX. [Ipu 1abopaTopHOM UCCIEIOBAHUU KPOBU Y TaKUX OOJIBHBIX
BBISIBJIIETCA OTCYTCTBHE WJIM PE3KOE CHIDKEHHE (pakiuy raMMarjioOyJMHOB B
nporenHorpamme. [Ipu 1abopaTtopHOM HCClIETOBAaHUU KPOBH BBISIBISIETCS OTCYTCTBHE
¢dpakuuu ramMmmaryiioOyJauHOB B mporenHorpamme. YpoBhu Ig G, Ig A u Ig M
CHUXeHBI B pa3bl. KonmnuecTBo B-nmumporuToB Tak sxe cHuxeHo. Ho crienyer umers
B BUJY, YTO B HEKOTOPBIX CIIy4asX Ha OMPEAEICHHOM 3Tare 3TOT MTOKAa3aTelb MOKET
COOTBETCTBOBaTh HopMe. Takoil BapuMaHT BO3MOXKEH B Ccllydae, Korja oOriee
KOJINYECTBO KJIETOK JOCTAaTOYHOE, HO IIPYM 3TOM OHM HEIOJHOLEHHbIe. KonmnuecTBo
IJJA3MOLIUTOB B KOCTHOM MO3I€ CHM)KEHO BIUIOTH JO IIOJHOIO OTCYTCTBHA. B
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nepudeprudeckoil KpoBM OTMEUAIOTCS JICHKOMEHMS WIM JEHKOIMTO3. TuMyc He
U3MEHEH, OJIHAKO CTpOeHHe JuM(daTUYecKuX Yy3/0B (B OWonTare Cy>KeHue
KOPTUKAJIBHOTO CJIOSl, MEepBUYHbIE (OJUTUKYJIBI B HEM PEAKUE M MaJIOPA3BUTHI) U
cele3EHKHA HapyIEHO. PEHTT€HOJIOTMYECKH BBISBIISICTCS TUMOILIA3USI UK OTCYTCTBHE
auM@pouTHON TKaHM (JIMMGOY3JIbl), TUIOIIA3US WM OTCYTCTBHE (hapHUHTeabHON
TuMQpOUITHON TKaHU (MUHIAJIUHBI, aJICHOUIBI).

CooO11aercss 0 BO3MOXKHOCTH MPEHATAILHON AUArHOCTUKH, MPU MPOBEACHUU
KOTOPOM HCHOJIB3YIOT Pa3iuyHble MOAXO0Jbl. MIMMyHONOTrHYECKOe HCCIeI0BaHNE
KPOBH IIJIOJIa OCYIIECTBIISIIOT METOAOM MpOTOYHOM nutoduioymerpuu. Ilpu stom
BBISIBIITIOT HApPYIICHUS KOJIMYECTBA M COOTHOIIEHHUS CYOMOIyJISIIUi JTMMQOIMTOB
(manpumep, otcyrcTBue T-muMmdoruToB u  P-TuM(OIUTOB TPU  THKEIOU
KOMOWHHUPOBAaHHOW MMMYHHOW HEIOCTATOYHOCTH WJIM OTCYTCTBUE [3-THUMQOIUTOB
mpu  cuerieHHo ¢ X-xpomocomol arammariiooynuHemun). Ilpu  medwunmre
aJICHO3MH J€3aMHUHAa3bl MOKHO H3MEpPUTh (PEPMEHTATUBHYIO AKTUBHOCTH MPOJIYKTa
reHa B aMHHOLIMTAaX WM BOPCHMHAX XOPHUOHA. DTOT METOJ HCIOJB3YIOT Ha PAaHHUX
Cpokax OepeMEHHOCTH, OH He TpeOyeT TOYHOW HJECHTU(DUKAIMU TMOBPEXKICHHOTO
reHa B KOHKpeTHOM ceMmbe. [Ipm MHOTUX UMMyHOAEPUIIMTaX METOJOM BBIOOpA
CUUTAIOT UCCIIE0BaHMs, OCHOBaHHbIe Ha onpeaeneHuu JJHK npu momorum IIIP. Bee
BBIIICONIMCAHHBIE METOJIBl HWCIOJB3YIOT TAKXKE IS BBISBICHUS HOCHUTENEH
MYTaHTHBIX T€HOB CPEH YJICHOB CEMbU OOJIHLHOTO peOeHKa.

MenukoreHeTH4ecKoe KOHCYJIbTUPOBAHUE PEKOMEHIAYETCS MPOBOJIUTH CpPa3y
MOCJ€ YCTAHOBJICHUS JUarHo3a IMEPBUYHOrO HUMMYyHoOAehUIIMTA JJI1  €ro
MOATBEPXKACHUS JMArHo3a, OIpeJeieHUs TUlla HacJleAOBaHUS, BBISBICHUS
HOcUTeNel Je(PEeKTHBIX T€HOB CpPEIu YJICHOB CEMbHM U MPOBEACHUS MpEeHATaTIbHOU
JMarHOCTUKHU B AanbHeimeM. Ho, BeposiTHO, HEOOX0AMMO OOpaTUTh BHUMAaHHUE Ha
F€HETUYECKHUE MOMEHTBI paHbIllE — Ha dTare KOorja TOJHbKO BO3HUKAET MOJO03PEHUE
Ha Haimuue bone3nu bpyroHa.

[Ipn mocTaHOBKE auarHo3a NEPBUYHOTO HUMMYyHOJedUIIMTA HEOOXOIUMO
MPOBOJUTH AU(. AMATHOCTUKY CO CIEAYIOIIMMH 3a00JIEBAHUSIMHU:

- COCTOSIHUSI WHIYIIUPOBAHHBIE JIEKAPCTBEHHBIMU CPEACTBAMM (KalTOIMpPUJI,
KapOaMasenuH, TJIFOKOKOPTUKOU/IBI, benknodenax, COJIH 30J10Ta,
MIPOTUBOMAJIIPUMHBIC TIpenapaThl, IEHUIIWUIAMUH, PEHUTOWH, CyJb(acana3uH);

- TEHETHYECKHE HapylIeHUs (aTaKCHUs-TeNCaHTHIKTA3Hsl, ayTocoMHas (opma
TSKETIOM KOMOMHUPOBAHHOW MMMYHHOM HeIOCTaToyHocTH, rumep Ig M, aepuuut
TpaHckoOanamuHa,  X-CLEIJIEHHAas  araMMarjoOyJIMHEMHs, X-CLETUIEHHBIN
auMdonponudepaTuBHbI  CHHIPOM (EBV-accomuupoBaHHbI), HEKOTOPBIE
MeTaboIMYECKEe HApYIEHUS, XPOMOCOMHbBIE aHOMAJIHH;

- MH(EKIIMOHHBIC 0o0J1e3HH, BNY aCCOLIMMPOBAHHBIN C
TUIEpPraMMoriio0yIuHEMUEH, BPOKJICHHBIE KpacHyXa, HIMB-undexmus,
TOKCOIIa3M03, BUpycHas nHeknus J0mreitH-bappa;

- 3JI0OKaYeCTBEHHBIE = HOBOOOpa3oBaHHWS (XpoHUYECKass JuMpaThyecKas
JIelKkeMus, UMMYHOJAeDUIIUT ¢  TUMOMOM,  HEXOJKKUHCKas  Jumdoma,
3JI0KaYECTBEHHOE TOPaKEHUE [-KIETOK, CUCTEMHBbIC HapyIICHUSI, UMMYHOAC(PUITUT
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CBS3aHHBI C THUIEPKATa0OIM3MOM HMMYHOTJIOOYJIMHOB, HMMYHHOACQHUIINT,
CBSI3aHHBIN C Upe3MEpHOUN NOTepel UMMYHHOITIOOYJIMHOB), HEDPO3, TSKEIbIE 05KOTH,
TsDKeTas Auapest, TMMGaHTruIKTa3usl.

TaOmuma 1.1.
KimHnueckast 1 IMMYHOJIOTHYECKAsl XapaKTEPUCTHKA
NEepBUYHON aramMmMmario0ynuHeMun bpyTona

Kauunyeckue XapaKTepHCTHEA NPHIHAKOR
H HMMYHO/IOTHYECKHE NPHHAKH

BoapacT GoNBHOTO 3—6 et

[Mon Myac KO

Tun HacIenoBaHHA PerleccHBHEIN, ClieNTeHHBI ¢ T1010M

CHMITTOMBI YacTeie GakTepHalbHBle HHPEKIIHH

Teyenne BraronpuatHoe NpH JTedeHHH
raMma-rioGyTHHAME

OcmoxHeHHA TMonuapTpuT, TENaTHT,
IepMaTOMHOZHUT

[yMOpaIBHEI MMMYHHUTET OTCYTCTBYIOT HMMYHOIIIO0Y IHHE
W aHTHTella

KiteTouHblil HMMYHHTET:
— THIEPYYBCTBUTEILHOCTE

3aMeTeHHOro THITA; ++

— peaxkiHs oTTopPXeHHS + HIH 3aMelieHHas
TPAHCILIAHTATA;

— peaxlHd TUMQpOIUTOR +

JefiKOUMUTEL B KPOBH B HopMe HIH MMeKTCA OTKIOHeHHS
Ty bBea natonorun

JJumdonasan TKaHb OTeyTCcTBYeT

JaponwllleBble MeHTPhL OTCYTCTBYIOT

[TnazMaTHYecKHe KIeTKH OTCYTCTBYIOT

Tun MMMyHOIOrHYeCKOil [MaTomorusd miasMaTHYeCKHX KIeTOK
HeloCTATOUHOCTH

OcHOBHOE HanpaBieHUE JICYCHUSI HACIEICTBEHHOMN runoraMmMarioOyJIMHEMUN —
3TO 3aMECTHUTENIbHAS Tepanus, HalpaBJICHHAs Ha KOPPEKLHUIO
rUIOMMMYHOIIIOOynuHeMuu. [Ipu 3ToM 00JIBbHOMY MAalIMEHTY BHYTPUBEHHO BBOMST
npenapaTsl MMMyHOr100ynuHa. Ha nepBom aramne 103y noa0uparoT Takyro, KOTopas
OBl CIOCOOCTBOBAJIA MOBBIIICHUIO YPOBHSI UMMYHOTJIOOYIMHOB 70 31/11, a 3aTeM yKe
MPOBOJIUTCA TIOKM3HEHHAs TMOJJICpKUBAIOIIAsl exeMecsayHas Tepanus. [lpu
aJIeKBATHOM BHYTPUBEHHOM JICYEHUM YKPEIUISETCS M MOAACPKUBACTCA MMMYHHas
CUCTEMA, YTO B CBOIO OYE€pE/b, MPUBOAUT K YIYUIIEHHUIO CAMOYYBCTBHUSI OOJBHOTO.
[IporHo3 st BBI3AOPOBJICHUS OYyIET ONarompusiTHBIM, €CIIM Ha PaHHUX CpPOKax
00J1€3HM HAa3HAYUTh aJ€KBaTHOE M COOTBETCTBYMOIIEe JieueHue. Ho ecinu BoBpems He
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HAYaTh JIEYCHHE, CYIIECTBYeT Ooibllias BEPOSTHOCTH TOTO, YTO TSDKEIbIC
COIyTCTBYIOLIME OOJIE3HH MOTYT MOBJIEYb 3a cO00W cMmepTh OosbHOTO. B mepuoabl
00OCTpeHHUs] TPUMEHSAIOT AHTUOMOTUKH, Yallle MMOJTYCUHTETUUECKUE NEHUIWIINHBI U
1e(aoCHOpuHbl, AMUHOIJIMKO3UBl U CYyJIb(aHWIAMUJIBI B OOBIUHBIX JT03UPOBKAX.
[Ipu HaciencTBEHHOW rumoramMMmarjioOyjleHeMun TpeOyeTcs IapeHTepasibHas
aHTUMHMKpOOHast Tepanus. [[ns Haumywiiero pesyibraTa ClEQyeT HPOBOIUTH €€
OJTHOBPEMEHHO C COIYTCTBYIOLIEH MO0 3aMecTUTeNbHOM Tepanueid. Cpok jeueHus
aHTHOMOTHKAMH COCTaBlisieT nmpuMepHo oT 10-14 gneit, HO MoxkeT Bo3pacTu 10 21
THSL.

B mnpuBeneHHOM HaOMIONEHUWM TMPOCIEKEHO TedueHue Oonesnu bpytona
(HacnmeACTBEHHON THIOraMMOIVIOOYTMHEMHH) OIHOBPEMEHHO Y IBYX OpaTheB C
MIPAKTUYECKH OJTHOBPEMEHHBIM PA3BUTHEM Yy HHUX OCJIOKHEHHSI B BUJE ATUIUYHOTO
aptputa. VMMeHHO 3TO 00CTOATENHLCTBO OBUIO OJHMM W3 KIIIOUEBBIX U
CIOCOOCTBOBAJIO MOCTAHOBKE JHAarHo3a HacAeACTBEHHON THIIOTaMMario0yIMHEM .

B Tepanumu aptputa HamMu ObUIM YCHEIIHO TNPUMEHEHbl IUTOCTATUKU
(metarpekcaT), 00 OIbITe Ha3HAYEHUs KOTOPBIX Mpu Oosie3Hn bBpyToHa B qocTynmHON
JIATEpAType YKa3aHUM HE HAUICHO.

VY nereit ¢ 601e3HpI0 bpyTOHA YacTo pa3BUBAIOTCS ayTOCOMHbBIE 3a00JI€BaHUS.
VY NOJOBHHBI JeTel BCTpEYaroTCsl 3a00JieBaHUE THUIA PEBMATOUJHOTO apTpuTa, a
TaK)Xe U Apyras ayTOMMMYHHas ITaTOJIOTHS.

AyTOMMMYHHBIE pacTpoiicTBa Mpu Oosie3HM bpyToHa BKIIOYast apTPUTHI
(xoTopeie HeoTnmuumbl OT FOPA), CKB, nepmMaTOMHO3UT MOTYT OBITh MEPBBIM
mposiBIIEHHEM y OonbHBIX C¢ Oone3npto bpyrtona. B memom, 7-22% manueHTOBC
araMmaryiooyiamHeMuen cTpadaroT OT NOPaXKEHUsI CyCTaBOB.

Cuctemuas dopma IOPA, Bo3HHMKamoass Ha OCHOBE KOHCTHUTYIIMOHAJIBHBIX
OCOOEHHOCTE  MMMYHOJIOTHUECKOM PEAKTUBHOCTH, HEPEAKO COoYeTaeTcss ¢
UMMYHOJEPUIUTHBIMU  COCTOSIHUSAMHU. CycTaBHOW CHHIPOM XapaKTepHU3yeTcs
AMU30JUYECKON MUTPUPYIOIICH ToJUapTpadrueil b0 apTpPUTOM  KPYIHBIX
cycraBoB. Jlaxke mpH UIMTEIIBHOM TEYEHUM AaApTPUT HE INPUBOAUT K
PEHTI€HOJOTMYECKUM U3MEHEHUSIM ITOPAKEHHBIX CYCTaBOB.

B0O3MOXXHO BOCCTaHOBJIEHME HApYIIEHHOIO pAaBHOBECHS U IPEKpalICHUE
ayTOMMMYHHOTO TIpollecca, OCOOCHHO B Te€X ClydasX, KOIJa OCYLIECTBIISETCS
aJieKBaTHas Tepamnus 3a00JeBaHus.

[lanpeHThl ¢ yMEpPEeHHbIMH TMPOSBICHUSIMH OBICTPO  pearupyroT Ha
aHTUOaKTEepUaNbHyl0 Tepanuto. Heobxoaumo Bcerja y4uThIBaTh HH(PEKIIMOHHYIO
ATHUOJIOTHIO, TIOCKOJIbKY mnepuoauuecku BcTtpeudarorcsi FOPA, BbI3BaHHBIE MHBa3ue
Klebsiella (centuueckuii aptpur).
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Kannnueckoe Hadaoaenue Ne 2

HoBopoxnennas II., poaunace B PernoHanbHOM IMEPUHATAIIBHOM ILIEHTPE OT
VIII G6epemennoctu, II mpexaeBpemeHHbIX ponoB B cpoke rectamuu (CI') 36-37
HeJellb MyTeM KecapeBa cedeHMs (B CBSI3M C aHTEHATaJIbHBIM JUCTPECCOM ILIOAA,
UCC - 220 ya/mun). HszBectHo, yTto Ha 35 Henmene OEpPEMEHHOCTH >KEHIITMHA
NepeHeclia OCTPYI PECHUPATOpPHYI0 BHpyCcHYH0 uHPekuuto. I[IpeHaTanbHO
YCTAHOBJICHBI NMPU3HAKK MAaTEPUHCKO-TUIOAOBOM HH(PEKIMH W BPOKICHHBIM MOPOK
Pa3BUTHUSI MOYEBBIBOMSIIUX IMyTEH: MYJIbTUKUCTO3 JIEBOM MOYKM Tuiojga. Marp — 28
JIeT, CTpaJaeT BPOXKJACHHOM aHOMaaued MOYEBBIBOJAIIMX MyTeH: TUapoHEDPO3
MpaBoil MOYKK; XpoHUUYeckuil muenoHedpput, [THo.

Pebenok ponuncs ¢ maccoit 3200 r., poctoM 49 cM, OKpYKHOCTBIO TOJIOBBI —
35 cm, rpyanoit kierku — 34 cM. Ilo mikane Amnrap oneHena B 7/7 6amnos. Ilpu
POXKJIEHUU COCTOSIHUE TSDKENIOE, IMPOSIBJICHUS PECHUPATOPHON HEIOCTAaTOYHOCTH;
HETPOMKHUH KpHK, MbleuHas rumotonus. YA — 65-72/mun. UCC — 190-204
yn/muH. SaO, — 88%. ToHBI cepjilla pUTMHYHbBIE, CUCTOJIMYECKUI MSTKUI IIyM BO
BTOPOM MEXpeOephe cieBa OT IpyAuHbL. JKUBOT MATKuUM, edeHb +1,5 cM HIKe Kpast
pebepHoii 1yru. [lokazarenan KUCIOTHO-ILEIOYHOTO COCTOSHUSA MPHU poxaeHun: pH —
7,33; pCO, — 50,0 MM pt cT .; pO2 — 15 MM pt cT .; HCO; — 26,7; BE — (-0,4)
mMmoub/n. Kanpumii — 1,4 mmounb/n. Ilo TspkecTn cocTOSTHUS peOCHOK IMEpEeBEACH B
OT/ICJICHNE MHTEHCUBHON TEpanmuy HOBOPOXKIICHHBIX, IJI€ HaXOJWUJach B TeueHue |
CYTOK.

B TeueHue mnepBBIX CYTOK >KM3HM OOIIEE COCTOSIHME peOeHKa OCTaBaJloCh
TSKEIBIM 32 CUET PECHUPATOPHOM HEJOCTATOYHOCTH, COXPAHSIACh TaXUKapAus 10
200 ya/mun. T'mnopedrexcusi. MpllieuHbId TOHYC, CIHOHTaHHAs JBUTAaTEIbHAs
aKTUBHOCTh CHWEHbl. Koka umcras, po30BOro ILBETa, BIIaXKHas. DJACTUYHOCTH
KOKH HOPMaJIbHAsl, TYprop — CHWKEH. [101K0KHO-)KUPOBOM €101 Pa3BUT JOCTATOYHO
K cpoky rectaiuu. OtexkoB HeT. J[[pIxaHHWe CaMOCTOSITENbHOE, PUTMUYHOE C
BOBJICYCHUEM MEXPEOCPHBIX MPOMEXKYTKOB. AYCKYJIbTATUBHO B JIETKUX JIbIXaHHE
MPOBOAUTCS BO BCe OTACHBI ¢ o0eux cropoH. YJIJI — 65/mmuH. SaO, — 97-98%.
I'paHuLIBIl OTHOCHUTENBHOM CEpPIACYHOW TYIOCTH: IIpaBas — II0 NIPAaBOMY Kparo
rpyauHsbl, BepxHsis — [ mexxpebepbe, neBas — Ha 1,0 cM BIIeBO OT CpeiHe-KIIIOUNYHOM
munun. [lpu ayckynbTanuu TOHBI cepana putMmuunble, npuriaymensl. YHCC — 190
ya/muH. AptepuansHoe maBieHue — 69/36 MM pT. CT., cpeaHee apTepuaIbHOe
naBieane — 36 MM pr. cr. KuBot msarkuii. Ileuens +1,5 cM HmKe Kpas peOepHOM
nyru. Modencnyckanue gocraroydoe (1,5 mu/kr/a). Knuaudyeckue aHanu3bl KpOBU U
MOYH, OMOXMUMHYECKUI aHanu3 KpoBH (00Nl OMITMPYOUH, SIEKTPOIUTHI, aTbOYMUH,
CPBb, caxap kpoBu) — 6e3 oTkiioHeHuil oT HOpMbl. KOK-MB: 60,1 Ex/n(nopma —no
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25 ME/n). J»xoKI' B mepBoie cytku xuszam: JnJDK — 14,9 mm, IcJDK — 12,4 mwm,
Tacmk — 3,9-5,0 mm, Tvokn — 3,9-4,9 mm, B — 62%, Al — 31%, JJIIT — 10,3 MM,
nuametp Ao — 8,6 mm, guametp JIA — 9,2 mm, JIalDK — 16,0 mm. CpennHee naBieHue
B cTtBojie JIA 27 MM pT. cT. 3aKkiioueHue: yMEpeHHas JuilaTaius MpaBbIX Kamep.
AHeBpH3Ma MEXIPEICepAHON MEePEeropoiku, MUPOKOE OTKPHITOE OBaJIbHOE OKHO (B
nuHamuke HaoOmoaeHus auddepennupoats ¢ I JAMIII), nuamerp — 4,7 MM,
WHTEHCUBHBIN JI€BO-TIpaBblii MIyHT. OTKPBITHI apTepUaIbHbIM MNPOTOK, AUAMETP —
3,1 mm, rpaauent pgaBnenus Ao/JIA — 17 MM pr cr. Aput™mus cepaeyHoOU
aesitensHoct, YCC 113-190 ya/mun. KpoBOoTOK B OpIOIIHOI a0pTe MyIbCUPYIOLIUH.

[lon BnMsIHMEM IIOCMHAPOMHOM TEpalMM IPOSIBICHUS PECIUPATOPHOU
HEJOCTATOYHOCTH  KYyNUPOBAaHBI K  KOHIly BTOPBIX  CYTOK  JKH3HHM, B
yIIOBJICTBOPUTEIILHOM COCTOSIHUU peOeHOK mehtpeBeseH B OTHEICHUE COBMECTHOTO
npeObiBanus. OpHako oOpamano BHMUMaHue Hamuwume ydamenHoit UCC 200-220
yI/MUH. TIPU OTCYTCTBHHM T'€MOJUHAMHYECKHX PACCTPOMCTB, B CBATH C 4Ye€M ObLIO
PEKOMEHI0BaHO NpoBeneHne noBTopHOro JInOxoKI', koHCynapTanus Kapauosora.
Hanusie In2xoKI™ Ha Tpetsu cytku xusnu (puc. 1.1): IaJDK — 13,9 mm, IalDK —
16,0 mm, JIIIT — 15,0 MM, ®B — 56%, JJIII — 10,3 MM, nuametrp Ao — 8, 6 MM,
muametp JIA — 9,2 mm. Cpennee nasnenue B ctBosie JIA 27 MM pT. cT. 3aKItOUCHHUE:
B INHAMUKE COXPAHSETCS YMEpPEHHAs quiaTalus MPaBbIX KaMep, IIMPOKOE OTKPHITOE
OBaJbHOE OKHO C HHTEHCUBHBIM JIEBO-TIPABbIM IIYHTUPOBAHHEM  UEpe3
MEXMPECEPIHYI0 eperopoaKy. OTKPBITHIN apTepHaAbHBIN MPOTOK, Auametp — 2,4
MM. Taxukapaus. KpoBOTOK B OpIOIIHON a0pTe MyJIbCUPYIOIIHIA.

PRESET 1 PA230

293 ms
205 bpm
127 ms
472 bpm
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Puc.1.1. In3xoKI" (M-pexum) HOBOopoxkaAeHHOM I1. (1eBouka), 3-1 CyTKH KU3HH.

Coxkparmienue mpeacepanii ¢ 4actotoil 472 yn/muH. (CM. OTMETKY «2» Ha
HXOrpaMMe JIEBOTO TPEICepAnsi); 4acTOTa COKpAIEHUH JIEBOTO KEITyJ0ouKa —
205 yn/muH. (cM. OTMETKY «1» Ha KOpHE aOpTHI).
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[Ipu uccnenoBanuu B M-pexumMe 3aperucTpupoBaHO HECOOTBETCTBUE YACTOTHI
COKpallleHU KOPHS aopThl U JIEBOrO NpeIcepAus B OTHOIIEHUH 1: 2 ¢ yacTtoTou
cokparienus aoptel 190-200 ya/muH., npeacepauit — 350-400 B MUH. (HETIOCTOSIHHO),
YTO TO3BOJWJIO JIMaTHOCTHUPOBATh HApYUIEHUS pUTMa cepAla — TperneTaHue
NpeacCepanil.

[Tocne koHCcynbTaMu KapauoJiora, npoBenenue DKI-uccinegoBanust Ha IKI
3a(UKCUpPOBaHbl  XapaKTepHble TMpeAcepaHble BoiHbL F, KOoTOphle uUMEIOT
«mt000pasHyo» (GopMy, MOATBEPKICHO HAJUMYHWE HAPYIICHUS pUTMA CepJia —
Tpenieranne npeacepauit  (puc. 1.2). KiuHMYEeCKHX TPU3HAKOB CEPJICUHOMU
HEJIOCTATOYHOCTH HE BBISIBJICHO.

II , 161/ 1

Puc. 1.2. DKT HOB6po>KﬂeHﬁOI71 IL (zﬁéBOiIKa), 3-u cyTKH JKH3HU.
[Ipeacepaubie BosHbl F, UMEIOT XapaKTepHYIO «IHII000pa3Hyo» hopmy.

C menpl0o  HOpMajM3allud  pUTMa  cepAla  peOeHKYy  Ha3HavyeHa
MPOTUBOAPUTMUYECKAs Tepamusi — KOpJAapoH B/B B JI03€ S5 MI/KI/CYTKH.
Hopmanu3aius cepaednoro putma 3adukcuponana yepes 20 gacos (puc. 1.3).

l!l/lli_

11 154/MmE In T

I SUm/E 10 Wm ¢

Puc. 1.3. OKT HOoBOpOXaeHHOM I1. (1eBOUKa), 4-€ CYTKH KU3HU
(mocie Ha3HAaYeHUs aMHoapoHa (KOpIapoHa).
Purmcunycossbiil. UCC 148 ya/muH.

[Ipu npoeaenun XoarepoBckoro MoHuTopupoBanusi OKIT (XMOKI) B
TEUYECHUE CYTOK PUTM CHHYCOBBIi (puc. 1.4).

24



Smwmson ST Ch.l
Beero snmm3onos 10. O6mas aaurensaocrs 00:28:18 .

A0R013 O4:24:14 Smw T—Fﬁo | F-Mwo | | | 1 ! b A4l yldnm
| i | | | H | | {
| | ‘ | 1y ! | ' L] I
| | r |
P ol 5 o
1 4 T 2 ‘
! ' i { ; ]
A | ‘ ' L -

! { 1 ‘

RRluq [ |345] 345 345| 347 | 37| 347) 7] 347|352 355 | 352 | 382 | 352| 355 357) 355 || 355 355 |
Smsop ST Ch.1

Puc. 1.4. XM DKTI'noBopoxaenoull., 12-e cytku
xu3Hu. PutmcunycoBbiit. YCC150-171yn/mun.

EnnandrasHaKeTy TOYKOBASIKCTPACUCTONHS (BpeMs HabmoaeHus 23 dca
53 muH.)

B nmnocneayromeM HCKIOYEHA BHYTpHYTpoOHas HH(EKUHS, MHOKap.uT,
BTOPUYHBIN nedexT MEKIIPEICEPAHON NIEPETOPOAKHU. PeGenox B
YAOBJIETBOPUTEILHOM COCTOSIHUM BBINIMCAH TI0J HAONIOJeHHWE meauarpa |
KapAauoJyiora Mo MECTY JKMTEIbCTBA C JUArHO30M: MHOXECTBEHHBIC BPOXKICHHbBIC
MOPOKH pa3BUTHUS (OTKPBITOE OBaJlbHOE OKHO, dyHKIHoHUpyomui OAII;
aHOMaJbHbIE TPaOEeKYJIbl MOJOCTH JIEBOTO KEIyI0UYKa;, HAPYIICHUE pUTMaA Cepara —
tpenetanue npeacepauii; CHo; BpoXXAEHHBIA MOPOK Pa3BUTHUS MOYEBBIICIUTEIBHON
CHUCTEMbI — MYJIBTHUKHUCTO3 JieBou mouku; [IHp. B Teduenue mepBoro mecsua xu3Hu
COCTOSIHHE YJIOBJICTBOPUTEIIBHOE, JIM30JIbl TaXMKapAuud He 3a(UKCUPOBAHBI, 3a
MEJIUIIMHCKOW TIOMOILbI0 POAUTENN HE oOpamaiuch. PeKOMEHI0BaHO TJIAHOBOE
oOcieioBaHre W JAWcCHaHcepHoe  HaOmogeHue B OOmacTHOM — JAETCKOM
KapAuOJIOTUYECKOM IIEHTPE B TEYEHHUE TOJIA.

Takum oOpa3om, TpeneTaHue NpeAcepAUl y HOBOPOXKIESHHOI0,BO3MOXKHO,
pPa3BWIOCH B PAHHEM HEOHATaJbHOM IMIE€PHUOJIE€ BCIECACTBUE MEPETPy3KH MPaBOro
npeacepauss odbemMoM Ha (GOHE AKTUBHO (DYHKIMOHUPYIOUIUX  TIJI0JIOBBIX
KOMMYHUKAIMK (IIUPOKOTO OBAJIbHOTO OKHA C JIEBO-TIPABBIM IIIYHTHUPOBAHUEM,
OTKPBITOTO apTepUaIbLHOTO MPOoTOKa). [Ipu OTCYTCTBUM BPOXKIAECHHOW CTPYKTYpPHOMU
natonorun cepaua TII He TOBJIEKIO TSKEIBIX T€MOJAMHAMUYECKUX PACCTPOMCTB,
OBICTPO KYNMHPOBAHO HA3HAUYCHWEM AHTHAPUTMUYECKOW Tepanuu (KOpAapoH), YTO
HMMeEJIO OJIarONPHUSATHBINA ITPOTHO3.
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Jlumepamypnas cnpaska no KiuHu4eckomy Haoaoenuio Ne2

TouHBIX TaHHBIX O pacnpocTpaHeHuu HapyuieHuit cepaeunoro putma (HPC) u
IPOBOJUMOCTH B JETCKOM Bo3pacte HeT. I[laTodusnonornyeckue COCTOSHUS,
COMPOBOXK/IAIOIIMECS U3MEHEHUEM YacTOThI, PErYJISIPHOCTH PUTMA W/WIM UCTOYHUKA
BO30YXKJIEHUS CepAlla, HapYyIICHUS CBSI3U WM TOCIEAOBATEIIbHOCTH MEXKIY
aKTUBAIIMEN COKpAIEHUH TIpelcepAril U IKEIyJOYKOB, TPEOYIOT YIiIyOJIIEHHOTO
M3Yy4YCHHs y JeTeld. B HeoHaTanbHBIM NEPUOS OHU MOTYT CIIPOBOLIMPOBATH PA3BUTHE
ocTpoil cepaeuHor HenoctaTouHOCTH (CH) M mpHBECTH K KapJIMOT€HHOMY IIOKY H
cMeptd. YacThiMM M TPOTHOCTUYECKH HEONAarompUsTHBIMH — apUTMUAMUA Y
HOBOPOXJICHHBIX CUMTAIOT CYNPABEHTPUKYJSIPHYIO TaXUKaAPAHIO, BPOXKIECHHYIO AV-
0JI0Ka Ty, KEITYTOYKOBYIO TAXUKAPAUIO U GPUOPHILISAIINIO/ TPETIeTaHue TIPEACEPInii.

Coo0mraroT, uyto cpeau (eTaNbHBIX TaxXHAPUTMUN TpENeTaHue Mpeacepauit
coctaBisieT 10 30-46%. Cuutarot, 4To B ciiyyae Bo3HUKHOBeHUsA 3Toro HPC mporuos
ONPENEIIAECT 3PENOCTh IUIOJA U CBOEBPEMEHHOCTh IIOCTAHOBKM JHMArHO3a, IPUYEM
IPOrHOCTUYECKH HEOJaronpuUsTHO HalIW4yue BpoXKIAeHHOro nopoka cepaua (BIIC) c
HapylLIEHUSIMA T'€MOJIMHAMUKH WA BOJSIHKU ILTOAA.

@detanbHas ~ HAJDKENyJOYKoBass — Taxukapaus B 68%  HaOmoaeHHi
CONIPOBO’K/JIA€TCSI HEMMMYHHBIM BOASHKOW mioja, B 32% — paHHEW HEOHATAIbHOU
cMepTblo. llokasaHusAMM K IIPOBEACHUIO CPOYHOIO POAOPA3PELICHUS CUYUTAIOT
pazBuTHe aHacapku y mioaa ¢ HPC mpu orcyrcTtBumM 3(pdexra oT HazHAYEHHOU
Tepanuu OEpEeMEHHOM B TEUEHUE HECKOJIBKHUX CYTOK, a TaKXKE€ YJIbTPa3BYKOBBIE
MPOSIBJICHUS] B BUAE TYpOYJIEHTHOrO KPOBOTOKA B IMOJIBIX BEHAX, HEJOCTATOYHOCTU
TPEXCTBOPYATOro KiamaHa 2-3 creneHd. OOMEenpruHThIE alrOpUTMbl 00CIE0BaHUS
Y JICYEHUS IIOA0B C MpeHaTanbHO ycTaHoBIeHHBIMU HPC oTCyTCTBYIOT.

Y HOBOPOXIEHHBIX IWAarHOCTUKA APUTMHUU OCJOXKHSETCA TEM, YTO JaXe B
YCIOBUSX BeAylmuX KiIMHUK npoBeAaeHuss OKIT  BBICOKOW TOYHOCTH WM
UCIIOJIb30BaHUsI MeToaa 20-MHHYTHOW OLIGHKH BapraOeNbHOCTH PUTMA SIBIISECTCS
3aTPYJHEHHBIM MPU OTCYTCTBUHU MOJHOTO MOKOS peOeHKa, HU3KOrO YpOBHS LIyMa U
Ap.; OTCYTCTBHE IIOKa3aHMM K HAa3HAYCHHUIO MEIMKAMEHTO3HOTO JIEYEHUS WIN
MPOPHIAKTHIECKUX MEPONIPHUATHI B HEOHATAILHOM TIEPHUOJIE.

OcnoBubiMu MeTonamu auarHoctuku HPC ocrarorcs onpenenenune YCC u
nannabie DKI'; TmarenbHpI cOOp aHaMHE3a C JIeTaIM3allue TeueHus] OEpEMEHHOCTH
M COCTOSHMS  IUIOJA IO  JAHHBIM  IIPEHATAIbHOrO Y 3-HCCIENOBaHUS.
HoBopoxnennbiMm  [InOxoKI'Ha3HauatoT ¢ 1LENbI0 HCKIIOYEHHUS BPOKIACHHOU
CTPYKTYpPHOW TATOJIOTMM CEPALIA, a TaKXke Uil OINpENeTeHHUs aJcKBaTHOCTH
MEIUKaMEHTO3HOM Tepanuu apuTMHU. BO3MOKHOCTh TOYHO ONPENEINUTh XapakTep U
CTEIIEHb BBIPAKEHHOCTH APUTMHHM JaeT XOJATEpOBCKoe MoHuTopupoBanue OKI,
OJIHUM M3 MOKa3aHUM JJIs MPOBEECHUS KOTOPOTO SIBISIETCS 00C/IeIOBaHUE MAllUEHTOB
C BBICOKAM PUCKOM Pa3BUTHS ONACHBIX IS )KU3HU apUTMUN U BHE3AITHON CEPACUYHOU

CMEPTH.
[Tpu HAIUYUHA MOKa3aHuu MIPOBOAUTCS YPECHUILEBOIHOE
ANEKTPOPUZNOIOTUUECKOE VICCIICIOBAHUE. DHI0KapIHAIbHOE
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ANEKTPOPU3NOIIOTUYECKOE  HCCIICJOBAHUE  BBIMOJHAIOT  Tepes, MPOBEACHHEM
KaTeTePHOU IECTPYKIUU IEKTPO(DU3UOIOTMUECKOr0 0Yara TaxuKapaum.

BaxxHo ycTraHOBUTH NpUUMHHBIE (aKTOphl, npuBoadmue kK pazsutruio HCP y
HoBopoxkeHHbIX: BIIC, BocmanuTenbHble U JereHEpaTUBHbIE 3a00JIeBaHUs
MHUOKap/a, ONyXOoJId cepAlla; MeTaboIndecKue HapylleHUs ToMeocTasa (TUIo- WU
TUNEPKAIBIIMEMHANA, - MArHM€MHM - KaJlbLMEMHH; THUIIO- WA TUIEPTEPMHUS;
TUNIEPTUPEOUIHBIE COCTOSIHUA); BIIMSHUE JIEKAPCTBEHHBIX IpenaparoB. BakHylo
pOJIb B TE€HE3€ ApUTMHUH HWIPAIOT AyTOMMMYHHBIE 3a00JIEBaHUS COEIMHUTEIBHOU
TKaHU, CaXapHbI quadet, 3a00JIeBaHUs ITUTOBUTHOM KeIe3bl y OepeMEeHHON; UMEIOT
3HAUYEHHUE MOPAKEHUS LEHTPAIbHONM HEPBHOW CHCTEMBI BCIIECTBUE BHYTPUYTPOOHOM
THIIOKCHUU, POJIOBOM TpaBMbI, aCUKCUU HOBOpOAeHHOTo. K 3HaunMbIM (akTopam
pUCKa pa3BUTHS (QUOPWILISIUN NpeACepArii B HEOHATAIBHOM IEPHOJE OTHOCST
HU3KYI0 Maccy TeJla IPU pPOKICHHH.

PeGeHok ¢ BriepBbI€ BHISIBICHHON apUTMHEN B HEOHATAJILHOM TIEpHOJie TpeOyeT
00s3aTeIbHOM  KOHCYJNbTALIMM  KapAuoJIora; B JAJbHEWIIEM  MOJJIEKUT
JOTIOJIHUTENIBHOMY OOCJIEJOBAaHUIO B CHEIHAIM3UPOBAHHOM KapAHOJIOTHYECKOM
LEHTPE/OTAEICHUH, TUCITAHCEPHOMY HAOIIOCHHUIO B YCIOBUSX NOJUKINHUKY.

B nerckoit kapauonorun ¢ubpuwmsauuio npeacepauid (OIT) u Tpeneranue
npencepauil (TII) yacto oOBEAMHAIOT MOJ Ha3BaHUEM «MepLATENIbHAs apUTMUS,
KOTOPYIO OTHOCSIT K KJIaCCy CYNpPaBEHTPUKYJIAPHBIX Taxukapaui. OOmue cBoiicTBa
ATUX APUTMUHN 3aKJIIOYAIOTCS B TOM, YTO HA CHHYCOBBIM, HU aTPUOBEHTPUKYJIISPHBIM
y3€J1 HE UMEIOT OTHOLIEHUS K UX PAa3BUTHIO.

Mepuarenbayto aputmuto (MA) cuuTalOT BecbMa pPacHpOCTPAHEHHOU Y
IUIOIOB; K OCOOEHHOCTSIM €€ TeueHHsl oTHOCAT m3MeHeHHus UCC B 3HAYUTEIBHBIX
npeaenax (150-280 ya/muH.) no ganHbiM JInOxoKI'; BeIpaXeHHYI0 HEPErYyIIpHOCTb
put™a ¢ untepBaiamu cradbumuzanuu YCC (B npenenax 200 ya/MuH.) B pe3ysbTaTe
MEHSIOLIENCS  MPOBOJMMOCTM B  ATPUOBEHTPUKYJSPHOM  y3J€;  ITOCTOSIHHO
pEeUUIUBUPYIONINI XapakTep apuTMuu. B HeoHaTansHOM Tniepuoae MA pa3BuBaeTcs
y 6oapHBIX ¢ BIIC, kapauomuonatusmu (KMII), Tsokenmoit aneMuen, MTHEBMOHHUSMU;
uauonatuieckass MA HaOIr01aeTCst peaKo.

OubpuyuISIIUS W TpeneTaHue mnpeacepauii — 3to Tspkenas ¢opma HPC y
HOBOPOXJIECHHBIX, KOTOpass MOXET NPUBOAUTh K IOTEHUUAJIBHO JIETAJIbHBIM
reMOJMHAaMHYECKUM  paccrpoiictBam. [lo  MexaHM3My  BO3HUKHOBEHHS U
3((PEKTUBHOCTHU TEPANHUH — ITO PA3HbIE BAPUAHTHI TAXUKAPAHH.

[Ipn GubpwIIssUMM Tpeacepauil, KOrja HMEEeT MECTO HUX XaOoTHYECKOe
cokpaiienue, Ha DKI' (ukcupyrorcss yacTble 3a0CTPEHHOW (POPMBI BOJHBI MEXIY
KEJITYJOUKOBBIMH KOMIUIEKCAMHU WJIM PUTMUYHBIE BOJHBI C BHICOKOM 4acToTOM (Oosee
350 ya/muH.), A Takxke pa3nudHas IpoI0KUTEILHOCTh HHTEpBAIOB R-R.

Tpeneranue npencepauii — 3T0 Makpo-re-entry TaxuKapAus, BOZHUKAIOIIAs B
TKaHAX NpeacepAauii, Npu KOTOPOHM TMpU OTCYTCTBUM JICYEHHMS 4YacToTa MX
cokpaieHnii Moxket mpesbimath 250-450 ya/mun. K Mexanusmy BO3HHUKHOBEHHS
MCTMYC-3aBHCHMOTO TPEINETaHNus OTHOCST KPYT re-entry Ha IJIOCKOCTH Mepelienka
MEKTy HHYKHEH TI0JI0M BEHOM M KOJIBIIOM TPEXCTBOpUYATOro KiamaHa (puc. 1.5).
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PacnpocTpaHeHHe
HMITyTIECOB Ha
KaMepsl cepaua

JIBHKEHHEE
HMITyTIbCa
TIPH Y3/I0BOH
TaXHKapIHH

Puc. 1.5. Re-entry Taxukapausi.

TII B momynsiumm BcTpeuaercs: 10BoJibHO yacTto — 0,08%. o 60% B3pocibix
OOJBHBIX JKaJyIOTCS Ha YYalllEHHOE CcepAleOueHrue, OJABIIIKY, IOBBIILIEHHYIO
YTOMJIIEMOCTb, OOJb 32 TPYAMHOM; CO BPEMEHEM IMPOrPECCUPYIOT KIMHUYECKHE
npuszHaku CH. K knuHMYeCcKknuM cuMnToMam y AeTel, HEMOCPEACTBEHHO CBA3AHHBIX C
HPC, oTHOCAT HEOTIIOKHBIE COCTOSIHUS (MIPUCTYMBI TAXUKAPAUH, TIOTEPIO CO3HAHUSA),
COOTBETCTBYIOIINI aHAMHE3, OOBEKTHUBHOE HcCcienoBanue (taxukapaus > 30% ot
HOPMBI, JKCTpPaTOH, MPHU3HAKKM BETeTATUBHOW NUCQPYHKIUH, IUCIUIACTUYCCKUN
CTaTyc, 3aJiepkKKa (GU3NIECKOTO Pa3BUTUS PEOCHKA).

[Tpu Tunmunom npucryne TII Ha KT huxkcupyroT npaBuIIbHBINA PETYISPHBIN
MpeJCEePAHBIM PUTM, TJe BMecTo 3yOmoB P mmeromnmuecs BomHBI F ¢ oTCyTCTBHEM
M30JIMHUU MEXKIy HHUMH («miiooOpa3Hbie» BOJIHBI). B cimydae o4aroBoro
(bokycnoro) TII maTtosioru4eckre HMIYJIbChl MCXOIAT W3 HEOOJBIIOrO ydacTKa
MHOKapaa  NOpeacepaInii  —  «TOYEYHOTO  HMCTOYHHKa».  [IporHocthuecku
HEONIAronpusITHBIM SIBJIIETCSI MHOTOOYAaroBas MO IPOUCXOXKJECHUIO MpeJcepaHas
taxukapaus, korga Ha OKI' onpenenstor Tpu u 6osee MOP(HOIOTHYECKH PA3THUUHbIX
3ybna P B onHOM oTBefeHuU; Mexay 3yOuamu P coxpaHsercs H30JMHHS; UMEIOT
Mecto Heperyisipabie PR-, PP, RR-untepBanbl. CUMTarOT, 4TO MpPU 3TOM HMEIOT
3HAUYEHHE JIBa OCHOBHBIX IIpoOllecCA — BO3HUKHOBEHHUE TMpPEACEPIHbIX (OKYCOB
BO30YXIeHHs (Hanbosiee 9acTo B 00JIACTH JIETOYHBIX BEH) M MHOKECTBEHHBIX BOJIH
re-entry.

[To rpapuke OKI' Tpeneranue mnpeacepauii oTIMYaOT OT (GUOpUIISAIIUU
xemynoukoB. [lpu Tpenmeranmm-mepuanuu (GUOPWILIANNN) HKEIYAOYKOB HMEET
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MecTo ycroiumBas re-entry Taxukapgas ¢ UYCC OGomee 200-300 ya/muH.,
pErHCTpUpYyeTCsl  peryjsipHass CcuUHycouja (TpemeTraHue SKeyJAO4YKOB) WM
Xa0TUYECKHE HeperyssipHbie paszHbie mo (opme BonHbl Ha OKI (pubpumsanms
xemynoukoB). Kak  mpaBwiio, TpemeraHwe NepexoauT B (GUOPWILIALHUIO,
reMoJIuHaMMKa He  sABIgeTcs A(PQPEeKTUBHOW; IS  JICYEHHUS  HCIOJB3YIOT
neuOpUILIAIINIO.

[Ipn aHanm3e aHAMHECTUYECKMX JAHHBIX [I€JIA€TCSd AaKUEHT Ha HaJIU4He
COCTOSIHUM, MMEIOIINUX NPUHLIMIHAIBHO NPOTHOCTHYECKOE 3HAYECHHE [JISl TEUEHHUS
TII u onpeneneHuss MEIUKAMEHTO3HON Tepanuu (CHUHKOIE; BHE3AMHYIO CEPJICUYHYIO
CMEPTh Y POJCTBEHHHKOB peOeHka). VMET 3HauyeHHne OCTpble HapyLIeHUs
réMOJIMHAMHMKY, BO3HHMKAIOIIKE BO BpEMs MPUCTYNOB Taxukapauu. [Ipornos
YXYALIAeTCsl MPU HAIMYUKA OPraHWYECKOro 3a00JIEBaHUS MUOKAp/AA; PE3UyaIbHBIX
COCTOSIHMM, OCTaTOYHBIX SIBJICHUM WM OCJIIOKHEHHM TOCIE XUPYPTrAYECKOU
koppekunu BIIC.

[Ipu crabunpHO# remoanHamuke nanuentaM ¢ TII/mepuarensHol aputTMmuei
Ha3Ha4yaloT KOpJapoH WIN JUTOKCHH; TpereTanue npeacepauit Ha ¢pone tsokenod CH
ABJISICTCSl TIOKa3aHWEeM i1 Ha3HAYeHUs JUTOKCMHA HOBOPOXKICHHBIM. PeOeHKy
Ha3HA4alT  ObICTPYIO  Aururtaimusanuio. [lo  JaHHBIM ~ MYyJIBTHIICHTPOBBIX
WCCJIEIOBAHNM, WCIOJIB30BAHUE JWIOKCHHA Y HOBOPOXKIEHHBIX C TpEIETaHUEM
npencepauil siBisieTcs 3PQPEKTUBHBIM METOJIOM JICUEHUs, KOTOPBIN MpeaynpexaacT
pasButne apurmoreHHor KMII, qunatanuuy moiaocTH JIEBOro NpeACcEpIns.

OUOpMIUISIIIUSA WM TPENETaHWe MNPEACEPAUAd NPUBOJUT K YMEHBILIECHUIO
CEpJIEYHOr0 BhIOpOCA BCIEICTBUE «BBIMAJEHUS» MpeacepAHOr cuctoubl. [loatomy,
ecnu TII BriepBbIe 0OHAPYKEHO Y HOBOPOXKAEHHOTO peOeHKa WIH Y MaJIbIIIa JIF0OOTro
BO3pacTa C HECTaOMJIbHOH TI€MOJUHAMUKOW, NPHUMEHSIOT CHUHXPOHU3HPOBAHHYIO
kapauosepcuto (0,5-2 JIx/kr) mon oOuied aHecTe3wed wid cepanuen (mpoieaypa
COTIPOBOXAAETCA CWIbHBIM OOJEBBIM CUHApOMOM). Jlamee B ciyyae BBISIBICHUSA
apUTMOTEHHOU KapanoMuonatuu, npusnakoB CH HazHauaroT amMmroaapoH (KopaapoH)
C JWIOKCMHOM; TIpH OJHOBPEMEHHOM  MCIOJIb30BAaHUM 1032  IOCJIETHErO
yMeHblInaetcs 10 25-50% ot cpeHei.

[Ipy OTCYTCTBMM TE€MOJMHAMHUYECKHX PACCTPOMCTB C IEJIBI0 OCTAaHOBKHU
npuctynoB TII MOXKHO MCIOJIB30BATh YPECIUILIEBOIHYIO JIEKTpOCTUMYIISIKIO. [Ipn
HeA(p(HEeKTUBHOCTH MEIMKAMEHTO3HOM Tepanuu UCIONb3yIOT XUPYPTUYECKUE METOIbI
neyeHuss MA: paguoudactoTHass karerepHas aoOmauus (PUA) apuTMOreHHbIX 30H
peacepaus Cc NOCHEAYIOIIEN MMILTaHTaIen JIBYXKaMEPHOTO
anekTpokapauoctumyssitopa (OKC), uMmianTanuoo mpeacepaHoro KapanuoBepTopa-
nepubpumnstopa. PUYA npoBoasT paersM cTrapuie S5 JieT, OJHAKO, TIpH
HEeI((PEKTUBHOCTH  MEIAMKAMEHTO3HOM  Tepamuu, pa3BUTUS  ApPUTMOTEHHOU
KapJMOMHOINATUH, OHA TMOKa3aHa MallMeHTaM JII0OOro Bo3pacTa Mocie MPOBEICHUS
WHBA3MBHOTO 3Tana AuarHoctuku T1I — kapTupoBanus npeacepanii.

st mpoprTakTUKKA PElUIMBOB TPUCTYIIOB TaxXxUKaApIAUM MEIUKAMEHTO3HAs
Tepanus Ha3Ha4yaeTcs BCEM JETAM IEPBOTO Toja *KHU3HU IMocie 3a(UKCHPOBAHHOTO
AMK30/1a TAXUKAPAUH.
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HeoHnarosnor u aeTckuil KapuopeBMATOJIOT JOJKHBI MCKIIOYUTH LENbIA Psi
3a00JIeBaHUN HOBOPOXKJEHHOTO W MaTepu Jid YCTAaHOBJIEHUS T'e€He3a apUTMHHU.
Oco0yro pojiib B 3TOM acleKTe UMEIOT JaHHble npeHaTaiabHoi Y3/I. IlomHOLIEHHOE
obOcieloBaHle MIIQJICHIIA C  apUTMHUEH, KpoMe KIMHUKO-aHaMHECTHYeCKOTO
uccnenoBanus, Bkiatodaer DKI' mokos, nOxoKI', XMOKI', a Takxke mabopaTopHbie
UCCJICJIOBAHUS C IIEJIbI0 MCKIIOYCHHUS BPOXKIECHHBIX CTPYKTYPHBIX aHOMAIUM WIIH
BOCIIAJIUTENIbHBIX ~ 3a00JICBAHUM  cepJilla, BTOPUYHBIX KapJIUOMHOIIATHM, 4YTO
CTAHOBHUTCS BO3MOXHBIM B YCJIOBHUSX COBPEMEHHBIX MNEpPUHATAIBHBIX IIEHTPOB. B
Cly4yae BBISIBIICHUS HEOHATAIbHBIX apUTMHUM, B TOM YHCIIE, TPENETaHUs MPEACEPANiA,
SABJISIETCA B&XHBIM M HEOOXOJMMBIM UYETKOE CJIAXKEHHOE COTPYAHUYECTBO
HEOHATOJIOTOB C KapAUOPEBMATOJIOTaMU MPOMUIBHBIX OT/IECICHUHN NETCKUX OOJBHMII,
00JIaCTHBIX JAETCKUX KapJAHOLEHTPOB, C JETCKUMHU KapAUOXUPYPTraMH.

YTOoUYHEHHE 4YacTOTHl Pa3BUTHs, CHEKTpa GEeTanbHBIX W IEepUHATATBHBIX
apUTMUH, VCCIICIOBAHUS IPUYMHHO-CJICICTBEHHBIX B3aMMOCBS3€ei X
hopMUpOBaHUsI, BOBMOXKHBIX MOCEACTBUM, MOKa3aHUN K Ha3HAYCHUIO U aJITOPUTMOB
MEJIUKAaMEHTO3HOTO WJIM XHUPYPTrUYeCKOTo JIYEHHUsS JOJKHO CIIOCOOCTBOBATH
CHIDKCHHIO TIOKa3aTesiell INEepHHATaIbHOW W HEOHATaJIbHOM CMEPTHOCTU, JETCKOM
WHBAJUJIHOCTH, TO €CTh HMETh HE TOJIbKO KJIMHMYECKUM, HO U COIMaJbHBIA, U
AKOHOMUYECKUN I (DEKTHI.
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Kannnueckoe Hadaoaenue Ne 3

HoBopoxaennsiii C., 1 cyTku *u3HH, AUArHO3: Pecnupamopuwiii oucmpecc-
cunopom. Hedonowennocmo 29 nedenv cecmayuu.

U3 akywepckoeo anammeza uzgecmuo, 4ro peOCHOK poawics Ha 29 Henene
recrauuu, ot III 6epemMenHocTH, KOTOpas mMpoTeKaia ¢ yrpo3oi npepsianus B 18-19
Henenb. Ponpl yepes3 ecTeCTBEHHbIE POJNOBBIE IyTHU. BE3BOAHBIN NPOMEXYTOK 2,5
cytok. Bec npu poxaenun 990 r. [lo mkane Anrap Ha nepBoil Munyte 4 Oamnia, Ha
naroi — 6 0aywioB. 3akpuyall MOCJE MPOBEICHUS PEAHUMAIIMOHHBIX MEPONPUSITUH.
[IpoBeneHo sK30reHHOE BBEIeHUE cyp(dakTaHTa.

[Tpu ob6vexmusHom ocmompe COCTOSIHUE HOBOPOXKIEHHOIO TSXKEIOE 3a CYET
JbIXaTeNbHBIX pacCcTpOMCTB. ApTepuanbHoe aasieHue — 50/35 mm pr cr. Obpammano
BHHMAaHHUE YYaCTUE B AKTE JbIXaHUS BCIIOMOIaTEIbHON MYCKYJIAaTyphl C BOBICUEHHEM
MeXpeOEpHBIX TPOMEXKYTKOB, MEUEBUTHOTO OTPOCTKA, NEpEeIHEN OPIOIIHON CTEHKH.
KoxHble MOKpOBBI OJ€HbIE, BBIPAXXEHHbIE MUKPOLUPKYISATOPHBIE PaCCTPOICTBA.
Cumntom «Oemoro msaTHa» Oonee 3 cek. Cau3uCThie O0O0OJOYKH PO3OBBIE.
[lepkyTOpHO HajJ JErKUMHU JIETOYHOM 3BYK, ayCKyJIbTaTUBHO — JBIXaHUE MKECTKOE,
BBICTYLIMBAIOTCS MEJKOMY3bIpyaThie Xpurbl. [IpoBeneHo npore3npoBanue QyHKIMH
BHEIIHEero peixanusi, Fi02-42%, YA — 46/mun. ToHbl cepaua pUTMUYHEIE,
cuctonnueckuil myM Bo II mexpedepbe cieBa ot rpyaunbl. HCC — 146 yn/muH.
XKuBor wMmaArkuii, Oe300ine3HeHHbI. lleyenb +2 cm Huxke Kpas peOepHONl ayru,
cese3eHKa He yBennueHa. MekoHus He Obu10. Mouencyckanue perysispHoe, JUypes3
0,5 mu/kr/4ac.

Ha 3-u cyTku XM3HU COXpaHSETCs KUCIOPOJ03aBUCUMOCTh, HEBO3MOKHOCTD
CHSITHS C armapara KCKYCCTBEHHOM BEHTWIIALNY Jierkux, Fi0, — 42-45%).

Jlannuvie 0ononHumenbHbIx Memooo8 Uccie008aHUsL.

— Kinunnueckuil aHanu3 Mouu: yaeiabHbld Bec — 1018, peakiusa — 1mienoyHas,
O€eJIoK, TJIF0K03a — HET, JIEHKOIUTHI — 1-2 B moJie 3peHus.

— Caxap kpoBHU — 2,8 MMOJIb / 1.

— Kpeatunun kposu 0,056 MMoJIb/J1, MOYEBHHBI KPOBU — 3,8 MMOJIB/JI.

— OO6muit 6enok kpoBu — 54,3 1/11.

— Pentrenorpadus opraHoB TpyAHOM MOJIOCTH: MPU3HAKK PECIUPATOPHOIO
JUCTPECC-CUHIIPOMa, KapIMOTOpaKaIbHON UHAEKC — 57%.

— Jn2xoKI'mpooauinock exenneBHo. [Ipu JIAn3OxoKI'(epBble CyTKU KU3HU) —
pasmep OAII 1o mMoOTOKYy B JIETOYHOM apTEPUU TPYAHO OMNPEAEIUTH 3a CUET
TypOynentHoctu noroka; KJPJDK — 11,3 MM; cooTHomieHue aopra/ieBoe
npenacepaue >1,3; cpenHee AaBjleHUE B CTBOJIE JIETOYHOUN apTepuu — 44 MM pT
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cT., IR B IIMA - 0,8, IR B cTBONIE TIpaBoit/neBoii movyeunbix aprepuii 0,82-0,84;
Hn2xoKI'(tperbu cyTtkun) Buzyanusamus OAII mo moTtoky B JI€rOYHON apTepuu
3aTPYJHEHA; IIYHTUPOBAHHE 4YEpPE3 OTKPBITOE OBAJIIBHOE OTBEPCTHE — JIEBO-
npaBoe; KJIPJDK — 12,8 mwm; cooTHouieHue aoprta/ieBoe mnpeacepaue >1.4;
yMEpeHHasi TUNepTpo(usi CTEHKH JIEBOIO >KENyl04YKa W aluKaJIbHOW YacTh
MEKIKEITyJOUKOBOM TEPETOPOJIKH, CpPEIHEE HABICHHE B CTBOJIE JIETOYHOM
aprepuu — 40 mm pr cT., IR B IIMA - 0,83, IR=1B cTBOJIE MOYEUHBIX APTEPUIl —
C perucrpanmeil (peHOMEHa «IHACTOJIMYECKOro OoOKpanmbiBaHus» (puc. 1.6.),
PEBEPCHBINM KPOBOTOK B OPIONTHOW aopTe. /J[narHocTupoBaH reMOIMHAMUYECKU
3HAYMMBIM OTKPBITBIM apTEpPUANIbHBIN MPOTOK. PEKOMEH10BaHA KOHCYJIbTALIMs
KapJILOXUpypra, HOBTOpHAsi peHTreHorpadusi OpraHoB IPYTHOMN MOJIOCTH.

Puc. 1.6. IR=1 B cTBOJIE MOYCUHBIX apTEPHl — C perucTpaiueii eHomeHa
«JIMACTOJIMYECKOTO OOKPAIbIBAHUS

Ha nsTble CyTKM JXKM3HU — pEHTreHorpadusi OpraHoB TPYAHOM MOJIOCTH:
YCWJICHHE JIETOYHOTO PHCYHKAa, KapauoTtopakaabHOoW wmHIekc — 60%; JImDOxoKT -
yBenmuenne KJIPJDK — 13,4 MM, cooTHOomeHue aopta/nmeBoe mpencepaue — 1,43,
CpeaHee aBleHHE B JIeTouHOM apTepuu — 40-42 MM PT CT. cOXpaHseTCsl yMEepeHHas
rUnepTpodusi CTEHKU JICBOTO >KETy/I0YKa M alUKAIbHOW YaCTH MEXKKETYJOUYKOBOU
MIEPETOPOJIKK, HAPYIICHUE NUACTOIMUECKONW (DYHKITUU JIEBOTO JKENMyIO0YKa MO THITY
HapyIIEHHON penakcalnu, PeBEPCHBIA KPOBOTOK B OpromHoil aopte, IR B [IMA —
0,82, KpOBOTOK B CTBOJIE TOYEYHBIX apTepuUil — C  perucTpamuein (HeHoMeHa
«JIMACTOIMYECKOTO OOKPAIBIBAHUS .

Ha 7 cyTku XU3HHM NPOBEJECHO XUpypruyeckoe jgeueHue — auruporanue OAII,
uHTpaonepannoHHo — quamerp OAIT — 3,5 mm. Ha 10 cyTku pebeHOK nepeBesieH B
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OTJIEJICHUE TIOCTUHTEHCUBHOTO HAONIOACHUS ¥ BBIXQXUBAHUS HEJOHOIIEHHBIX
HOBOPOXK/ICHHBIX.

B nanHOM KIMHUYECKOM HAOIOJIEHUU MOKa3aH IeMOJAMHAMUYECKU 3HAYUMBIH
OAII y HOBOpOXJIEHHOTO peOeHKa, KOTOPBIM TpeOOBaI XUPYPTHUUECKOU KOPPEKIIUU.

Jlumepamypnas cnpagka no KiuHu4eckomy Hao.aoenuio Ne3
B HacTosiiee BpeMs CyIIECTBEHHOM MpOOJEMOWA OCTarOTCs BOIMPOCHI

BBIX2)KUBAHUSI HEJOHOIIEHHBIX JETeH, 0COOCHHO C HU3KOH M 3KCTPEMaibHO HU3KOU
Maccod Tena mpH poxkaeHuu. Ha cocTostHue HOBOPOKIEHHOTO peOEHKa BIIMSAET

reMOJIMHAMHYECKUI CTaTyc, KOTOPBIA CYILLIECTBEHHO 3aBUCHUT oT
(GYHKIIMOHUPYIOIIETO OTKPBITOTO apTepUANBbHOTO MPOTOKa. ['eMogmHamMuuecKu
3HAUYMMBIA  OTKpBITBIA  aprepuanbHblii  mpotok (I'30AIl) —  miurensHOE

(YHKIMOHUPOBAHUE APTEPUAIBHOTO MPOTOKA y HEJOHOUIEHHBIX HOBOPOXK/ICHHBIX,
HaJlnuyue KOTOPOr0 MOYET COMPOBOXKJIATHCS 3HAYUTEIbHBIMU (PETUCTPUPYEMBIMU C
MOMOIIBIO KJIMHUKO-UHCTPYMEHTAIBHBIX METOJOB) HApYyIICHUAMH IIEHTPAJIbHOU U
pPErMOHAIBLHON TreMoAMHaMUKU. Oxokapauorpapuueckue npusHaku [30AIl y
HEJIOHOIIEHHBIX  TPOSIBISAIOTCA  HAa  2-3  1[HS  paHbllie  KIMHUYECKHUX.
I'emoanHaMuueckas 3HAYUMOCTh OTKPBITOTO apTepHAITBHOTO IPOTOKa
0OYCJIOBIIMBAET TSKEJIOE COCTOSIHHE HOBOPOXKJIEHHOTO, KUCIOPOI03aBUCUMOCTh, YTO
TpeOyeT NpOoBEeACHUS JITUTEILHON NCKYCCTBEHHON BEHTHIISIMUY Jerkux. [locneansis B
CBOIO OY€pe/lb, MOXKET OBITh MPUYUHON pa3BUTHUS WH(PEKIMOHHBIX OCJIIOKHEHHUU H,
Kak CJIEICTBUE, OpOHXOJerouyHod nuciiazuu. OCHOBHAs TEHACHIMSA B Tepanuu
I'30AII — 3akpbITh NPOTOK KAK MOKHO PAaHBUIE U, IO BO3MOKHOCTH, A0 MOSIBIICHUS
OCJIOKHEHHM.

B cBsi3u ¢ 3TUM, CBOEBpPEMEHHOE JIEYEHHWE TeMOJMHAMUYECKH 3HAYUMOTO
OTKPBITOTO apTEpPUAIBHOTO TMPOTOKA Y HEJOHOIIEHHBIX B 3aBUCUMOCTH OT
KJIIMHAYECKOTO CTaTyca W (YHKIIMOHAJIBLHOTO COCTOSIHUS CEPACYHO-COCYIUCTOM
CUCTEMBbl HOBOPOXICHHOTO HMEET OOJBINOE KIMHUYECKOE 3HAYCHUE TMpu
BBIXQKMBAHUU HEJOHOIIEHHBIX HOBOPOKICHHBIX.

Huarnoctuueckue kputepuun [3BAIl mogpaznenstoTcss Ha KIMHUYECKUE,
nabopaTopHble, PEHTTEHOJOTHYECKHe U dXokapauorpaduueckue. Knumaudeckue
npusHaku (cucrommueckuit mym (Bo II-III mexpebGepbe cieBa OT TpyauHBb);
YCUJICHHBIH CEpJICYHBIN TOJUOK; CKAUyIIUH MyJIbC, YBEJIWUYEHUE PA3HUILIBI MEXKIY
CUCTOJIMYECKUM U JUACTOJUYECKUM apTepUaIbHBIM JIaBJICHUEM; HEYCTONUMUBBIC
MoKa3aTesid caTypaliu KPOBU, TaXUKaApJus, TernaToMeraius, HapylieHue yCBOCHUS
SHTEPATBLHOIO TMHUTAHUS) B TEUCHHE TIEPBOM HENENIU >KU3HU HUMEIOT HHU3KYIO
YYBCTBUTEJIHLHOCT.

K  pentrenonormyeckum mnpusHakam [30AIl  oTHOcsATCA:  ycHIileHHE
COCYJIUCTOTO PHUCYHKA; MOJYEPKHYTOCTh MEKJIOJIEBOM IJIEBPHI; YBEINYEHUE JIEBBIX
OTJICJIOB CEpJIlla M KapIUTOpaKaJIbHOro nHaeKca 6oee 60%. CtaHgapToM CTapTOBOM
muarnoctuku ['3OAII cuntaercs mpoBenenne 3xokapauorpaduu B repBbie 48 qacos
KU3HU BCEM HOBOPOXKJICHHBIM U3 TPYMIIbI PUCKA: HOBOPOKJIECHHbBIE C T'€CTAlMOHHBIM
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Bo3pactoMm (I'B) <30 Hemenb, HOBOPOXKJIEHHBIE C TeCTallMOHHBIM Bo3pacToM 31-34
HEZeJb, €CJIM UM MPOBOAMUTCS UCKycCTBeHHast BeHTwsius jnerkux (MBJI), BBoauiics
cyphakTaHT, JIETOYHOE KPOBOTEUEHHE, KOTOpOE pPAa3BUIOCh B TEpBbie 48 uacoB
xu3HU. [loBTOpHOE wuCClaegOBaHHME CIEAYEeT MPOBOAUTH uepe3 24 4aca, HO HE
no3aHee, yeM yepe3 48 4acoB, a TAKXKe B cllydae €CiIu peOCHOK HYXK/IaeTCs B JKECTKUX
rapameTpax NBJI, HEBO3MOYKHOCTb CHSITh Cc NBJI, OTMEYaETCs
CMEIIaHHbII/MeTab0IMYEeCKUN  anua03, MpPU3HAKA HHQEKIMOHHOTO TOKCHKO03a,
BBICITYIIIMBAETCSI CHUCTOJIMYECKUN IIyM, KOTOPbIA B JMHAMUKE HApOCTaeT U
MOJTyYEHUsI MHCTPYMEHTAJBHBIX TIOKa3aTellel U dXOKapArorpaduu.

OCHOBHBIE sXOKapaAnorpaduIecKue KpUTEPUHU reMOJAMHAMUYECKOM
sHaunmoctu OAIL:

—  JuaMeTp apTepHaIbHOIO MpOTOKa Oosiee 1,5 MM y HOBOPOKIEHHBIX C BECOM
<1500 r uam 6omee 1,4 MM/KT y HOBOPOXKJIEHHBIX ¢ BecoM >1500 r;

—  JIEBO-TIPaBbI{ LIYHT KPOBH IO MTPOTOKY;

—  peTporpajaHblii KPOBOTOK B IMOCTAYKTaJbHOW aopTe, 4TO cocTaBisieT >50%
aHTErpagHOro KPOBOTOKA.

JIOmOJIHUTENBHBIE KPUTEPUHU TeMOIUHAMUYECKOU 3HaunmMoctu OAIL:

—  OTHOUIEHHUE pa3Mmepa JIeBoro npeacepaus kK kopHio aoptel (LA/Ao) >1,4;

—  JIMacTOJIMYECKasi CKOPOCTh KPOBOTOKA B JIErOUHOM apTepuu > 0,2 m/c;

—  OTHOILIEHHUE CEPJICYHOT0 BHIOpOCA JIEBOTO JKEy10UKa K KPOBOTOKY B BEpXHEH
nosioii Bene (LVO/SVC) >4;

—  OTHOILUEHUWE KOHEYHOTO JIUACTOJIMYECKOrO pa3Mepa JEBOr0o KelyJouka K
kopHio aopthel (LV/A0) >2,1;

—  YBEJIMYEHHE JIMHEHHOTO pa3mepa JeBoro >kemymouka Ha 10% u Oonee or
MEePBOHAYAIILHOTO pa3Mepa ¢ TUMEPTPOPHUEl CTEHKHM U MEXOKEIyJI0YKOBON
NIEPETOPOJIKH;

—  HapylleHUWE [AMACTOJIMYECKOM (PYHKIMU JIEBOrO KEIyJouKa [0 THILY
3aMEIIJICHHOM peslakcaluy;

— uHAeKc cocyauctor pesucteHTHOcTH (IR) B mepemueii/cpenneit Mo3roBoi
aptepuu > 0,8;

—  HaJM4M€ aHTErpagHoro (PEeBEpCHOr0) KPOBOTOKA B TMOYEYHOM W/MIU
me3zeHTepuansHoii  aprepusix  (IR=1,0) — Haguume JaUACTOIUYECKOTO
«OOKpaabIBaHU, PEBEPCHBIM KPOBOTOK B OPIOLIHOM aopTe.

OTKpBITBI  apTEPUAIBHBIM NPOTOK MOYKHO CYUTAaTh TI'e€MOJUHAMHYECKU
3HAYKUMBIM, €CJIH €CTh BCE OCHOBHBIE KPUTEPUU U OJIUH U3 TONOJHUTEIbHBIX.

K KIMHUKO-1a00paTOpPHBIM KPUTEPHUSIM OTHOCSTCS: CHW)KEHHE CHCTEMHOIO
apTepuaIbHOrO AABJICHUS: CUCTOJIIMYECKOIO MEHEEe 55 MM PT. CT., JUACTOJIUYECKOIO
MeHee 38 MM PT. CT.; a TaKKe €CJIM 3TO CONPOBOKIAECTCS YMEHBUIEHHEM TemIa
MOYacoBOTO JWype3a MeHee | MI/Kr/4, W TOBBIIICHUEM YpPOBHS MOYEBUHBI >10
MMOJIb/JI, KpeaTuHuHa >140 Mkmonb/i1, uro nmo MuHenuio W.O. AnukwmnHa, B.I.
Caucapsp (2012) sBisieTcsi oCHOBaHMEM JJ11 a0COMIOTHBIX MOKa3aHUN OMEePaTUBHOTO
neuyenus OAIL
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OpnHako, CyIIECTBYIOT HEKOTOPbIE€ CIOXKHOCTU mocTaHoBKkHU AuarHo3a ['3OAII
y TMAIMEHTOB, KOTOPbIE HAXOASATbCA HA HCKYCCTBEHHOW BEHTWISLUUU JETKUX C
¢dpakuueit O, BO BabixaeMoM Bo3ayxe Oosiee 40%, M y KOTOpBIX CTaHAAPTHBIN
anroput™M guarHoctTuku ['30AIl (omucaHHBIA BBINIE) SIBISETCA HEJOCTATOYHO
uHpopmatuBHbIM. OAIl MOXeT CBOEBpEMEHHO HE JAMArHOCTUPOBATHCS, YTO
IPOBOAUT K pa3BuTuiO ociioxkHeHul. [Ipu nposenennun J[»xoKI' HOBOpOXKIAEHHBIM,
KOTOPBIM TMPOBOAMUTCS TpoTe3upoBanue ¢yHkuuu apixanus ¢ FiO, 40% u Oornee,
BO3MOKHO TIOJIy4EHHUE JI0KHO-OTPULATEIIBHOIO pe3yJibTaTa 34 CYET BPEMEHHOIO
(GYHKIIMOHATIBHOTO 3aKPBITUSI OTKPHITOTO apTEePHAIbHOTO MPOTOKAa — CHa3M Cocyaa
BCJICZICTBUE TOBBIIICHUS] YPOBHS KHCIOPOAA B KPOBH (OTCYTCTBHE BU3YaJIU3alUH
notoka OAII B cTBOJIE IErOYHOM apTepUU B PEKHUME [IBETHON MMITYJIBCHO-BOJHOBOM
JOMIUIEPOMETPUN), a TAKXKE BO3MOKHO, OTCYTCTBHUE pEBEpca IOTOKa B IEpeaHen
MO3TOBOHM apTepuu W/WIHM CpeqHeil MOo3roBod aprepusix. Takum oOpazoMm, Hamu4due

KJIIMHUYECKHUX, 1abopaToOpHUX, PEHTI€HOJIOTUYECKUX MPU3HAKOB U
UHCTpYMEHTaNbHbIX  KputepueB  [30AIl  mnpu  OTCYTCTBUM  TUIUYHOMU
JoTIIepexoKkapauorpadudeckomn KApTHUHBI, HE UCKITIOYaeT HaJIN4ue

reMOJMHAMHYECKH 3HAYMMOI'O MPOTOKA, YTO TPeOyeT MPOBEACHUS XUPYpPrHUIE€CKOrO
JICYECHUS B ONTHUMAJIBHBIE CPOKH C LIEJIBI0 YMEHBIICHUS PUCKA PA3BUTHUS OCIOKHEHUM.

Kpurepun KJIIMHUYECKON " UHCTPYMEHTAJIBHOM JUAarHOCTUKHU
reMOJMHAMHYECKA 3HAYUMOI'O TKPBITOIO apTEpUAIbHOTO MPOTOKAa HEO0OXOIUMO
BHEJIPUThH B IUIAH OOCIIEIOBaHUS HEOHOLIEHHBIX HOBOPOXIEHHBIX C BECOM MEHEE
1500 rpamMm. Yactora I'30AIl oGpaTHONpOMOPIMOHATIEHA CPOKY TIeCTalllH, Yale
BCTPEYAETCS] Yy  HEAOHOLIEHHBIX C  OKCTPEMAJIbHOHM3KOM  Maccou  Tela.
Mop@donornueckne HM3MEHEHHs Kamep ceplla M KIMHUYECKOE YXYIIICHHE
COCTOSIHUSI HOBOPOXJIEHHOT'O CBHJIETEIBCTBYET O HEOOXOAMMOCTH PELICHHS BOIIPOCA
o xupypruueckor koppekuuu ['3OAIL
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Kannndeckoe Haoaogenune Ne 4

HoBopoxnaennas JI. or 10 OepemeHHOCTH, TmpoTeKkaBiied Ha ¢GoHE
TUIIEPTOHUYECKON  Oone3Hu 2 CT., CEepAeYHOM HeAoCcTaToyHocTH 1 CT.,
TUCITUPKYJIATOPHOM 3HIIE(PaTIONaTHH ¢ TMKBOPHO-BEHO3HOUW TUIIEPTEH3UEH 1 MUOITHH
y MaTepH.

OcoOeHHOCTH meueHus OepemenHOCMU. PAa3BUTUE B CpPOKE TecTauuuu 26
HEJENNb YrpO3bl MPEXACBPEMEHHBIX POJOB — MO AaHHBIM Y3l y mioxa Obuin
OTMEYEHBI NPOSBIICHUA (PEeTONaThu.

Ponpl uepe3 ecTtecTBEHHbIE pOAOBBIE MyTH B Cpoke recranuu 40 Henenb, C
OIICHKOM mo mikane Amrap 5-6-7 6amoB ¢ maccoil tena mpu poxaenuu 3300 T,
pocToM 52 cM, OKPY>KHOCTb TOJIOBBI 35 CM, OKPYKHOCTb T'PYAHOU KIIETKH 36 cM.
HNmen Mecto qucTpecc miojaa BO 2 MEPUOJE POJAOB, TUCTAIMS IJICYUKOB, OOBUTHE
ITyIIOBUHBI BOKPYT IIEH.

PeannManioHHbIE MEPOINPHUATHS B POJWIBLHOM 3aji€ MPOBEICHBI B IOJIHOM
o0beMe, BKJIIOYasi CaHAIMIO BEPXHHUX JIbIXaTEIbHBIX IMyTeH, CBOOOMHBIN MOTOK Oz 5
n/mMuH B TedeHue 3 MuH. [locie mpoBeneHUs] MEPBUUHON pEaHUMAIUU COCTOSIHUE
pebeHKa cTaOuIM3UpOBaHO, HOBOPOXK/ICHHAS BBUIOKEHA Ha Ipyab matepu. Yepes 1
gyac 30 MHHYT B CBSI3M C YXYAIIEHHEM COCTOSHUA (HapacTaHUE Kapauo-
pEeCnupaTopHO  HEAOCTAaTOYHOCTH, MHKPOLUPKYISTOPHBIX, METa00IMYECKUX
HapylieHui) peOeHOK ObLI MEepeBe/eH B OT/ACICHUE HHTEHCHMBHOM Tepamuu. Ha
MOMEHT TMEpPEeBOJIa — LIBET KOXKHBIX MOKPOBOB OJIEAHBIN, €IUHUYHbIC METEXUH Ha
KOXE€ JIMIla, B TOJAMBIIIEYHOM ¢ TAaXOBbIX 00JacTsIX.YUYUThIBash HaJIU4HE
pecnMpaTOpHOM HEIOCTATOYHOCTH, PEOEHOKY OBbLIO NPOBEIAEHO MNPOTE3HMpPOBAHHE
dbyHkuuu ~ BHemHero  abixanusi, npu  ucchnegoBanuun  KIIC  BbisiBieH
JICKOMIICHCUPOBAHHBIM ~ MeTaOONMYeCKUil  aruao3, MpoBeJAcHAa  aJIeKBaTHAas
MEIMKaMEHTO3Hasl KoppeKius. B aHann3e KpoBU KIIMHUYECKOM — aHEMHUSI.

B JaJIbHENIIEM OTMEYajoCh HapacTaHue MHOKapAUAIIbHON 151
KapIMOPECIIUPATOPHON HETOCTATOYHOCTHU C BBIPAKEHHBIMH MHUKPOIUPKYISTOPHBIMU
HapylIEHUSIMH, Pa3BUTHEM OTEUYHOI'O0 CHHApPOMA, ITpu3Hakamu yraerenus [{HC.

Pebenox mnepeBonutcs Ha MBJI anmapatrom Aveo B pexume TCPL/AC.
Hanuuue aprepuanbHOl TUNOTEH3UHM, CHWXKEHUS Juype3a U (ppakuumud BbeIOpoca
JIEBOTO  JKEIIyJOUYKa 0oOyCJOBHJI HEOOXOAMMOCTh HWHOTPONMHON  MOJAECPKKH
(mobytramun 10 MKr/Kr/mMuH, ToPaMuH 5 MKI/KI/MUH).

[TpoBonuics auddepeHIuanbHbIA TUArHO3 MEXKY BPOKIECHHBIM MOPOKOM
cepamna, THUNEPTPOPUUYSCKOM  KapAUOMHOIIATHEH, BPOXKICHHBIM  KapJaUTOM,
renaTUTOM, OOYCIOBJIICHHBIMU CIIEIIU(DHUUESCKUMU BPOKIECHHBIMI HH(EKITHSIMHU.

[Ipu ynbTpa3ByKOBOM HCCIIEIOBAHUU CEPJILIA BBIABICHO LIUPOKOE OTKPBITOE
OBaJIbHOE OKHO (B AumHamuke muddepeniupoBats co BropuunbiM JIMIIII), OAII;
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MMEJM MECTO MPOSIBJIEHUS JIETOYHOW TMIEpTEeH3Uu 2-3¢T., MHOKecTBeHHble AXJDK.
Onucana runepTpopus anuKaIbHOW YaCTH MEXOKENTYJIOYKOBOHM Ieperopoake (1o
10,8 ™M), acuHeprusi COKpaIICHHH MHUOKapaa, 6 OuHamuke HabOaH0eHUs.

npeoycMampusanocsy UCKIO4eHue 8DOHCOEHHOT eunepmpoghuueckoti
KapOuoMuonamuu.

[Ipu HeipocoHOrpaduu BBISBICHB 3XONPHU3HAKH OTEKAa TOJIOBHOI'O MO3Ta,
IIPEUMYILIECTBEHHO IIEPUBECHTPUKYIISIPHBIX 30H; ULIEMUS TaJIaMyCOB;

TUIIOPE3UCTEHTHBI MO3roBOWM KpOBOTOK. Ilpu sXockomuu oOpraHoB OproUTHON
nosioct — auddy3Hble U3MEHEHHUS MapeHXUMbl MEYCHH, YBEIHMUYEHUE JTHMHEWHBIX
pa3MepoB MEYEHH, HEOONIBIIOE KOJWYECTBO CBOOOJHOM JKHUIKOCTH B OpPIOLIHOM
1onocT. Henb3s NCKITI0UNTh KPOBOU3IIMSIHUE B MIPABBIA HAIIIOYEYHUK.

Hecmotpss Ha mpoBoauMMyIO Tepamuio, y peOeHKa pa3BHIKCH MPOSBICHUS
KapIUOT€HHOI'O LIOKa, MpepEeHaTbHOU MMOYEYHOU HEIOCTaTOYHOCTH,
TpoMOoOreMopparuueckuii  CUHJIpoM  (KpOBOTEUYEHHME U3  MECT  HHBEKIIHH,
reMoppartueckasl Chblllb Ha KOX€ JIMIA, [aXOBBIX W IOAMBIIIEUHBIX O00JIACTSX,
Pa3BWIOCH KEIyJOo4yHOE KpoBoTeueHue). C Leabl0 MOBBIMIEHHS KOAryJsIIUOHHOIO
NOTEHLMaJla MPOBEACHA TpaHC(Y3Usl CBEKE3aMOPOKEHHOM IIa3Mbl, KOPpEKLUs
aHeMMH. TsKeCcTh COCTOSHUS HapacTala, pa3BUIIaCh IOJIMOPTraHHasl HEJOCTaTOYHOCTh
(mporpeccupymomas apTepuaibHas TUIOTEH3Ms, HApACTAaHUE OTEYHOTO CHHAPOMA,
OCTpOH [IOYECYHOU HEJIOCTaTOYHOCTH, [IEYECHOYHOU HEJI0CTaTOYHOCTH,
TpoMOoremMopparudeckoro cunapoma). IIpoBogunace  MOCMHAPOMHASI Tepamnws,
OJIHAKO Ha 2 CYTKH KOHCTAaTHPOBaHA OMOJIOTUYECKASI CMEPTh.

JInarHo3 KIMHUYECKUI: 8POHCOEHHAs cunepmpoghuieckas KapouoMuonamusl,

Jnarnos IIaTOJIOTOAHATOMUYECKHUI: nepeuyHasl eunepmpoghuyeckas
Kapouomuonamus, cyo6aopmanbHulll 2UNepmpopuuecKuli CmeHo3 ¢ HeBblPA}CEHHOU
obcmpyKkyuel  8b1800H020 Mpakma 1eeo2o dceayoouka. (Ocmpas noueyHas
HeooCmamoyHoCmy, NeYeHOYHAs: HeOO0CMAamoOyHOCMb, 2eMOPPASULEeCKULl CUHOPOM
(cemoppazuyeckue UH@GAapKmol 8 NOYKAX, KPOBOUIUAHUE 6 NpABblli HAONOYEUHUK).
Omek 201081020 M032a, OMEK JIESKUX.

[IpuunHa cMepTH: ocmpoe HapyuieHue eemoounamuku (ocmanoska cepoya),
CUHOPOM NOJIUOP2SAHHOLU HEeOOCMAMOYHOCU.

OcoOOeHHOCTBIO  JTaHHOTO  Cciy4yash SIBUJIOCh IPOrPEJUCHTHOE TEeueHHUe
3a00JIeBaHUsl C PA3BUTHEM KapJIMOTE€HHOTO IIOKAa U PAaHHUM JIETaJbHBIM HCXOJIOM Y
pebenka ot 10-i1 HeOmarompusTHO NPOTEKABIIEH OEPEeMEHHOCTH Yy MaTepu C
AKCTpPAar€HUTAJIbHOMW mMaToJorue, 4-x ocnoxHeHHbIX pomoB B CI' 40 wnenens;
HaJlMYu€ HEHMMYHHOW BOJSHKHM IUIOJA, NPOTrPECCHPYIOIIEH MHOKapAUaIbHOM,
MOYEYHON HEJOCTATOYHOCTU C OBICTPBIM pPa3BUTHEM CHHJPOMA TMOJUOPTaHHOM
HEJIOCTATOYHOCTH  TIOCJe POXJAEHUS Ha (oHE TMPOBOJUMOM  aJEKBATHOM
IIOCUHAPOMHOM Teparvu.

JlnarHocTuyeckuid MpoIecc 3HAYUTENbHO 3aTPYIHSUI TOT (akT, YTo TpyIIa
BPOKICHHBIX TUIEPTPOPUUECKUX KapIMOMHOIATHI KpaiiHe TeTepOHEHHA [0 CBOEMY
IIPOUCXOKICHHUIO, MHCTPYMEHTAJIbHAS (ynpTpa3ByKOBast) JIMarHOCTUKA
uHpopMaTuBHA TMocie 4-8 [HA JKU3HM Y 3HAUMTENbHOM dYacTH JeTed; Ui
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BepupUKalMU JOUarHo3a TpeOyeTcs MOJEKYIIpHO-TEHETHUeCKass JIHUarHOCTHKA.
ITporuo3 B noaaBismooIEM OOJIBIIMHCTBE CIIy4aeB HEOIAronpusTEH.

Bce BbIIIEH3II0KEHHOE TMOATBEPKAAECT 11€1€cO00pa3HOCTh  00CIe10BaHuUs
poauTENEN Ha NMPEAMET UCKIIOYECHHS T€HETHUYECKOW MMAaTOJIOTUU IPU IUIAHUPOBAHUU
HOCIIEAYIOUINX OEpEMEHHOCTEN.

Jlumepamypras cnpaska no KiuHu4eckomy Hao.nooderuro Ned

[lo pmaHHBIM  JUATEpPATYphl, OCHOBHBIMHU  TMpPU3HAKAMH  TMEPBUYHOI
KapIMOMHOIIATUM SABJISIIOTCS  YBEIIMYEHHE pPa3MEPOB CepAla M HapacTarolas
CepleyHass HEJOCTAaTOYHOCTh 0e3 MOp(]OITOTHUECKUX MPU3HAKOB AKTHBHOTO
BocnaneHus. llepBuunble KMII onmcanel B HEOHATATIbHOM  MEPHOJIE.
MHOTONPUYMHHOCTh OTPaXKaeT CJIOKHOCTh MaToreHe3a 3a00JeBaHUSI U, BEPOSTHO,
COUETAaHHOE JEHCTBUE MHOTUX (DAKTOPOB WIrpaceT CYIIECTBEHHYIO pPOJb B €ro
pa3BuTUU. B HacTosdiiee BpeMst UMeeTCsl OCHOBAaHUE CUUTATh uauonatuyeckyro KMII
(cpean KOTOPOH BBIACNAIOT TI'EHETHUECKYI0 U JKOJOTMYECKYI0) MaTOJOTHel
MBIIIEYHON TKAHU CEpJlld, BOHUKAIOIIEH BCIEACTBUE MUCHYHKIIMH MUTOXOHAPUN
KapIHOMHOLIMTOB.

MHuoxxecTBO 3a00JiIeBaHHM, TEPBUYHO MOPAKAIOUIUX MUOKAp], OO0BEIUMHEHO
oOmuM HazBanueM «kapanomuonatus» (KMII). [Taronorus Mmuokapa ype3Bbl4aitHO
BapuabenbHa KaKk B CBOEM MOP(QOJIOTMUYECKOM MPOSBICHUU, TaK W KIMHUYECKHU.
IIpenaranbuas quarHoctuka KMII cioxkHa, Tak Kak OCHOBBIBAETCSI HA CYObEKTUBHOM
OLICHKE COCTOSHMS MHOKap/a JIEBOTO JKEeIyJouka M TpeOyeT o00s3aTebHOrO
ITUHAMHUYECKOT0 HAOIIOIEHNUS.

B ocHOBe KIMHHYECKHX TMPOSIBICHUN NEPBUYHOM T'HIEPTPOPUUECKON
kapauomuonatuu (I'KMII) yacto nexuT BolpakeHHas: JUaCTOINYECKast AUCHYHKLINS
rUnepTpoUpOBaHHOTO cepilla ¢ MOCIEAYIOUEH ero OOCTPYKIMEeH U CTEHO30M.
['uneprpoduueckas KapUOMUOTATHS Y HOBOPOXKICHHBIX MPOSIBIISETCS KIMHUYECKU
B paHHEM HEOHaTaJbHOM mepuone y 55%, Bo3pacte oT § aHel A0 4 MecsleB — Y
31%. V 29% nHOBOpOXIeHHBIX runeptpodus muokapaa cinadbo Beipakena u ['KMII
mporekaeT  OeccumnToMHO.  KimHMueckwe  mpu3Haku — TUNEPTPOPUUECKOM
KapAMOMHUONATHUU CIEAYIOLIUE: HanboJee 4acTo BCTPEYAIOTCsl CUMIITOMBI CEpPACYHON
HenoctatroyHocTu (59%), mym Hag obnacteio cepamna (30%), muano3 (75%). Ona
TaKXe MOXKET MPOSABIATHCS HapylIeHUsIMHA putma cepana. HoBopoxaennsie ¢ ['KMII
4acTO POXKJIAIOTCS B ac(PUKCUU, KOTOpast MporpeccuBHO HapactaeT. C mepBbIX IHEU
KU3HU OTMEUAIOTCA TPHUCTYNbl MAPOKCU3MAIBHOU TaxXUKapJIUM, BBICTYIIMBACTCS
CUCTOJIMYECKUI IIyM. 3aTeM y peOeHKa HapacTaeT BsUIOCTh, TMIIOTOHHUS, LIUAHO3,
MOSIBJISIETCSL MPUTITYIIEHUE TOHOB CEPLA, NHArHo3 yTouHseTcs ¢ noMouipo OKI' u
YJIBTPa3BYKOBOTO HMCCIEOOBAaHUS CEpPAlA, KaK MPABUIIO, MEXKIY 2-M U 7-M JHSAMU
KU3HH peOCcHKA.

Kpome wamomarnueckoi rumnepTpoduyuecKkor KapIuOMHUOMATHH, OMUCAHBI U
napyrue GopMbl, IO BHEIITHUM MTPU3HAKaM UMEIOIINE MEXIY COO0M MHOTO 00IIIero.
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Onmucana Tak  Ha3plBaeMasi  IMOCTTUIOKCHMYECKas  TUMIepTpoduyeckas
KapJMOMHOIATHS, BO3HMKAIOIIAsl y HOBOPOXKIEHHBIX, TNEPEHECIIUX (eTanbHbINA
mucctpecc. [locne poxkaeHust y Takux JAeTei sxokapauorpaduuecku ompenesnsercs
HapyUIEHUE CUCTOJUYECKONM M JUACTOJIMYECKOM (YHKIMN JEBOTO JKelymouyka 0e3
TUNEPTPOPUU CTEHOK. DTa MATOJIOTHS] BOZHUKAET MEXIY 2-M U 7-M JIHSIMH KU3HU
pebenka. CHauana runepTpodus MHUOKapAa TMOSABISIETCS B MEXIKETYT0OUKOBOM
NEPEropoaKe, 3aT€M OHa PACHPOCTPAHSETCS HAa MHOKapH 3aJHEW CTEHKH JIEBOIO
KEJTyJ0UKa U BIOCIIECTBUN 3aXBaThIBAET MHOKap,l 000UX Kely104K0B. HBOIIOLHS
ee HaOIroAaeTcs B MEPUO MEXTy 1-Mu 5-M mecsamu xku3au. [Iporaos 31oit popmsl
KapIHMOMMOIIATUHU XOPOIIUH.

Onna u3 ¢opm runepTpopudeckor KapJJUOMUOTIATUHA PA3BUBACTCA B CIIydasx
JUIMTENBHOTO JIEYEHUSI TIIFOKOKOPTHUKOCTEPOUIAMH, B YACTHOCTH JIEKCAMETA30HOM
MaTepH.

Onucansl KMII, pa3BuBmnecs BclieACTBUE JUCHYHKIUA MHUTOXOHIPHIMA
KapJIMOMHUOIIMUTOB, MPU KOTOPBIX HAPYIICHHS] MOTYT OTHOCHTBHCS K METa0O0JIU3MY
kapuutuHa C, QepMeHTa OeTa-OKUCICHHSI JKUPHBIX KHCIOT, K CHCTEME
MUPYBATAECTUAPOTEHA3HOTO KOMIUIEKCA U LUKJIA JIUMOHHON KHCIIOTHI, K (pepMEeHTaM
IpIXaTeabHOM 1lenmu win  Aedunura ¢depMeHTa B OJHOM WM HECKOJIBKUX
KOMIIOHEHTAaX KJIETKH.

Nmerorcss nanHbie 0 BUpycHOM TreHeze KMII kak o mpuyuHe MOSBICHUS
MUTOXOHJPHAIIBHON  HEIOCTATOYHOCTH, BO3OYAUTEISIMM  CUUTAIOTCS  BHPYCHI
Koxkcaku, ECHO, repneca, rpunmna. K BTOpHYHBIM KapAUOMHONATHUSAM OTHOCST
TPAH3UTOPHYIO  TOCTTUIIOKCUYECKYI0 HIIEMHI0 MHOKApAa HOBOPOXKICHHBIX,
¢budpornacto3 sHAOMHUOKApAA, O0sie3Hb [loMie, nnabeTHdecKyo KapAuOMUOTIATHIO,
KOKAaWHOBYIO KapJAMOMHUOIATHUIO HOBOPOXKIACHHBIX, KapJAUOMHOMATHIO MPU THUIO- U
TUIEPTUPEOUAN3ME.

IIpu stom wuctunHasg stnosioruss KMII He Bcerma ycranasnuaercs. Ilo
naHHbIM HambOosiee kpynHoro peructpa KMII y mereit CIIHA wu Kanamgwsr cpenu
rpynmnbel, B Kotopod mpuumHa KMII Obuta  ycranoBinena, B 29,1% Obun
JUAarHOCTUPOBAH MUOKapAUT, B 24,2% — ceMeiinas uzonuposanHas KMII, B 22,2% —
HeWpoMbIlieyHbIe 3a005eBanus, B 15,4% — BpOXKJIECHHBIC HAPYIICHHUS METa00Iu3Ma U
B 8,8% — pa3nnuyHble TEHETUYECKUE CUHAPOMBI.

[Tprunnamu metabomuueckux KMII BciaeacTBHe TeHETHMUECKOW MaTOJIOTHH
SIBJISIFOTCSL BPOXJCHHBIE HApyIIeHUs OOMEHa BEIECTB WM HapylieHUs (YHKIUU
opraHem kiuetkd. Hapymenuss metaboiau3Ma KUPHBIX KUCIOT SIBISIOTCS Hauboliee
yacTou npuunHou paszputus metadbonmueckux KMIIL. 1o naHHbIM neguaTpuyeckoro
peructpa mnipu runeprpopuueckux KMII B 20% ciydaeB BbISBICHBI HapYIICHUS
TpaHCIIOPTa KapHUTHUHA WM JAC(EKThl OKHUCJICHHUS >KUPHBIX KHUCIOT, HapyIICHUS
okucnutenbHoro ¢ochopunupobanusa. Ilpu aunatanmonueix KMIID  gedexTs
TpaHCTIOPTAa KapHUTWHA/HAPYIICHUS OKCUJAIMU >KUPHBIX KHCJIOT BCTPEUYAIOTCS B
40%. HacnenctBeHHbie AeeKThl 0OMEHA KUPHBIX KUCIIOT SBJISIOTCS NMPUYUHON HE
MeHee 5% cilyyaeB BHE3AITHOM JETCKOW CMEPTH.
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Hapymenuss merabonu3Ma XHUPHBIX KHCIOT MOTYT BO3HHKATh BCIIEICTBUE
neduurTa KapHUTHHA, HAPYIIEHUS TPAHCIOPTa KapHUTHHA MPHU HEJOCTATOYHOCTH
(dbepMeHTOB, 00€CleunBalONIMX TEPEHOC COCAUHEHUN KapHUTHHA, a TakXke Mpu
nedeKkTax OKCUIAIUU SKUPHBIX KUCIIOT.

[lepBUYHBIA CUCTEMHBIN NeUIUT KapHUTHHA OOYCIOBJIEH MyTallMedl reHa
SLC2»As, 0KaauM30BaHHOTO Ha JUIMHHOM TIulede S5- XxpomocoMbl (5q319),
IPOYKTOM KOTOPOTO siBJisieTcs 6enok, nepenocsuuii kapautuH (OCTNy). [Ipusnaku
cepaeuHoil HenoctatoyHOCTH (CH) mposiBisitoTcs paHo U OBICTPO IMPOrPECCHPYIOT:
HapacTaeT TaxUKapAus, OJbIIIKA, T'eNaTOMErajius, BBICIYIINBAIOTCA 3aCTONHBIC
XpHUIIBI B JIETKUX, BO3HHMKAIOT OTEKH, BO3MOYKHO, Pa3BUTUE ACLHUTA, HAKOIUICHHUE
KUIKOCTH B TMEpUKapAe U IUIEBPAJbHBIX MOJOCTAX. TpombosmbOomnueckue
OCJIOKHEHUS BOZHUKAIOT Y 20-25%. Cumnrombl CH MOryT MacKMpoOBaTh MBIIIECYHYIO
runotonuto. TpamunmonHoe nedenne CH manosddexrnBHO. YacTo BO3HHKAIOT
HapyUIEHUsI CEPJIEYHOTO pUTMA, TIPEJICEPAHBIC MM JKETyI0YKOBbIe apuTMuu, B 10 —
20% ciayyaeB BO3HUKACT BBIPAKEHHAs TpPaH3UTOpHAs OpajuKapius, BIUIOTh 0
ACUCTOJIMU, YTO MOXET MPUBECTH K BHE3aIHON cMepTu pedeHka. [lanHas maTojorus
OYEHb YAaCTO MNPUBOAUT K JIPAMATHUYECKUM IMOCIEACTBUSM, YacTO C Pa3BUTHUEM
JIETAIBHOTO UCXOAA.

K naGopartopHbIM mNpu3HAKaM CHCTEMHOrO JAeQUIMTa KApHUTHHA OTHOCST
HU3KUUA  YpPOBEHb KapHUTHMHA B TKaHAX ([IEYEHU, MBIIIIIAX); T[PUCTYIIBI
TUIOTJIMKEMHUH, HE COMNPOBOXKIAIOMIMECS KETO30M; TOBBILIEHWE aAKTHUBHOCTU
TpaHCaMWHAa3, YypPOBHA aMMHaKa B KpPOBH; THUIOXPOMHAs aHEMHs. Y POBEHb
CBOOOJHOTO KapHUTMHA B KPOBU OOBIYHO pe3Ko CcHIKEH. [lpu wuccnenoBanuu
METOJIOM TaHJIEMHOH MacC-CIIEKTPOMETPHUH COJEpKaHHE CBOOOJAHOrO0 KapHUTHHA
(Co) < 10 MKMOIB/JI, CyMMapHBIX alUJIKAPHUTUHOB < 5 MKMOJIb/JI. B jelikonurax,
¢udpobdiiactax U KJIETKax APYrUX TKaHEW CHWKEH 3axBaT KapHUTHHA (0K0JIO 3% OT
HOPMBI).

Manudecranuss 'KMIT y HOBOPOXIEHHBIX MOMXET MPOUCXOJIUTH TAKXKE MpPU
Ooepuyume  kapuumunnaromumourmpancgepazor I wuiu Il HacnenoBanue
ayTOCOMHO-PELIECCUBHOE, BBI3BIBACTCS MyTaIsIMu B reHe
KapHUTHUHIATEMUATOMWITPaHC(epas3pl; HeoHaTadbHas (opma 3a0oyieBaHHUS Bceraa
JeTaNbHA.

HeonartanbHas (netanpHasi) ¢opMa XapakTepusyercs MaHu(ecTanuein c
MEPBbIX AHEH JKU3HU, MPOTPECCUPYIOIIMM TEYEHUEM, OYEHb TSKEJIbIM COCTOSHHUEM
JeTeil M IUIOXMM NOpOrHo3oMm. 3abojeBaHHWE MPOSABISETCS  MOJIHMOPTaHHBIM
MOPAXKEHUEM. Y HOBOPOXKICHHBIX Pa3BUBAIOTCS TMIOTEPMUS, JIETAPTHUsi, CYJIOpPOTH,
TUIOTOHUSL, TUNEppeeKCusi, TMOYeYHas HEJOCTATOYHOCTh, TeNaTOMErajius
(MaKkpOBE3UKYJIAPHBIM  CT€aTo3), BBISIBISIIOT MOJUKUACTO3 IMOYEK, JUCIUIA3UIO
MOYEYHON MapeHXUMbI, THAPOHEPPO3, TYOYIIpHbIE paccTpoiicTBa (IPOKCUMATbHBIN
W JUCTANbHBIA  KaHAIBIIMEBBIM  amuao3), rpyosie  w3menenuss  [[HC
(BEHTpUKYJIOMETaIHS, KaJIbIIM(PUKATHI, JUCTLIA3US MO30JIUCTOTO Tena,
MOJIUMHUKPOTUPHUH, KUCTHI MAPABEHTPUKYISIPHBIC U 0a3aIbHBIX SITIED).
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[TopaxkeHue cepima MPOSBIACTCS C POXKICHUS B BUJIE THNEPTPOPHUHU JIEBOTO
KEITyJouKa WM OUBEHTPUKYISIPHOM TruUnepTpoduu, pexe BO3MOXKHO pPA3BUTHE
KapJMOMETajuu C HU3KOW COKPATUTENIbHOM CIIOCOOHOCTBIO cep/la. B GonbimmHCTBE
CIy4yaeB  PETUCTPUPYIOTCS  HApYyUIEHUS  pPUTMA  CEPALA, BO3HUKHOBEHHE
KEITYIOYKOBOW TaxuakapJWM 4YacTO SBIAETCS NPUYMHOM BHE3alHOM CMEPTH.
3aboneBanue BepuPUIMPYETCS BbIpAXKEHHBIM CHIDKEHHEM akTuBHocTH (MeHee 10%
OT HOPMBI) KapHUTUHManmMurowiTrpanchepassl [ B OOJBIIMHCTBE TKaHEW,
orcyrctBuem  Oenka CPT II.  Ilpu  mopdonoruueckom  HcCClIeAOBaHUU
OOHapyUBAECTCSI HAKOTUICHUE JIMIUJOB B TKAHU MEUYEHH, MOYEK, CKEJIETHBIX MBIIIIII,
JIETKUX, HAAIIOYEYHUKOB U JIP.

Heduyum  kapHumuHayuIKapHUMUHMPAHCIOKA3bl —  PEIKOe ayTOCOMHO-
peueccuBHOe  3a0oieBaHUE,  MNPUBOASAIIEE K  HApYyLUICHHIO  yTHIW3AIlUU
JUTMHHOIICTIOYCYHBIX JKUPHBIX KHCIOT. Bwimenstor nBe ¢opmbel 3aboseBaHuUS:
HeoHaTaJlbHasi U UH(paHTWIbHAs. HeoHaranbHas opMa xapakTepHu3yeTcsl BHICOKOMN
JETAIBHOCTBIO  BCJIEACTBUE CEPAEYHO-JIETOYHOM HEAOCTaTOYHOCTU. (CHOBHBIE
MPOSIBJIICHUS: HapyIIeHHe OOMIEro COCTOSHUSL M TCUXOMOTOPHOTO Pa3BUTHS,
paccTpoiicTBa abixaHus, usmeHeHus: co croponsl [{THC B Busie mMbliiieyHoi cnabocTH,
CyJIOpOT, BO3MOXKHO pa3BUTHE KOMBI Ha (DOHE TOJOJaHUs, TelmaToMeraius ¢
HapyleHueM (pyHKIIMH MeUeHH.

[TopackeHue cepala BCTpeyaeTrcs dyaile 1o Tumy BpoxkaeHHod KMII,
XapaKTepHO CHIKEHHE CUCTOIMYECKONM (DYHKIIMM, BO3MOXXHBI HApyIICHUS PUTMA:
Opaaukapausi, aTpPUOBEHTPUKYJSIpHAs OJIOKana, >KeyJA04YKOBas HKCTPACUCTOJINA,
taxukapauss. Ha OKIT — npusHaku runeptpoduu JeBOro kemyaoudka. Y
HOBOPOJKJICHHBIX ONMCAHbl CIIydal BHE3allHOW CMEpPTH BCJIEACTBHE aIlHO?,
KapIHOPECIIUPATOPHOTO apecTa.

Hegpexmoi OKUCTICHUSL HCUPHBIX kuciom. HeoHnaranpHas bopma
XapakTepu3yercss paHHed MaHudecTalueil, B TEUYCHHE TEPBBIX JHEW >KHU3HU, C
pazsutreM KMII u panneit cmeptu. [lopaxkeHue cep/ia o TUILy TUIIEPTPOPUIECKOIM
KMII B coueTtanun cO CHIKEHHONW KOHTPAKTUJIBHOM CIIOCOOHOCTHIO, YacTo
BO3HUKAIOT JKM3HEYTPOXKAIOIIME HApYLIEHUs CepAeyHoro purtMa. Bo Bpewms
TUIIOTTIMKEMUYECKOW KOMBI BO3MOXHO Pa3BUTHE ACUCTOJIMU U BHE3AITHOM CMEPTH.
KnuHauueckast kapTuHa BapbUPyET OT O€CCUMIITOMHOM /10 MOJTHUEHOCHOU. [IpucTyribl
MPOTEKAIOT TSAKEIO U MOTYT 3aKaHYMBATHCS JIETAIBHO, B 5% CilydyaeB CMEpPTh JAETeil
MPOUCXOOUT B TIEPBBIE JHHU KU3HHU, OKOJIO 20% mManuMeHToB YyMHUpaer Ao
YCTaHOBJICHHSI IMarHO3a.

Heduuut ammn-KoA-geruaporenassl SKMPHBIX KHCIOT CO CpPEeIHEW JAJIMHON
YIJIEpOAHOM 1enu sBiseTcs B 1-3% NpUYMHON BHE3aIHOM CMEPTH Y AETEH PAHHETO
BO3pacTa.

Heguyum ayun-KoA-oecuopoeenasvl HCUPHbIX KUCIOM C KOPOMKOU OJUHOU
yenepoowoul yenu. Bo3HUKaeT B pe3yjbTaTe MyTallUM T'€HAa KOPOTKOM Lenmu amui-
KoA-gerunporenassl, Hacla€10BaHHE ayTOCOMHO-PELIECCUBHOE.

['enepanu3oBanHast GopMa MOXKET MPOSBUTHCS Y HOBOPOKIECHHBIX WUITU JETEH
MEePBOTO To/a >KU3HU, TEUEHUE HEOJAronmpHusTHOEC, BO3MOXKEH JIETANIbHBIA HCXOJ.
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XapakTepHbI CyJ0pOTH, 3aJepPKKa Pa3BUTHUSA, MUKpOIIe( s, TOBTOPHBIEC TPUCTYIIBI
PBOTBI, TPOrPECCUPYIOLIAsE MBIIIEUHAs CIa00CTh, BAJIOCTh, COHIMBOCTD. [lopaxenue
cepaua xapakrepusyrorcs auinaraimonnon KMIT, ocnoxxnennoi tsoxenoi CH.

Mmnoorcecmsennuiii degpuyum ayun-KoA-0ecuopocenas onucaH Kak TIyTapoBas
auuaypuss 2-ro  TUIA, HACJIEeJOBaHUE AYTOCOMHO-PELECCHUBHOE. Bpimenstor
HECKOJIbKO KJIMHUYECKUX (opMm: HeoHatanbHyl0o GOpMYy C  BPOXKICHHBIMU
aHoManusIMU  (JIETaJbHYI0), HEOHATANbHYI0 (QopMy O0€3 BpOXKICHHBIX aHOMAIIUMA,
MO3HIO0 hopMY.

MeTtabonnyeckue MpOsIBICHUS BKIIOYAIOT TSHKENbIM METaOO0IMUeCKU aruao3,

TUIIOTJIMKEMUIO, TUIIEPAMMOHHUEMHUIO. st MOATBEPKIACHUS JMarHo3a
OCYIIIECTBIISIETCS UCCIEIOBAHUE DJICKTPOHHO-TPAHCIIOPTHOTO (pIaBOMpOTeHHA WU
AKTUBHOCTH (bnaBoNpOTENH-COAEPIKAIINX anmi-KoA-neruaporenas B

¢hubpobracTax, OMoNTaTaX MBIIIIIEI I TICYCHH.

Anroput™m nuarHoctuku metabonndyeckux KMII Ha ¢one HapymieHuii oomeHa
KapHUTHHA W MHTOXOHAPUATIbHONW OKCHJALMU >KUPHBIX KHUCIOT Oa3upyercss Ha
COYETAHNH XapPAaKTEPHBIX KIMHUYECKUX KapAWAJIBHBIX M 3KCTpaKapIuajIbHBIX
CUMITOMOB U JJAOOPaTOPHBIX JaHHBIX.

OKcTpakapAuaJbHbIMU KPUTEPUSMU JAMArHOCTUKM Merabomnueckux KMII,
BO3HUKAIOIIUX Ha (OHE HapylleHUNl OOMEHa JKHUPHBIX KHUCIOT, SIBISIFOTCS PaHHUN
ne0r0T 3a00JIeBaHUsL, TOJUOPTAaHHOCThH OPAKEHUS.

KapauansHeiMu KpUTEpUAMH TUarHocTUKU MeTabonuyeckux KMII aBnsroTes:

1) nunaTanms MOJIOCTEH Cep/Ia, CHUKCHHE COKPATUTEIBHON CIIOCOOHOCTH
MHUOKap/a;

2) cUMMETpUYHAas TUIEPTPOQUS MHOKAP/A;

3) coueraHue runepTpoGHUK U AUIATAIIMH MHOKAP/a;

4) pedpakrepHocTs cTangapTHOUH Teparmu CH;

5) HapymieHHsT  CEepACYHOro  puTMa  (OKSJIyIOYKOBas  TaXUKapaus),
HapyIIEeHUs TMPOBENACHUS (CHHAPOM CIAa0OCTH CHHYCOBOTO Y37a,
aTPUOBEHTPUKYJISIPHBIC OJI0Ka/IbI);

6) rurantckue T-3yOIbl HA IIEKTPOKAPIUOTPAMME;

7) cilyyau BHE3AITHOM CepIeYHON CMEPTH B CEMbE (ApUTMOTCHHOM).

JIabopaTOpHBIMU KPUTEPUSMHU, IMO3BOJISIIOIIUMU NPEANOI0KUTh HapyIIeHHUE
oOMEHa >KUPHBIX KHCIOT Kak npuuuHbl pa3Butus KMII, sSBISIOTCS TUIOTIIMKEMUS
0e3 Kero3a; MeTa0OJIMYECKH alMI03; THUIEpJaKTaT- W TUIEpIUpyBaTEMUS;
MOBBIILIEHUE KpeaTUH(POCHOKNHAZBI; YBEIUUYECHHE aKTUBHOCTH TPAHCAMUHA3 MIEUYEHHU.

s sepughukayuu ecex 8vluleyKazanHvlx OUACHO308 Mpedyemcs MONeKYIAPHO-
2eHemuuecKkas OUuacHOCMUKA, NPOSHO3 6 noodasidiowem O0IbUUHCIGe ClyYaes
HeO.1a20npusime.

B Hacrosimiee Bpemsi AJis paHHEH AMArHOCTUKU BPOXKACHHBIX HApPYIICHHUM
oOMEeHa JKHUPHBIX KHUCIOT MPUMEHSIOT HEOHATAJbHBIM CKPUHUHI HOBOPOXKICHHBIX,
MO3BOJISIFOIMNA € MOMOLIBIO  MAaccC-CIIEKTPOMETPUM  BBIABIIATH  HapyLICHUS
aIMIIKAPHUTUHOBOTO M aMHUHOKHCIOTHOrO mpoduns. OnHako nake HeraTHMBHBIN
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pe3yJIbTaT 3TOr0 TECTa HE MCKIOYAET BO3MOXHOCTh HMX BO3HUKHOBECHUS B
NOCJEAYIOIIEH )KU3HH.

OcobOennocteio  Metabonumyeckux KMII, cBsi3aHHBIX C  HapylleHHEM
KJIETOYHOM DHEPreTHKH, SBIAETCS OCTpoe BO3HMKHOBeHHME CH, BbI3BaHHOMU
METa0OJMYECKON  JeKoMIeHcalueli Ha  (QOHE  HDHEPreTUYecKoro  crpecca.
BO3HUKHOBEHHE TakKMX CUTyaluid 3aTpyIHSET JUArHOCTHUKY W HEPENKO SIBIISIETCS
OPUYMHOM  JMArHOCTHMYECKUX omubOok. Tak, B JTUX cIOydasx HEpPEIKo
JTUATHOCTUPYIOT MUOKapAuT. HeoOxoauMo MOBTOpPHOE MpOBEACHUE JTaOOpaTOPHBIX
UCCIeIOBaHMM Ha (POHE CHUTyalui, AacCOIMUPOBAHHBIX C  ITOBBIIICHHBIMU
TpeOOBAHMSMU K METa0OJMYECKHUM TIPOIECCaM, YTO IMO3BOJIUT BEHIIBUTH CKPBITHIC
MeTabonnyeckue neeKThl 0OMeHa KapHUTHHA i OPTAHUYECKHUX KUPHBIX KUCIIOT.

Pannsst  mmarHoctumka — Merabommueckmx KMII  maer  BO3MOXKHOCTH
CBOEBpeMEHHO K TpaaunuoHHoW Tepammu CH no0aBuTh crnernuduyeckoe JedeHue,
HAlpaBJICHHOE Ha KOPPEKIMI0 METa0OJMYECKUX HapyUIEHUH, YTO IO3BOJIAET
ONTUMH3UPOBATh Koppekiuio cumntoMmoB CH U 10OUThCS ompesieieHHOro perpecca
u3MeHenuit B cepane. Oanaxko manudectamuss ['KMII B panHem HeoHaTaabHOM
MEePUOJIC SIBJISIETCS MPOTHOCTUYECKHA HEOJArONPHUATHBIM (PAKTOPOM, MPETUKTOPOM
MOJIHUEHOCHOI'O TEYEHHUSI U JIETAJIBHOTO UCXO/A.

JlanHas Bepcus 3acily)KMBaeT BHUMAaHUsS IPU PACCMOTPEHUM BO3MOXKHBIX
MPUYHUH CMEPTU PeOEHKa.
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Kaunnndeckoe Hadaogenune Ne 5

HeBouka II., 3 ner, mocrynwia B kapauonoruuyeckoe otaeneHue KYO3
«ObnacTHas 1eTcKas KIMHHYecKas OOJIbHHUIAY C XKanobamMu Ha OECTOKONHBINA COH Ha
MPOTSHKEHUH MOcieAHuX 6 mecsaueB. 13 aHaMHe3a M3BECTHO, YTO M3MEHEHMS CO
CTOPOHBI ~ CEPACYHO-COCYAUCTOM CHUCTEMBI B BHUAE CHCTOJMYECKOTO IIIyMa,
atpuomeranuu 1o JgaHHeIM JInOxoKI, Obuin BHepBble BBISIBICHBI MPHU
npoQUIAKTUHIECKOM  OCMOTpE 3a ToA A0 rocnurtaiu3aimuu. OT yriayOGiIeHHOro
o0OcneoBaHUs B KapAHOLEHTPE POAUTENN OTKa3aiuch. PeOEHOK HaxoIuics aoMma,
JICYeHUS HE MOJyyal U Obllla TOCIUTAIU3UPOBAHA B MHOTONPO(MIBHBIA CTAlMOHAD
B CBSI3U C YXYAIICHUEM COCTOSIHUS.

Anammues oicusHu: JeBOYKa OT 3-i1 OEpeMEeHHOCTH, TMpoTeKaBlield 0e3
ocliO)XKHeHu#; 1-1 m 2-1 OepeMeHHOCTHM y MmaTepu B cpokax 4 u 16 Hexmenb
COOTBETCTBEHHO 3aKOHYMJIUCHh CaMOIIPOU3BOJILHBIMU a0opTamu. Poasl 1-bie B cpoke
40 venenb. Macca nipu poxaenuun 3650 rp, poct 54 cMm, oleHka o mkaie Anrap —
7-8 GamnmoB. Ha rpynHoM BckapmiMBaHUU 70 5 MecsieB. Pocina u pa3BuBanach
COOTBETCTBEHHO Bo3pacty. llpuBuTa mno kaneHaapr.  AJuleproaHaMHe3 HeE
otsaromieH. [lepenecna nadexmonnsiii MoHoHYyKI€03, OPBU — 2-3 paza B rog. Co
CJIOB POJIUTENIEH, HACIIECTBEHHOCTh HE OTATOIICHA.

Ilpu obvekmuenom ocmompe: COCTOSHHE PEOCHKA MO 3a00JICBAHUIO TSAKEIIOE,
camouyBcTBHe cTpagaeT mano. YCC=104 ya. B mun. Y/[=24 B mun. AJ] 90/60 mm
pT.cT. , Sat02=98%. KoxHble MOKPOBHI U BUANMBIE CIU3UCTHIC YUCTHIC, YMEPEHHBIH
MEpUOPAIIBHBIN 1IMAaHO3. BripaxkeHHas myinbcanus cocynoB wen. [lepkyropHo Han
JIETKUMHU JIETOYHOW 3BYK. AYCKYJbTAaTHBHO [IbIXaHUE >KECTKoe. BepXyleuHbli
TOTUOK — B V Mexpedepbe, yCulieH, pa3iuToil. ['paHuIlbl OTHOCUTEIHHOM CEplIeUHOM
TYINOCTH: TpaBasi — MO MPaBOMY Kparo TpyauHbl, BepxHss — Il mexpebepne, neBas —
Ha 1 cM KHapy»KH OT JIEBOW CPEIHEKIIOUNYHON JUHUU. TOHBI cep/ilia TPOMKHUE, pUTM
rajiorna, KOpOTKH CUCTOJIMYECKUH IIIyM C ONT. B 00J1aCTU BepXyIIKH. JKUBOT MATKHIA,
6e30one3neHnbii. [Teuens 10 +4,0 cm, cenezenka - 10 +2,0 cM HIKe Kpasi peOepHoi
nyru. Ilepudepruecknx 0TEKOB HET.

Jlannwvie OonoiHumenbHblx Memooo8 Uccie008aHUs.

- Kinunnueckuii ananus kposu: Hb —124 /i, sp. — 4,1x10/*%n, 1I1-0,9, nelikon. —
5,4x10/°1, 503. 1%, n/a —1%, c/a —65%, mumd. —27%, mon. —6%, COD — 3 Mm/u.

- Octpoda3zosbie nokazarenu: ranroryiodous — 1,15 r/n (N —0,7-1,4); CPb — otp.

- IIporeunorpamma: oomuii 6emox — 96,2 r/n (N= 65/85 r/i), anboymunsr — 71,9%,
ro0ymuHbl o — 3,1%, o— 6,3%; B —-10,9 %; y-7,8 %.
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buoxumuueckoe uccnenoBanne kpou: AJIT — 0,12 (N=0,06-0,14 mmoms/4-1),
ACT - 0,1 (N=0,06-0,14 mmomw/u-m), xomectepun — 3,1 (Hopma 3,15-6,29),
menounas ¢ocdaraza 3600 (mopma 1200-6300), OmampyOun oOmmii - 15,4
MKOJIB/JI.

Koarynorpamma: ¢pubpunoren B — ++, pubpunoren — 200,0 /1, TpomboTecT — 5
CT., BpeMst pekanbiinukanuu 3 mun; [TTU 80% .

Uccnenoanune Ha Bupyc npocroro repreca |, Il, VI tunsl, Bupyc D6mreitna-
bappa, IIMB, a Tak e Ha XJaMUJIMO3, MMKOIUIA3MO3, Ypeariasmos,
TOKCOIIJIa3MO03, TEIbMUHTHI — OTPHUIATEIHHBIC.

Tponormn | — 0,14 wr/mn (N-go 0,09), JIAI - 608 em/nm (N-480),
kpeatuHdpochokunaza (MB dpaknus) - 41,9 ex\n (N-g0 25 em\n).
Nmmynonorudeckoe uccnenosanue: 1gG — 10,6 (N-9,2 r\n), IgM — 1,20 (N-0,56
r\un), IgA — 1,44(N-0,93 r\n) , T-mamporuter-xemmepsl - 37% (30-40%), T-
mumdoruTei-cynpeccopsl — 19% (25-32%); komruiement — 49% (40-80%).

OKI'- putM cuHycoBbIi, BosibTax B HopMe, DOC oTkIIOHEHa BopaBo. Pe3kas
munstanus npeacepauit (Beicokue Pl, 1), gunsgranus mpaBoro JKemymaouka
(Beicokue RVIII, vI,V2); BeipakeHHbIE HapyIIECHUSI MPOIECCOB PEMOJISIPU3ALUN
muokapaa (T I, AVF, Vas— otp.) (puc. 1.7.).

Puc. 1.7. OKI naunéﬁTKﬁ H., 3 rona:

- uOxoKI: JnJIDK —30,6 mir; AcJIXK —19,9 mo; T3cJDK —6,5 mm; Tvoxn — 7,4
mM; Jmx — 23,6 mM; o6bem JIK B muacrony— 36,8 mit; oobem JIK B cuctoy
— 12,6 mi1; BeIpakeHHas auiatamus npencepauit (Jnm — 33,4 mm; oo — 41,2
MM); YO — 24,0 mut; nuametp Bocxoasiiei Ao — 15,6 MM; cpeaHee 1aBieHUE B
Hucxojsmen Ao — 3,8 mm pr.ct., DB — 66%;p MK — 5,9 Mmm prt.cT.; p JIA — 2,4
MM PT.CT.; cpeliHee AaBieHue B ctBoiie JIA — 28 MM pT.CT., TpUKycIMAQIbHAS
peryprutanust — | cT.; mutpanbHas peryprutamus — | cr.. E\A — 4:1 (JIXK),
3,7:1 (IDK) — nanHHble B TOJIb3y HapyLIEHUS JHACTOJMYECKOW (YyHKUIUU
’KEITyJOYKOB 110 pECTPUKTUBHOMY TUTy (puc.1.8.).

- XoarepoBckoe  moHuTopupoBanue ~ OKI':  HapymeHumii  purma  HE
3apeructpupoBano. [{U-1,25 (B npenenax HOpMBbI).

- Pentrenorpamma OI'K: KTU=62,8%

- Y3U opraHoB OprolIHOM MOJIOCTU: YBEJIUYEHUE JIMHEWHBIX Pa3MEpOB IMPaBoil
JI0JIM TICYEHH, TUJIaTaIisl IEYeHOYHBIX BEH.

- KoHcynbTamms reHeTHKa: TaHHBIX B MOJIb3y MaHU(DECTAluU HACIEICTBEHHBIX
00Jse3Heil 0OMeHa He BBISIBICHO.
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- Koncynpramus ¢rusunarpa (¢ y4eToM yKa3aHW B aHaMHE3€ HA WMMEBIIHMA
MECTO BBINOT B nojoctu nepukapaa B oonactu IIIT u [1K, a Takxke naHHBIX B
noyib3y  TyO0.  HMHQPUIMPOBAaHMS):  JWMarHo3: Ty0.  uHQUIIUpOBaHUE,
PEKOMEHIOBAHO MIPOBE/ICHHE Kypca PO HUIAKTUIECKOTO
POTUBOTYOEPKYIE3HOTO JICUCHHUS.

12022013:dubovaya::U 12/02/2013
Kharkoy ODKB A-HEART1

12022013:dubovaya::U 12/02/2013

TOSHBR Kharkov ODKB A-HEART1 10:16:28

TOSHIBA

0.74
‘ 35727500

SELeCT Y 4 |

Puc. 1.8. JlaHHbIe AOMIIIEPIXOKAPAUOTPAPUIECKOTO HUCCIICTOBAHUS
nauuenTku I1.,3 rona.

Ha ocHOBaHMM JaHHBIX aHaMHE3a, KIMHUKH UM  BbIIIEYKa3aHHbBIX
MCCCIICIOBAHUM OBLT YCTAHOBJICH JUATHO3: pecmpuxmugnas kapouomuonamus, CH
II5. YuuteiBasg Haauuue TyO.MHPUUIUPOBAHUS, VCKJIIOYJIach BEPOSATHOCTH
MEPEHECEHHOr0  PeOEHKOM  aJr€3UBHOTO  MEPUKAPAUTA, MPEAIIECTBOBABILETO
pasButHio pectpuktuBHOM KMII. [Tocnennuii no nanasim AMPT uckiroueH.

[lanueHTKe Ha3HAYEHO JIEYEHUE: PEXHUM IOCTENbHBIN, TUE€Ta C OTPAHUYECHUEM
MOBApPEHHOW COJIM, KUJKOCTU; AUYPETHUKU (BEPOUINUPOH), TUOTPHUA3OJINH, KYy/I€CaH,
CMapT-oMera, TeKCaBUT, MNpPO(UIAKTUYECKOE MPOTUBOTYOEPKYJIE3HOE JIEUECHUE
(u30HMA3uM), Kanmplus TiaokoHaT. Ha QonHe mnpoBogmmoil Tepamuu COCTOSHUE
pebeHKa HECKOJBKO YIIYUIIUIOCh, YMEHBIIIUIACH TAXUKAPAMS, COKPATUIIUCH Pa3MEPhI
MI€YEHUH, HECKOJIbKO YMEHBIIUIINCH MPOSABICHUS aTpuoMeranuu mno nanubiM KT

B nocnenyromem pedbenok Habmonancs B kapauouentpe OJIKb ¢ unrepsanom
1 pa3 B 3-4 Mecsiia, caMO4yBCTBHE MAIMEHTKH OCTABAIOCH CTAOWUIIBHBIM, OJIHAKO
MOCTENIEHHO HapacTajdd TMPOSIBICHUS HEJOCTaTOYHOCTH KPOBOOOpaIlleHUsT U
JIETOYHOW TUIEPTEH3UU (TaxUKapaus, OJBIINIKA B IOKOE, YCHUJIMBAIOLIASCS IpHU
¢u3nueckoil Harpyske, akueHT I TOHa B NpOEKIMHM KiamaHa JEroYyHOW apTepuu,
MOSIBWJICS. «MaJIMHOBBIN pYMSIHEI IIEK, rernaTtociieHoMeranus), uaMeHenus Ha DK
0e3 cymiecTBeHHOM aAuHaMukd, 10 AaHHbIM JluDOxoKI' Hapacrtama punaranus
npenacepauit (Jomn 30,8x52,4 mm; Jdnm 51,2x51,4 mm). Ilocnegnee 00ycioBUIIo
YBEJIMUEHHUE J103bl BEPOIITNIUPOHA, Ha3HaYeHUE P-aapeHobsokatopoB (kapeamnon 0,3
MI/KT), acmnekapja Juisi TpodUIAKTUKA  TPOMOAIMOOIMYECKUX  OCJIOKHEHUH,
MOBTOPHBIX KyPCOB KapAMOMETa00IMUECKO Tepanuu.
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[locne mnepenecenHoro OPBU, cocTositHue 3HAYUTENBHO YXYALIMIOCH;
YCC=100 ynu. B MuH., TaxunmHod a0 30 B muH. AJ[ 80/55 mm pr.cT., SatO2=98%.
KoxHble TOKPOBBI M BUIAUMBIC CIU3UCTHIE YHUCTBIE, BBIPAKEH «PYMSHEID IIEK,
NEPUOPANIBHBI 1IMAaHO3, IyJbCcalys COCyloB mieu. l[lepkyTopHO Haa JErkKumu
JIETOYHOW 3BYK, ayCKYJIbTAaTUBHO [IbIXaHUE >KECTKOE, MEJKOIy3bIpYaThlE€ XPHUIIBI B
HIWKHUX OT/eNax ¢ o0eux CTOpoH. Bepxymeunslii Tomdok — B V' Mmexpedepse,
YCUJIEH, Pa3JUTOW. ['paHUIIBI OTHOCUTENBHOW CEPACYHOM TYNOCTH: MpaBas — IO
MpaBOMy Kpaio TpyAuHbI, BepxHsas — Bo Il MexpeOepbe, neBas — Mo MepeaHE
MOAMBIIICYHOU JIMHUK. TOHBI cep/illa HanpsiKEHbI, BhIpakeH akieHT |l Haxg nerounoi
apTepuel, CUCTOJWYECKHA ITyM C ONT. B 00OJacTu BepXymkw. JKUBOT MSTKHM,
YBEJIMYEH B pazMepax 3a cueT acuuta. Iledens go +5,5 cM, cenesenka — a0 +1,5 cm
HUXKe Kpas pebepHoit ayru. [lepudeprnyeckux 0TEKOB HET.

IIpu ob6cnedosanuu:

OKI': putm cunycoBbiii, JOC oTkIOHeHa BmOpaBo. Pe3kas  gunaranus
npencepauit (Pl, 1, V1), runeprpodus creHok neBoro xemyaouka (QRSV,, V4 no
tuny IS («B3pocisiity Tun OKI'), RVs — Bbicokmii). KocBeHHbIE MpU3HAKH
runeprpoduu [DK. BeipakeHHbIe HAPYIIEHHS MIPOIIECCOB PEMOSIPU3ALUA MUOKAPIa
(T I, AVF, V46— o1p.).

JnDxoKI™: KIdmxk = 29,6 mm, KJICiox = 18,5 mMm, Tvmoxm = 7,5 MM, T3cmx =
6,9 mm, 06bem JDK B nmuactomy = 34 mi, oobem JOK B cucrony = 10,5 mu, YO =
23,5 M, ®Bmx = 69%; naBHenue Ha knamaHax JIA = 4,5 MM pT.CT., TaBHEHUE Ha
Kinananax Ao = 2,7 MM PT.CT., JaBHEHUE B HUCXOAIIEH A0=3,9 MM pT.CT., JaBHEHUE
HaMK=2,1 MM pt.cT.; MurpanbHas peryprutauus | ct.; nuamerp JIII=36x55 mm;
muametpllll= 58x61 mwm;amamerplK=25 wmwm. Hapymenune nuactonmyeckon
(YHKIIUU KETyI0YKOB MO PECTPUKTUBHOMY TUIly. TpuKycnHaalIbHasE perypruTanus
2-3 ct, cpennee naBnenue B JIA 40-45 MM pT.CcT; pacmupeHne NEYCHOYHBIX BEH 10 —
15 MM, HYOKHEH TIOJIOM BeHBI — 18 MM, Ha BJIOXE KOJUIAOMpPOBAaHHME HIDKHEH IMOJIOi
BeHBIZI0 50%(CHIKEHO).

VY3U opranoB OpIOMIHON MOJOCTU: YBEIUUYEHUE JIMHEUHBIX Pa3MEpOB IMEUEHU
1o +7,3 cm (mpaBast 1031s1), 10 +0,7 cM (eBast 10J1s), pe3Kasi AUaTaIus MeUeHOYHBIX
BeH (Kak TpH3HAK HEJOCTAaTOYHOCTU KpoBooOpamienus). Acuut ao 400,0 mmu, B
JTUHAMUKE — PErpecCUpOBaHKe Ha (POHE MTPOBOIUMOMN TEPATTHH.

Pentrenorpadus OpraHoB rPyAHOMN KJIETKU: JIETOYHBIE 10JIs
YAOBJIETBOPUTENBHONW MPO3PAYHOCTH, JIETOYHBIA PHUCYHOK YCHWIJIEH, OOOTalleH.
Cunycsl cBoOoansl. Cepatle TpeyroyibHou Gpopmbl, KTU=75 % (kapauomeranus).

PeGeHok mnosyyan Je4yeHWe: MOCTEIbHBIM PEXHUM, OrpaHUYECHHE COJNH U
KUAKOCTH. AHTHOAKTEpUAIbHBIE U TMPOTHUBOTPUOKOBBIE Npemnapathbl, (pypoceMum,
BEPOUITIUPOH, KaNTOMPWI, KapBEIWUJIO0J, KapJUOMarHui, acmapkam, I'pONpPHUHA3HUH.
[IposiBnennss OPBU perpeccrupoBanu, 0AHAKO COCTOSIHUE IEBOYKU OCTAaBaJIOCh OUYEHb
TSDKETIBIM 33 CUET MPOSBICHUN CepJIeYHON HeT0CTaTOUHOCTH. MiMena MecTo ObIcTpas
YTOMJIIEMOCTb, OJIbIIIIKA TPU MHUHUMAIBHOM (PHU3WYECKON Harpys3Kke; KOXKHBIC
MTOKPOBBI C 3€MJIUCTBIM OTTEHKOM; PaCUIMPEHUE IPaHUIl OTHOCUTEIBLHOM CEepACUHOM
TYIOCTH BJIEBO; MYyJbC Ha OOEUX JIYYEBBIX W OCAPEHHOW apTEpHsIX CHIDKEHHOTO
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HAIOJIHCHMS; YBeTTMUYeHHUE reueHu Ha 5,0 cM HuKe Kpas pedepHoit myru. [larmuenTtka
NOCTABJICHA B «JIMCT 0KUIAAHUSD HA TPAHCIUIAHTALMIO CepLa.
Opnaxko, Ha ¢one HapocTatouieit CH, pegpakTepHOCTh K Tepanuu, MalueHTKa

ymepia.
[Tatomopdonornyeckoe 3aKJII0YeHUE: OOHapyXeHbl Mopdoornyeckue
pU3HAKH KapauoMuonatud  (cepale:  KapJIUOMHUOLMTHl  HEPABHOMEPHO

runepTpoupoBanbl, ¢ MNpU3HAKaMU (QYHKIMOHAIBHOTO  HAIMpPSHKEHUS,0USTOBO
OOHApyXMBAECTCsI  XAaOTUYHOE  PACIIOJIOKEHHWE  MBIIICYHBIX  BOJIOKOH,HEPE3KO
BBIPXEHHBIA MEJIKOOYAroBhIN KapJUOCKIEPO3,3HI0Kap] HE3HAUUTEIBHO YTOJIICH
3a CYET HOBOOOPA30BAHMSA COCAMHUTEIBHONW TKAHU MPEUMYIIECTBEHHO B JIEBBIX
oraenax). OCHOBHOE 3a00JI€BaHHE OCIIOKHWIOCH BhIpaKeHHBIM JIBC-cuHIpoMm,
OCTPBIM JKETYJJOUYHO-KUIIEYHBIM KPOBOTEUEHHEM M OCTPOW MOCTIE€MMOpPAru4ecKon
anemueil. IlommopranHas HeEIOCTaTOYHOCTh BBICTYNWJIA Kak HEMOCPEICTBEHHAs
NpUYMHA CMEPTH peOeHKa.

Jlumepamypras cnpaska no KiuHu4eckomy Hao.ooeruo Nes

PectpuxtuBHas kapauomuonatus (PKMII) - peakoe 3abosieBaHue MUOKapa,
XapakTepu3yrolleecs HapylUIeHUEM HJIaCTUYECKUX CBOMCTB SHJIOMUOKapaa, B
pe3yJbTaTe KOTOPOro PE3KO CHIXKAETCS PACTSHKMMOCTh PUTHAHBIX CTEHOK CEpAla;
MOCJIEAHEE MPUBOJUT K HAPYIICHUIO HOPMAJIBHOTO JIHACTOJIMYECKOTO HANOJIHEHUS
ero mojoctei. Ilpu 3TOM 00BEMBI MOJOCTEM W TOJIIMHA CTEHOK >KEIIyJI0YKOB
CYILIECTBEHHO HE M3MEHEHbl. B OCHOBe 3a00JieBaHUS JISKUT PACHpPOCTPAHCHHBIN
MHTEPCTUIMANIBHBIA (UOPO3 SHAOKApAAa M CYOdIHIOKApIUATIBHBIX CIIOEB MHOKapaa
(«?HIOMHOKAPIUATBEHBIN PUOPO3»).

OnuaeMuonorusi: 3a00JieBaHME BCTPEYACTCS B PA3IMYHBIX  BO3PACTHBIX
rpymmax, Kak cpey B3pOCIbIX, TaK U cpeau aeteit (ot 4 go 63 ner). Yamie Ooneror
JI€TH, TOJPOCTKA M MOJIOJIbIE MY>KUMHBI, Y KOTOPBIX 3a00JIeBAHUE HAYMHACTCS
panble u nporekaer Tsokenee. Ha nomo PKMII npuxoaures 5% Bcex BapuaHTOB
Kapauomuonatuii. Bo3MokHbI ceMeliHble cityyan 3a001eBaHusl.

Knaccudpuxanuss PKMII: u3 BoigeneHHbix B kiaccupuxkauuu 1995 r. nByx
dbopm PKMII, mnepsas, nepBUYHO MHOKapAHaIbHAasA, MPOTEKACT C H30JIUPOBAHHBIM
MopakeHUEM  MHOKapaa  (QaHAJOTMYHO  TAaKOBbIM  MpU  AWUIaTAllMOHHOU
KapJIMOMHOIIATHH); BTOpAas, SHIOMHUOKapAHaIbHAs, XapaKTePU3yeTCsl YTOJIICHUEM
SHAOKAp/Ia U UHPUIHTPATUBHBIMUA, HEKPOTUUECKUMU U (PUOPO3HBIMU U3MEHECHUSIMHU
B MBIILILIE CEp/La.

[Ipu osHIOMUOKapAMAIbHOW (OpME U  BBIABICHUH  SO3UHODUIBLHOMN
UHOUIbTpaIMu MHUOKapaa 3a00JeBaHME PACIEHUBAIOT Kak (PuOporuIacTuIecKuit
sHpokapaut JI€pdaepa. B ciydae oTcyTcTBHS 203MHODUILHON HMHPWIBTPAIIUN
MHOKapaa ToBopAT 00 3HAOMHOKapaAuanbHOM (puodpose [»Buca. CymiecTByeT Touka
3pEHUS, YTO 03UHOPUIBHBIN IHIOKAPIUT U SHIOMUOKAPIUAIbHBIA PUOPO3 - cTaauu
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OJTHOTO M TOTO e 3a00JIeBaHMsl, BCTPEUAIOIIETOCs IITaBHBIM 00pa3oM B TPOIUYECKHUX
ctpanax FOxxnoi Adpuku u JIaTHHCKOH AMEpPUKH.

B T0 ke Bpems, InepBUYHAs  MMOKapJIuajbHas  PECTPUKTHUBHAs
KapJUOMMOIIATHsA, JUIsi KOTOPOM HE XapaKTepHbl W3MEHEHMS DHHAOKApAa |
703MHO(UIBHAS MHOUIBTPALUS CEpJACYHOM MBIIIIBI, ONHCAHA B CTPAaHaxX JAPYrux
KOHTMHEHTOB, B TOM 4HCI€ M B YKpaumHe. B 3Tux ciydasx npu THIaTEIbHOM
oOciieIoBaHUM, BKJIIOYABIIEM OMOIICHMI0 MHOKapjJa M KOpoHaporpaguio, Wid Ha
BCKPBITHM HE YJIaBalOCh OOHAPYKUTh Kakue-TuOo CcHenu@uueckue H3MEHEHHUS,
OTCYTCTBOBAJIM  aTE€pPOCKIEPO3  KOPOHAPHBIX apTEPUd U KOHCTPHUKTHUBHBIN
nepukapAauT. IIpy rUCTOJOrMYECKOM HCCIEAOBAHMM Y TAaKUX OOJBHBIX BBIABILUIN
MHTEPCTUIIMANBHBIN (HUOPO3 MUOKap/a, MEXaHU3M €r0 Pa3BUTHUSA OCTAETCS HESCHBIM.
Takyto popmy PKMII BcTpeyaroT kak y B3pOCibIX, TaK Uy JIETEH.

bone3snbr MoxeT OBITh HAMONATHYECKON (MEPBUYHON) WIM BTOPUYHOM,
00yCIIOBIEHHON WH(UIBTPATUBHBIMU CHUCTEMHBIMU 3a00JIEBaHUSIMU (HAIIpUMED,
aMWJIOU/I03, TE€MOXpOMarTo3, capkouzo3 u ap.). IlpeamonararoT reHETHYECKYIO
JETEPMUHUPOBAHHOCTh OOJIE3HU, OJTHAKO XapaKTep M JIOKAIMU3alMsl T'€HETUYECKOTO
nedexra, Jiexallero B 0CHoBe (puOpoIIacTUYeCKoro npouecca, oka He BBISICHEHBI,
Cropaguyeckue ciy4al MOTYT OBITh CIIEJCTBUEM ayTOMMMYHHBIX IPOLECCOB,
CHPOBOLIMPOBAHHBIX IEPEHECEHHBIMU OaKTEPUAIBHBIMU (CTPENTOKOKKOBBIMH) U
BUpYCHbIMH (3HTepoBUpychl Kokcaku B miam A) mnm mapazutapHbIMU ((PUIIPHO3)
3a0oneBanusiMd. OpHa U3  WIASCHTU(OUUHUPOBAHHBIX MPUYMH  PECTPUKTUBHOU
KapJMOMHOIIATHH - TUIEPIO3UHODUIBHBIN CHHIPOM.

[Ipn »HHOMUOKAapaMaNbHOW (opMe Benymas poiab B pa3sutun PKMII
MPUHAAJICKUT HAPYLIEHUSIM UMMYHUTETA C TUNEPIO3UHO(UIBHBIM CHUHJIPOMOM, Ha
(¢boHE  KOTOpPOro  BCIEACTBUE  HWHOUIBTpAMU  JETPaHyJIUPOBAaHHBIX  (QopM
703MHOQUIIBHBIX  TPaHYJOIMTOB B  JHAOMUOKApA  (popmMupyrTcs  rpyOsbie
Mopooruueckue HapylleHHUs CTPYKTYpbl cepAla. B matorenese nMmeer 3HaueHHE
aepumt T-cynmpeccopoB, MNPUBOAAIIMI K THIEPIO3MHO(DUINM, AeTpaHyIsIUHU
H03MHO(UIBHBIX TPAHYJIOLUUTOB, YTO CONPOBOXKIAETCS BBIJCICHUEM KAaTHOHHBIX
OENKOB, OKa3bIBAIOIIUMX TOKCHUYECKOE JCHCTBHE Ha KJIETOYHble MeMOpaHbl U
(GepMeHTbI, y4acTBYIOLIME B JAbIXaHMM MUTOXOHAPHUH, a Takke TPOMOOIeHHOE
JIEHUCTBUE Ha TOBPEXKIEHHBIN MuoKapj. [loBpexnaronue (akTopsl TpaHyl
H03MHO(DUIBHBIX TPAHYJIOLUUTOB YAaCTUYHO HACHTU(ULIMPOBAHBI, OHM BKIIIOYAIOT
HEUPOTOKCHHBI, H03MHOPUIBHBIA O€OK, UMEIIHUA OCHOBHYI pEaKIHIo, IO-
BUJIMMOMY,  TOBpEXAAIOUIMI  3nuTenuaibHble  KieTku.  HeitpodunbHbie
I'PaHYJIOLUTHI TAKKE€ MOTYT OKa3bIBaTh MOBPEXKAAIOIIEE IEHCTBHE HA MUOLIUTHI.

BenenctBue  sHaoMuokapauanbHoro  ¢ulOpo3a wiM  MHQUIBTPATUBHOTO
MOpaXEHUsI MHUOKapJa YMEHBIIAETCS MOAATIMBOCTD KEITYJOYKOB, HAPYIIAETCA UX
HAaIllOJJHEHHWE, 4YTO MPHUBOJAUT K POCTY KOHEYHOTO JHACTOJWYECKOTO [aBJICHMS,
Ieperpy3ke M IWaTaluu MPEeACcepanid U JIErOYHOM runepTeH3uu. CUucTomyecKast
byHKIUS MHOKapAa JUIMTEIbHOE BpeMsl He HapyllaeTcsi, He OTMEUAIoT U JuiIaTaluu
xKenmynoukoB. TonuHa MX CTEHOK OOBIYHO HE YyBelIMYeHa (3a HCKIIOYEHHEM
aMHJIOU103a U TUM(OMBI).
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B nmanpneiimmeM mnporpeccupymoomuid  GuOpo3 SHAOKApAA MNPUBOAUT K
HApYUIEHUIO JMACTOIMYECKOM (GYHKUMM ceplla U PpPa3BUTUIO PE3UCTEHTHOM K
JICYEHUIO XPOHUYECKOU CEPJIEYHON HEJOCTATOYHOCTH.

3aboneBaHue JUIMTENBHOE BpeMsi MPOTEKaeT CYOKIMHMYECKH. BrlsiBieHue
NaTOJIOTUM  OOYCJIOBJIEHO PAa3BUTUEM  BBIPAKEHHBIX CHUMITOMOB  CEpIACYHOU
HegocTtarouHocT. KimHuueckass kapTtuHa 3aBUCUT OT Tskectd XCH, oObr4HO C
npeoOiamanueM 3acTos B OosiblioM Kpyre KpoBooOpamenus; CH  ObicTpo
nporpeccupyeT. OOHAapyKMBAIOT BEHO3HBIA 3aCTOM KPOBH HA IYTSAX IMPUTOKA K
JeBOMY M TipaBoMy kenygoukaM. K xapaktepubim xanob6am npu PKMII otHOCST:
c11a00CTh, TIOBBIIICHHAS YTOMJISIEMOCTD; OJBIIIKA MPU HE3HAYUTEIbHON (PU3nUIecKon
Harpy3ke; Kallellb; YBEJIINYECHHE )KUBOTA; OTEKH BEPXHEU MOJIOBUHBI TYJIOBUIIA.

Knmuanueckne mposiBieHus Ooyie3HHM dYamie OOYyCIIOBICHBI  Pa3BUTHEM
HEJOCTATOYHOCTH KPOBOOOPAILEHUS, MPEUMYIIECTBEHHO IO MPaBOXEIyA0YKOBOMY
TUIY, @ HApPYIICHHs Ha MYTAX BEHO3HOTO IMPUTOKA K OOOUM >KeIyJAouYKam
COTIPOBOXAAIOTCS MOBBIINICHUEM JaBJICHUS B MaJloM Kpyre kpoBooOpaieHus. Ilpu
OCMOTpPE OTMEYAIOT MAaTOJIOTUYECKUN pyMsiHell, HaOyxaHWe IIEWHBIX BeH, Ooiiee
BBIDQXKEHHOE B TOPHU30HTAIILHOM moJiokeHuu. [lynbc crmaboro HamoJHEHWs,
CUCTOJIMYECKOE apTEpPUaIbHOEC JABICHUE CHM)KEHO. BepXyIIEeuHbI TOJIYOK
JIOKQJIM30BaH, BEPXHsSA IpaHUIla CMEIIEHa BBEPX 3a CYET arpuoMeranuu. 4Yacro
BBICITYIIMBAIOT «PUTM Tajola», B 3HAYUTEIbHON YaCTH CIIy4acB - HEMHTEHCUBHBIN
CHUCTOJIMYECKUM IIIYyM MUTPAJIbHOM WM TPUKYCOUIAIBHOW HEAOCTATOYHOCTH.
['emaTomeranust 3HaYUTENIBHO BBIPAXKEHA, MEYEHb IUIOTHAsI, Kpal ocTpeii. Hepenko
oTMedaroT nepudepuyeckre oréku, acuut. [Ipu BeipaxkeHHod CH aycKyJabTHBHO
BBICTYIIMBAIOT MEJIKOITY3bIPYATHIE XPHUITbI HAJI HUYKHUMHU OTAEJIaMU 000UX JIETKUX.

[Ipu OKI' perucTpupyroT NpU3HAKK TUNEPTPOGUH TOPAXKEHHBIX OTIEIOB
ceplla, OCOOEHHO BBIPAXKEHHYIO MEperpy3Ky mnpeacepauil. Hepeako ormewaror
camwkenne cermenta ST u nHBepcHuto 3yona T. Bo3aMokHBI HapyIIeHHs pUTMa cepra
Y MPOBOJIMMOCTHU. XapaKTepHa TaxXUKapausl.

[Ipu pentreHorpaduu rpyIHON KIETKUA pa3Mephl CEP/Illa HEMHOTO YBEJIUYEHBI
WA HE U3MEHEHBI, OTMEYAIOT ATPUOMETAJIMIO 3a CUET AWIATalUU NPEACEPIni U
BEHO3HBIN 3aCTOM B JIETKUX.

Oxokapauorpaguueckue MPU3HAKKA TAaKOBBI: CHUCTOJMYECKash (PYHKIUS HE
HApYyLICHA; BEJIIMYECHA IPEICEPANN BBIPAXKEHA; YMEHBIICHUE IOJIOCTH KEIYyAOUYKOB;
(yHKIIMOHATBHAS ~ MUTpajJbHas  W/WIM  TPUKYCNHAAJIbHAs  perypruranus;
PECTPUKTUBHBIA TUI  JMACTOJMYECKOW JuCcPyHKUIUM (YKOPOUEHHE BpPEMEHU
M30BOJIIOMHYECKOTO pacciabiieHusl, YBEJIMYEHHWE TIMKA pAHHEro HAaIlOJIHEHHUS,
YMEHBIIIEHUE MHKA MMO3AHETO MPEICEPAHOTO HANIOJIHEHUS JKEIIYAOUYKOB, YBEIUYEHNE
OTHOUIEHUS! PAHHETO HAIOJIHEHUS K TMO3AHEMY); MPU3HAKU JIETOYHOM TUIEPTEH3UU;
YBEIIMUEHHUE CTEHOK CepALa.

OxoKI' mo3BOJISIET MCKIIOYHUTHh AWJIATALIMOHHYI0 U THUIEPTPOYUUECKYIO
KapJIUOMHONIATUH, HO  HEJOCTaTOYHO  HWH(MOpPMATHBHA  JJIs1  WCKIIOUYCHUS
KOHCTPUKTUBHOTO MEPUKAPINTA.
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Komnreiorepaast Tomorpadust U siaepHasi MAarHUTHO-PE30HAHCHAsT ToMorpadus
UMEIOT  3HayeHue il AuddepeHuuarbHOM  AMArHOCTUKU — PEeCTPUKTUBHOU
KapJIMOMUOINIATUM C KOHCTPUKTUBHBIM [EPUKAPAUTOM, TO3BOJSIIOT OLECHUTH
COCTOSIHUE JIMCTKOB MEPUKAPA U UCKIIIOUUThH UX KAIBIIUHO3.

Karerepuzauuio cepama mOpoBOAAT IS ONPEAEIICHUS TE€MOAMHAMHUYECKUX
nokasarenieil. JlerouHoe aprepuanbHOE JaBiieHHE OOBIYHO MOBBIMIEHO. KoHEYHO
IUACTOJINYECKOE AABJICHUE B JIEBOM M MPABOM JKEIYAOYKAX YBEJIWYEHO, B JIEBOM
KETyJ0UYKEe KOHCUHO JUACTOJIMYECKOE JIaBJIeHHE OOBIYHO BhIIIE (Ooee 5 MM pT.CT.),
YeM KOHEYHO JMACTOINYECKOE JABJICHUE B IPABOM KEITYTOUKE.

OHJIOMHOKApAUAIBHYI0 OHONCHI0 MTPOBOJAT MJIA YTOYHEHHS STUOJIOTHU
PECTPUKTUBHOMN Kapanomuonatuu. OHO MO3BOJIAET BBIIBUTH (GUOpPO3 MUOKapaa Mpu
UIMONATHYECKOM MHUOKapauaibHOM (ulpo3e, xapakTepHble HW3MEHEHHUS MpH
aMHJION03€, CAPKON03€ U TEMOXPOMATO3E.

Metonuka Oosiee nH(pOpMATHHA Y B3POCIHBIX, YEM Y JIETEH U €€ MPUMEHSIOT
pEeAKO B CBA3M C WHBa3MBHBIM  XapaKTE€POM, BBICOKOH CTOMMOCTBIO H
HEO0OXOJUMOCTBIO B CIIEUATBHO 00YUYEHHOM IEPCOHAJIE.

PKMII muddepenuupyor B MHEpBYHO oOdepedb C KOHCTPUKTUBHBIM
IepUKapAUTOM. JlJIsl 3TOTO OLICHUBAIOT COCTOSIHUE JINCTKOB IEpUKApPIa, UCKIIOYAOT
ux KanbuHo3 ¢ nomoiunsio KT. IIpoBoasT Takxke auddepeHnnaabHy0 AMarHOCTUKY
mexay PKMII, BbI3BaHHBIMU pa3HbIMU NMpUYMHAMU (IpU OOJIE3HSX HAKOIUIEHUS -
reMOXpoMaTo3e, aMHIION103€, CApKOU03€, IITMKOT€HO03aX, JTUMU103aX).

JlnarHo3  «peCTpUKTHBHAs KapJAUOMHUOMNATHs» CTaBAT Ha OCHOBaHUU
CEMEHHOT0 aHamMHe3a, KIMHUYECKOM KapTHHbBI, pe3yJbTaTOB  (PU3NYECKOIO
o0cnenoBanus, nanHbix DKI', OxoKI', peHTreHorpaguu opraHoB rpyJIHOW KIIETKH,
KT nnu MPT, a takke KaTeTepu3aluu Ceplla U HAOMUOKAPAUAIBHOU OUOINCHH.
JlanHble  ja0opaTOpHBIX — HcclenoBanuii  ManmouHpopmatuBHbl.  [logo3peBath
PECTPUKTHBHOE MOPAKEHUE MHOKapAa cJieayeT y OOJNBHBIX € XPOHHUYECKOM
CEpJIEYHON HEIOCTATOYHOCTBIO MPU OTCYTCTBUH IJWJIATALMU M PE3KO BBIPAKEHHBIX
HapyIIEHUN COKPATUTENIbHON (DYHKIIMH JIEBOTO KEITyA0UKa.

Yacto BBIABIAIOTCA  Pa3iiMyHble apUTMHUU U TPOMOOSIMOOJIMYECKHE
ocnoxxaeHus B MKK u BKK, uctounnkamu KOTOPBIX CTy>KaT TPOMOBI B KEITyJ0UKaX,
a ipu pubpUsUIAIIUK nIpeacepauit — u B npeacepausx (Siegel R. Et al., 1984).

JlnurenbHOe BpeMs 00J1€3Hb TeUET UCIOBOJIb, MEAJIEHHO U HE3aMETHO IS
OKPYXaIOIUX U poauTeneid. JleTn anurenbHOoe BpeMsl HE MPEeabsABISAIOT kanod. O
JABHOCTH 3a00JI€BaHUsl CBUAETENILCTBYET 3HAUMTEIBHOE OTCTaBaHHE B (DPM3HMUECKOM
Pa3BUTHH.

JleyeHne pECTPUKTHUBHOM KapAHMOMHOINATUU y JAeTeil Manod(PeKTUBHO,
BPEMEHHOE YJIyUYIlIEHWE HACTYNAeT MPHU NPOBEJICHUN TEPANIEBTUUECKUX MEPONPUATUNA
B paHHME CPOKH OT Hayaia 3a0osneBaHusi. [[poOBOAST CHUMIITOMATUYECKYIO TEPAIUIO B
COOTBETCTBUHM C OOIIMMHU TNPUHIUIAMH JICYECHUS CEpACYHONW HEIOCTAaTOYHOCTH B
3aBUCHUMOCTH OT TSDKECTH KIMHUYECKHX TMPOSBICHUM, TpU HEOOXOAUMOCTH -
KyIIMPOBaHUE HAPYLIEHUI CEPJIEYHOrO0 pUTMA.
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EnvHCTBEHHBIN paauKalIbHBI MeToA JedeHus uauonatndeckorn PKMII —
TPaHCIUIAHTALUS CEPALIA.

[Iporno3z PKMII y nereit gamie HeOaaronpusTHbIM, OOJbHBIE YMHPAIOT OT
pedpakTepHOl XPOHUYECKOW CEpIEYHOM HEIOCTAaTOYHOCTH, TPOMOOAIMOOIUU W
IPYTUX OCJIOAKHEHHU.
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MABA Il. CJOXHbBIIA DAIIMEHT B IIYJbMOHOJIOTMA

Kianan4yeckoe Haoonenue Ne 6

Manbuuk P., 4-x ner,Haxoawics Ha OOCJEIOBAHHM B ITyJIbBMOHOJOTHYECKOM
orneneHuu. Ilpu mnocTtymieHMM MaTh peOeHKa MpeAbsBIsia KAIOObl Ha
3aJI0’)KEHHOCTh HOCA, JJIUTEIbHBIN Kalllellb, YaCThIe MPOCTY IHBIE 3a00JI€BaHNUA.

U3 anamnesa owcuznu u 3abonesanusi U3BECTHO, YTO PEOEHOK OT TPEThEH
OEpEMEHHOCTH IYTEM 3KCTPaKOPIOPAIbHOIO OIUIOJIOTBOPEHHUS, MPOTEKABIIEH Ha
¢boHe yrposbl TmpepbiBanus B 1 Tpumectpe, TpombodraeduTa (JieueHue
¢paxcunapuHom). 1 OGEpeMEHHOCTb - UCKYCCTBEHHBIN abOpT 10 KEJIaHUI0 MaTepH, 2
OepeMEeHHOCTh — CaMOIIPOM3BOJIbHBIM a0OpPT Ha paHHUX cpokax. Ponpl mepBbie B
cpoke 39 Hexmenp recraluu, IMyTEM ONEPALMM KecapeBO ceueHus. Macca Tena npu
poxnaenun 4010 rp. 3akpuuan cpazy. Beimucan pomoii Ha 10 cyT. B
YIIOBIIETBOPUTEIILHOM COCTOSIHUU. PacTeT u pa3BUBaeTCsI COOTBETCTBEHHO BO3PACTY.
[IpuBuT no xanexaapro. ['pynHoe BCckapmiMBaHuE 10 7 MecsueB. AJIEPrHYECKHM
aHaMHe3 He oTsrouieH. Mate — 48 ner, crpagaer TpoMOO(iIeOUTOM BEH HUKHHUX
koHeuyHocTter. Oten — 49 ner, mmkBumatop YADC, cpeam XpOHUMYECKHX
3a001€BaHUM: TUCHUPKYISATOPHAA 3HIEPATONATHSI, JUCKUHE3US KETUEBBIBOIALINX
nyTeu, si3BeHHast 00yie3Hb 12-MepCcTHON KHILKH, Ba3OMOTOPHBIA PUHUT, B aHAMHE3E
XpOHUYECKUNA OpOHXUT. Y 0a0ylIKu MO MaTepUHCKOW JIMHUU — pak SHMYHUKOB
(ymepna B 60 ner), y AeAyHIIKH IO MAaTEPUHCKON JTUHUU — MATOJOTUs COCYI0B (yMep
B 68 mer). Y mpababymiku 1Mo MaTepUHCKOW JHHUM — yMep pPeOCHOK B paHHEM
Bo3pacTte (0e3 yTOYHEeHHs BO3pacTa U MPUUKHBI). Y JAEAYIIKH IO OTIHOBCKOW JTUHUM —
pak MpeACTaTEeIbHON XKEJIE3Bl.

Cunraercs 00JIbHBIM C 3-X JIETHETO BO3pacTa, KOrja 1nocjie Hayaljia MoCeleHus
JIETCKOTO Cajia OTMEYAINCh YaCThle pecrupaTtopHbie 3aboneBanus (7-8 pa3 B roj),
Opouxutsl (3-4 paza B r101a), (PApUHTUTHI, PUHUTHI, OTUT, KOHBIOHKTHUBHUT,
XapaKTepU3yIOIIMecs: 3aTSHKHBIM TeYeHUueM. B rpynHoM Bo3pacTe OTMEYalUCh
3aMnopsl, 3MU30/bl OJECTAIIET0 KUPHOTO CTyJa Kaluieoopa3Hoi koHcucTeHuu. Ha
MPOTSDKEHUH TIOCIEIHEro roja MEepPEeHOCUT 3-XKpaTHO MHEBMOHHMIO. B rpyaHOM
BO3pacTe HaOJIofancs y HEBpoJora Mo MOBOAY TuApoledanbHOro CHHIpPOMA,
CUHApPOMAa TOHYCHBIX HApYIIEHWH, CUHApPOMA MOBBIIIEHHON HEPBHO-pe(IIEKTOPHOM
B0o30Oyaumoctu. [lepenec BeTpsiHyto ociy.

Ilpu  nocmynnewuu B CHEUMAIU3UPOBAHHOE  OTJIEJICHUE:COCTOSIHUE
YAOBJIETBOPUTENBbHOE. CaMOUyBCTBHE HE HAPYIIEHO — MAJIbYMK AKTUBHBIN, JOCTYIIEH
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KOHTakTy. TemmepaTypa Tesa Ha HOpMalbHbBIX IU(pax. Macca Tena 18 kr. Poct 110
cm. Y J1 24-25 B munyty. UHCC 100-115 B munyty. Catypanus kuciaopoaa 96-97%.
O6bem JIBUTaTEIIbHOW AKTUBHOCTH JOCTAaTOYHBIN. Tonyc MBIIIII]
YIOBJIETBOPUTENBHBIN. OTekoB HET. Typrop TKaHeWl ymOBIETBOPUTENbHBIN. ['osioC
rpoMkuid. TenocnoxeHnue npaBuiibHOe. DU3MUECKOE pPAa3BUTHE CpPEIHEE IO Macce,
pocTty, rapMoHuW4yHOe. [loIKOXHO-)KMpOBasi KJeT4YaTKa pa3BUTAa JOCTATOYHO,
pacnpeneneHa paBHoMepHO. Ko)kHble TIOKpOBBI — Ojie/HbIE, CBOOOJHBIE OT
BbIchInanuil. IlepuopOutanbHple TeHH. MUKPOUUPKYISITOPHBIE HAPYILICHHS HE
BbIpakeHbl. ClM3UCTasi 3€Ba pPO30Basi, BIAXHas, 4YUCTasd. PBIXJIOCTh MUHIAIMH.
[TanpnupyroTcst moauentoCTHBIE TUMGOY3Ibl — 10 1 ¢cM B auameTpe, mepeaHe- M
3agHelnenple, naxoseie — 10 0,5-0,7 cm B aumamMmeTpe, MOJBUXKHBIC, HECHASHHBIE,
6e3001e3neHHble. HocoBoe npIxaHue 3aTpyJHEHO, CIAM3UCTOE oTaensemMoe. I pyaHas
KJIeTKa UWIHHIpUYecKoH (opmbl. llepkyTopHO JIerOYHBIA 3BYK C KOPOOOYHBIM
OTTEHKOM. AYCKYJIbTAaTUBHO XeCTKoe abixaHue. Obnactb cepama 0e3 BUIAMMBIX
nedopmanuii. ['paHUIIBI OTHOCUTENIBLHOM Cep/IEYHOM TYIIOCTH B IIpeiesIax BO3PACTHOM
HOpMBI. TOHBI cepAlla pUTMHUHBIE, TPUTITYIICHBI. SI3bIK BIa)KHBIN, 00105KeH OeIbIM
HasneTtoM. JKHBOT MSTKHI, JOCTYyNEH nanbhanuu, 6e30one3Henssii. [leuens +1,5 cm
HUKE Kpas peOepHOW ayrd, Kpail anacTuyHbli, Oe300ne3HeHHbId. Celie3eHKa He
nansnupyerca. Cryn ogopmiieH, 0e3 MaToJorMyeckux npumecei (MepruoaYecKu
OTMEYAlOTCs 3MU30/bl 3anopoB). Cumnrom [lacTepHankoro oTpuLIaTeabHbINA ¢ 00ENX
cTOpoH. Moueucnyckanue cBo0o1HOe, 0e3001e3HeHHoe. J{nype3 aaeKBaTHBIN.

annvie dononHumenvbHvix uccied08aHull.

— KnunHunueckuii ananus Kposu: reMornoous — 112 r/m, sp. — 3,7x10%2/n, petnk. —
8%o,TpoM06. —303x10%m,nefikon. — 8,4x10%1, 703. — 1%, n/a — 1%, c/a — 27%,
mumd. — 66%, moH. — 5%, COD — 3 mm/4ac.

— Knununveckuit anann3 Mouu — 6€3 0COOEHHOCTEH.

— T'enbMUHTHI ¥ IPOCTEHININE B Kajie He OOHAPYIKEHBI.

— buoxumuueckoe uccienosanue kposu: AJIT — 0,13 (N=0,06-0,14 mmomn/u-1),
ACT - 0,12 (N=0,06-0,14 mmonb/u-i); B-munonporenasr 32 (Hopma 35-55),
xonectepud 4,4 (HopMma 3,15-6,29), menounas docdaraza 2800 (Hopma 1200-
6300), 6emox kpoBu — 74,3 /1 (N=65-85 /1), rtoko3a kpoBH 5,08 MMOJIB/I.

— OctpodazoBsie mokazarenu: cuaioBbie kuciaotsl — 80 ea. (Hopma mo 200 ex.),
rantorio6un 0,8 (Hopma 0,7-1,4), CPb — otpwuil.

— HMmmyHONOrnyeckoe McclieqoBaHue KpOBH: JeHKouuThl 7,6 Thic. (HOpMa 7,8-
9,8), wmeiitpopuner 58% (Hopma 49-56%), 4,40 ThIC. (HOpMa 3,8-5,7),
aumbonuthl 42% (Hopma 43-51%), 3,20 Teic. (3,35-5,0),CD3 64% (HopMma 62-
69%), 2,05 teIc. (HOpMa 1,8-3,0), CD,; 40% (mopma 30-40%), 1,28 ThIC.
(mopma 1,0-1,8), CDg 25% (mopma 25-32), 0,80 teic. (Hopma 0,8-1,5), CDys
12% (mopma 8-15%), 0,38teic. (Hopma 0,2-0,6), CD, 20% (21-28%), 0,64
teic. (0,7-1,3), T-mumboruter CD2s 16% (Hopma 10-18), 0,51 ThIC. (HOpMa
0,54-1,36), darouuro3 ¢ mparekcom 59% (Hopma 45-65%), 2,60 Thic. (HOpMa
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1,7-3,6), dar.uucno 3,7 (Hopma 6oxee 1), oomuit komrmemenT CHsg 57 (HopMma
40-80), IUK ¢ 3,5% I1I3T" 6,4 (Hopma 10+2), HCT cnontanusiit 31% (HopMa
9,34+0,4), uHACKC aKTUBHOCTH HeuTpodumioB crontanHeli 0,58 en. (Hopma
0,13£0,006), HCT crtumynupoBanubiii 69% (Hopma 40-80), wuHAEKC
aKTUBHOCTH  HeiTpodmioB  crumynupoBanubii 1,39  en.  (0,5-1,5),
JTu30coMalibHO-KaTHOHHBIE Oenku 0,89 en. (Hopma 1,23+0,015), IgA 0,78 r/n
(mopma 0,57-0,97), IgM 0,98 r/a (mopma 0,44-0,84), 19G 9,44 r/n (Hopma
6,53-10,29).

B o6cnenoBanun nHa TORCH kommieke (Bupycsl repreca | u Il Tunos, [LIMB,
TOXO, Chlamydiatrachomatis, Chlamydiapneumonia,
Ureaplasmaurealyticum, Mycoplasmahominis, Mycoplasmapneumonia)
MeTooM uMMyHodepMeHTHOro aHanmmu3a |QgG  (mapHble CBIBOPOTKH) U
nojuMepasHor nenHou peakuuu. BeisiBnensl AT [gM  k Bupycy OniureliHa-
bappa k kancugHomy 6enky (0,340>K=0,207), AT 1gG k Bupycy DmniireiiHa-
bappa k pannemy antureny (0,340>K=0,207), AT Ig G k nuTomMerajioBupycy
(0,401>=K=0,206).

BakTeproaoruaecKkuii moces u3 3esa u Hoca — S.haemolyticum 10%, Neisseriae
C TeMOJWUTHUecKMMH cBoiictBamu 10%mm, S.aureus 5*10%mn. U3 Hoca -
S.aureus 10*/mu. B.catarrhalis 10%,

Konporpamma - MplliedHbie BOJIOKHA IEPEBAPEHHBIE HEMHOTO, HEUTPAJIBHBIN
KUP MECTaMH, IepeBapruMasi KieTdyaTka MHOTO.

Tpurcux kana - akTUBHOCTh TPUIICHHA B HOPME.

Pe3ynbTaThl NHJIOKapIIMHOBOM NMPOOBI HATPUS TTOTA, MPOBEIEHHON TPEXKPATHO:
65 maka - 70 maka - 74,6 maKa.

Y pTpa3ByKOBOE HCCIIEIOBAHUE: TIEUEHb +2,5 CM, YMEPEHHBIN X0JecTas3. BeHsl
Hopma. KBP mnpaBoit nonn 95 MM, Kocoli BEpTUKAJIbHBIA pa3Mep JIEBOW 10U
36 MM, KOCOM MONEPEUHbIA pa3Mep JeBOro Aoju 24 MMm. JKenuHbIid My3bIph —
TUNIOTOHWYHBINA, CTEHKAa KOHTpacTHa, 3epHHUcTas. [lomkemymgounaspkeneza —
3€pHUCTOCTH MAPEHXUMBI, YMEPEHHAs Auiataius IpoTokoB. Cene3eHKaHopMa.
[Touku — ymepeHHas cojieBasi HHKPYCTaIUsl JIOXaHOK, ypOCTasa HeT.
Oxokapauorpadusi. 3aKkiIrOYeHHe: pa3Mepbl KaMep U COCYAOB B Mpejernax
HOpMBI. AHOManbHas Xopaa JeBoro kemyaouka. CokpaTHTEIbHas
CIIOCOOHOCTH MHOKap/1a yIOBIETBOPUTEIIbHAS.

DNeKTpoKapANOrpaMMa: BapuaHT HOPMBI.

Ha ocHoBaHMM MmaHHBIX NPUBEACHHOTO 00Cien0BaHUS ObUI YCTaHOBJICH

TUArHO3:  peyuousupyrowutl  Opouxum, nepuoo odbocmpenus. XpoHuveckuil
adernououm. Aodenoudmnvie eecemayuu 3 cm. Illepcucmupyrowas BIb-ungexyus.
Jlumpaoenonamus.  Ummynnas HeOOCMAMOYHOCMb NO  KIEMOYHOMY — MUNY.
Heoughghepenyuposannasn oucniazus coeounumenvrou mxanu. Myxogucyuoos?

JlaHbl peKOMEeHIauuu:

e HaOmonenue reauarpa, IYJIbMOHOJIOT A, IreHETHKA, JIOP-Bpaua,

raCTpooHTCpOJI0ra, MMMYHOJIOra.
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o KoHcynbTamus Beenuaan3upoOBaHHOM MEANKO-TEHETHUECKOM IIEHTPE.

e B 1uHaMuKke KOHTpPOJIb MUIOKAPIUHOBOM MpPOOBI, 3JIEKTPOJUTOB KPOBH,
KOIIPOTPaMMbI, HCCIEIOBaHHE XUPOBOTO OOMEHAa, HCCleoBaHHE (YHKIUU
MOJIKEITYJOYHOM KETE3bI
PeGeHok KOHCYNIBTHPOBaH B XapbKOBCKOM CHCITHATM3UPOBAHHOM MEIUKO-

TCHETHYECKOM IICHTPE, TTOJIYICHBI PE3yJIbTAThl IPOBEICHHBIX HCCIEIOBAHMI:
— XJIOpHJIBI TOTa 55,9 MMOIIB/T;
— roMouuctenH kpoBu 10,97 (HopMa 10 5 MKMOJIB/T);
— donuesas kucnota 3 (Hopma 4,6-18,7 Hr/mi);
— raMMa-riIroTamuiITpancnentuaasa 18, 84 (mHopma <18 Exn/m);
— MoueBuHa Moun 241 (Hopma 133-200 Mmmoib/T);
— Jsakraraeruaporenaza423,32 (nopma 0-345 En/n).
— TOHKOCJIOWHast XpomaTtorpadus amMUHOKHCIOT KPOBH M YIJIEBOAOB, YPOBHU
[JIIOKO3bI,  KpeaTuH(GOCHOKUHA3BI, MOUYEBOM  KHUCIOTHI, ACT, AJIT,
OmnupyOuHa, menoyHot Qocdaraspl, oOuiero Oenka, Kaablids, MarHus — B
npeenaax HOPMBI.
— Y3U BHYTpEeHHHMX OpPraHoB: MeyeHb +1-2 cM, Hepe3kue AU Qy3HbIe U3MEHEHUS
napenxumbl. [lepern6 xemunoro my3wips. HeomHopomHast CcTpyKTypa
nopKenynouHon xxenesbl. Cenesenka + 0,5 cm. [louku: nedopmarius moyedHbIX
CHUHYCOB, BEHO3HOE MOJIHOKpoBUE. MeTabonnueckue U3MEHEHUs (BKIIOUCHUS
1,7 mm). Kanuskrazuum 7 mm. Haanmo4euHKH HE YBEJIIMYECHBI.
HeBponorudeckuii cratyc: 4epernHo-mMo3roBasi HHHEpBaIusi 0e3 0COOEHHOCTEH;
JIETKast TUTIOTOHUS MBI, pe(IeKCh CPeTHEH )KUBOCTH, O€3 Pa3HHUIIBI CTOPOH.

B ma6oparopuu CIIA (CYSTICFIBROSISTESTXTAGR Cystic Fibrosis Assays)
BbIsiBIIeHAa MyTammst 711+1G>A

VYcraHoBieH AuarHos: Mykoeucyudos, ne2ounas ¢opma, Jnezkoe meyeHue.
Hapywenue obmena cepocodepacawux aMUHOKUCTIOM, 2UNEPSOMOYUCTIEUHEMUS.
Xponuueckuii aoenououm. Aoenouonvie secemayuu 3 cm. Ilepcucmupyrowas BOb-
ungpexyus. Jlumpaoenonamus. Hmmynnas HeoOCmMamouHOCmMb NO  KIEMOYHOMY
muny. Heoupgepenyuposannas oucniasus coeOuHumenvbHol mrkaHu.

Pexomenn0oBaHO:  aUeTOTEpanuvs, PalMOHAIbHBIN IIUTBEBOU  PEKUM.

Kuneszorepanus — exeqHeBHO. MeIMKaAMEHTO3HO:

- nupugokcanb-pocdar 1 karncymna B cytku Ne2(

- (onamun ' Tabnetku B cyTku No2(

- cromak-cynnopt (Buranaiin) 1 kancyna B cytku Ne20

- HaOmOJeHNE Y MyJIbMOHOJIOTa;

- KOHTPOJIb  KONPOTPaMMbI,  OaKTEPHOJIOTHYCCKUX  IOCEBOB  MOKPOTHI,
OMOXUMHUYECKHX TTOKa3aTesield KPOBH;

- HaOJIIOJIeHHE B JUHAMUKE.

B nanpHeimem peOCHKY MpoBeIcHA KOMIBIOTEpHAs TOMOrpadus OpraHoB
ITPYAHOM TOJOCTU — BbIsABIEH (UOpPO3 HUNKHEH JOJM TPaBOro JIETKOro C
MHOKECTBEHHBIMU OPOHXOAKTa3aMH C 00EUX CTOPOH.
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Takum o00pa3oM, OaHHBIA KIMHUYECKUH TPUMEpP WUIIOCTPUPYET Cclydai
JEero4Hoi (opMbl MYKOBHUCLH/03a, NMPOTEKAIOIIMNA MO MACKOW pEelUAUBUPYIOIIEH
pECIMPATOPHO MATOJIOTUH, C HE HAPYIIEHHOW (PYHKIIMEH MOIKEITyA0UHON HKEJe3bl.

Huxe npuBoaumM npumMep No3AHEH TMarHoOCTUKU MYKOBUCIIA03A.

Pebenok 0., Mmanbuuk, npu oOparieHuy pedeHky o110 17 Jer.

JKanobwl Ha CHIKEHHE Beca M POCTa, OABIIIKY, 0J€IHOCTh KOXKHBIX MTOKPOBOB,
c1a00CTh, CHUKEHHUE allleTUTA.

U3 anammnesa orcuznu: peOCHOK OT BTOpPOH OEpeMEHHOCTH, MPOTEKaBIIEH Ha
¢done yrpo3sl mpepbiBaHUs, aHEMHUU. POJIbI BTOpbIE CPOUYHBIE 4Yepe3 €CTECTBEHHBIC
ponossie yTH. Bec nipu poxaennu 2900 rp., poct 52 cMm. HeonatanpHbii niepuon co
CJIOB MaTepu mpotekan 6e3 ocobennocteil. [Ipukopmsl B cpok. [Ipodunaktuueckue
MIPUBUBKU TMPOBEJAEHBI MO KajleHAapro Oe3 ocinoxHeHud. Pogurenu: mate 51 ron,
3J10pOBa, OTell, 53 roja, 310poB, Opat 21 roj, 310pOB.

C poxnenus y pebeHka oTMedancss HHPEKIHOHHO-BOCHAIIUTENbHBINA CUHIPOM
C TOpak€HUEeM opraHoB JpixaHuss B Bujge OP3, TOH3WLIUTOB, OpPOHXUTOB,
OOCTPYKTHUBHBIX OpOHXWTOB, MHEBMOHHMH. Kalienb MOCTOSHHBIA C OTXOXJIEHUEM
THOMHOM MOKpOThI. JleueHue dyaiie amMOylIaTOpHOE, PEHTI€HOJIOTMYECKUE CHUMKU
OpPraHOB TPYIHOIN KJIETKH MPOBOJWINCH PEJKO, MHEBMOHUU 3a(UKCHpOBaHbI B 14,
15, 16 ner. Co CTOpPOHBI OpPraHOB MHUIIEBAPEHHS: C POXKICHUS OTMEYAIICS
HEYCTOWYMBBIA CTyJl, B3AYTHE >KMBOTa W 0oy mocie ynorpedneHus numu. C
JOLIKOJILHOTO BO3pacTa OTMeYaeTcsl Ae(UUUT POCTOBO-BECOBBIX Mokazarened. C
MOJAPOCTKOBOTO BO3pPAcTa OTMEUYAETCS BBIPAXKEHHAS CJIa0O0CTh.

B Bo3pacte 13 et peOEHOK HampaBi€H Y4YaCTKOBBIM TNEAHATPOM K
SHAOKPHHOJIOTY B CBSI3U C HU3KOPOCIOCThIO (POCT Manbuuka 134 cM, 4TO COCTaBIISET
-3,8 CTaHAapTHBIX OTKJIOHEHUH JUIsl  JaHHOro Bo3pacta). B pesynbrare
oOcieoBaHusl Obljla HCKIIIOUEHA COMATOTPOITHAsE HEOCTATOYHOCTh U YCTAHOBJICH
JMarHo3 — 3a/iep>kka TeMIOB (PU3MUYECKOT0 U MOJOBOTO Pa3BUTHUS JIEMPUBAIIMOHHO-
KOHCTUTYIIMOHAIBHOTO TeHe3a. JucnankpearnsMm. JudPy3HbIii HETOKCHYECKU 300
Il crenenn, sytupeo3. XpOHUYECKHUA TEKOMIIEHCUPOBAHHBIN TOH3WILIUT. PebeHok
ObLT BBIMKMCAH U3 CTallMOHApa MO HACTOSHUIO MaTepu. PEKOMEH0BaHO KOHTPOJIbHOE
oOcnenoBanue uepes 3 mecsiia. PebeHok Ha 00cie10BaHue HE TTOCTYIIHIL.

B 14, 15, 16 gmer mnepeHec MHEBMOHHMH, JCUWICS aMOyIaTOPHO.
KoHcynbTHpoBaH  (TU3MAaTpOM,  MYJBMOHOJIOTOM,  OBUIO  PEKOMEHIOBAHO
TOCIUTANIM3ALMS B CTallMOHAp C Lenblo obOcienoBaHus. OIHAKO POIUTENN B
CTalMOHap HE 0OPATUIIHCH.

Ilpu ocmompe: coctosiHHE peOEHKa TSKENoe, OOYCIOBJIEHHOE THUIOKCHEM.
[IpeabsiBasier »xamoObl Ha ClabOCTh, BSUJIOCTh, CHUXEHUE anmneTuTa. PeOeHok
MOHMKCHHOTO0 mHTaHus. Macca Tema 48 xr, poct 156 cm (-2,5 craHmapTHBIX
OTKJIOHEHUW MJisi JAaHHOrO Bo3pacta), Bec 31 kr, WHAEKC Macchl Tena 12.7.
[ToakoXHO-KUPOBOK clOM  pe3ko ucTtoH4eH. Jlepopmanus TrpymHON KIETKH,
UCKpHUBJICHHE MM03BOHOUYHMKA. KoHIeBble (anaHru pyk u HoOr nedopMHpoBaHbI B
BUJIe «OapadaHHBIX MATOYEK» U «YACOBBIX CTEKOID).
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KoHbIe TTOKPOBBI 3€MIIHCTO-CEPBIC, YUCTHIC, CYXHUE, TeIuble. SI3bIK 0010KeH
OesibIM HaJjeToM, BiaxHbIM. HocoBoe ApixaHue 3aTpyIHEHO, BbIACIICHUS THOWHBIE.
Popma TpyOHOM KIETKHM aCCUMETPHUYHAsl, THUIl ACTEHUYECKUH. Tum AbIXaHus
cmemanubiii.  Jlprxanwe — putmuuHoe. [omocoBoe  apoxaHue — ociablieHo.
Pe3ucTeHTHOCTh TPYAHOW KIETKHM CpPEAUMHOM JMHUM U 10 OokaM cHukeHa. [lpu
CPaBHUTEJIBHOW NEPKYCCUU MPUTYIUICHUE MEPKYTOPHOTO 3BYKA HAJ BCEMU IOJSIMH,
0COOEHHO cieBa. ['paHUIBI JIETKUX COOTBETCTBYIOT BO3PAaCTHBIM  HOpPMAaM.
AyCKyJIbTaTUBHO HaJ JISTKUMH - JIbIXaHHUE OCIa0JIeHO, Pa3HOKATHNOSPHBIC BIIAYKHBIC
cyxue cuctamue xpunbsl. YJJ[ 28 ya.B mun., YCC 100 ya. B muH., catypauus O3
92%, Al 90/60mm.pT.CT.

BusyanbsHo o61acTh cepamna 6e3 maronoruu. ['panuiml cepaia B Hopme. TOHBI
cepAlla pUTMUYHBIE, CUCTOJIMYECKUH IIyM Ha Bepxyiike. JKUBOT HE yBEJIMUYEH, TIPU
najgpnanuu 0e30o1e3neHHbIi. HkHU Kpait iedeHu mo kparo pedbeproit gyru. Ctyn
exeHeBHO, oopmiieH. Modencnyckanue B HopMme. [TonoBas dopmyna: F3 Az P3 Gs,

JlaHHBIE JONOJHUTENIBHBIX UCCIEIOBAHUN:

— KJIMHUYECKUM aHaliu3 KPOBU - JICUKOLUUTO3 CO CIBUIOM JIEMKOLUMTAPHOU
dbopmybl BiieBO, yckopeHHoe COD, aHeMust JIETKOW CTEIEHU;

—  KJIMHWYECKHUH aHaJIM3 MOYH — 0€3 OCOOCHHOCTEH;

— KJIMHWYECKHUW aHAJIN3 MOKPOTHI — BA3Kasi, THOMHOTO XapaKTepa, JICHKOLIMTHI HA
BCE I10JI€ 3PEHHUS], SPUTPOLUTHI - CAUHUYHBIE;

— TPUIICUH Kajla — HOpMa;

— B OMOXMMHMYECKOM aHaju3e KPOBH OOpamano Ha ceOs BHUMAaHHE CHUXKEHUE
YPOBHEH CBIBOPOTOYHOTO K€Jie3a, KalbIUs, XOJECTEPHUHA, MOYCBHUHBI,
MIOBBIIIIEHHUE YPOBHEU OejiKa, MOUEBOM KUCIOThI, aMUJIa3bl. Y POBEHB IIFOKO3BI,
tpursmmnepunos, AJIT, ACT, I'TT, kpearununa, omwnupyouna, KOK, JIJIL,
anpbOyMHUHA - B TIpejieiaX HOPMBI;

— TOpPMOHAJBHBIE MCCIENOBaHUS — HHU3KUUM ypoBeHb W®P-1. VYposens
tupokcuHa, TTI' - B mpenemax HOpPMBI, caxapHas KpUBas C Harpy3kou -
WHCYJIUHOPE3UCTEHTHOCTH;

— npu O0aKTEPUOJIOTMYECKOM HCCJIEAOBAHUM MOKPOTHI BBIJCJIECHBI TPUOBI poOja
Candida,3omotHcThIi cTaUIOKOKK M CHHETHOWHAS TTaJI0YKa.

— Pe3ynemam nunoxkapnunosoii npoovl Hampus noma: 145,5 MMoIib/ 1,

— Pentrenorpadus OT'K (Puc. 2.1):

— Cnuporpadus — o0ctpykTuBHbIe Hapymierus [-11 crenenu.

— Kowmnelotepnas Tomorpadusi opraHoB rpyaHoil mnosnoctu: KT-npusnaku
XPOHUYECKOTO 3a00JI€BaHUSI OPOHXO-JIETOYHOM CHUCTEMBI.

— OKI - cuHycoBasi TaxuKap/ s, BOJbTaXX B HOPME, CHHAPOM «TpeOerKay.

— OxoKI: jgunstanus nOpaBbIX KaMmep cepAlla, TpPaHCTPUKyCHUAAIbHas
peryprutauus | creneHu, npojanc MUTPaIbHOIO KianaHa I creneHu.
PeGeHok KOHCYNIBTHPOBaH B XapbKOBCKOM CIICIIHAIU3UPOBAHHOM MEIUKO-

TEHETUYECKOM IIEHTPE, MOJYyYEeHBl PEe3yIbTaThl MPOBEACHHBIX HCCIIEIOBAHMI:

pe3yabTaT NUJIOKApIUHOBOM TpoObl HaTpus nota: 131,4 MMOJB/.
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MyrTanusi B TeHe TpaHCMEMOPaHHOTO PEryJsITOPHOrO Oelika MYKOBUCIIHI03a:
deltaF 508 rena CFTR B reTepo3uroTHOM COCTOSIHHH.

O6ocTpenue 3ab01eBaHus, [To okoHUaHUIO Kypca aHTUOAKTEepUATHLHOM
710 Hayajga JICUYCHUS: TEpaIuu:

e sl
3akntouenue: IBYCTOPOHHSA 3axnouenue:. paspenieHre UHPWIbTpAUU
BEpPXHE/I0JIEBasi 04aroBO-CIUBHAS ¢ 00enx CTOPOH.
ITHEBMOHHSI.

Puc. 2.1. Pentrenorpadus OI'K

Takum 00pa3om, ObUT YCTAaHOBJIEH KIMHUYECKUWA AMArHo3: Mykosucyuoos,
Jle20UHO-KUWeuHas gopma, msdicenol cmenenu msxcecmu. XpoHuueckuil eHOUHbLU
06CcmpyKmueHbitl 6pOHXUM, nepuod obocmpeHus. [vixamenvHas HedoOCmamoyHoOCmy
2 cm. Xponuueckas nanxkpeamuueckas neoocmamounocms. DeltaF 508 (E 84.0
Kucmosuwiti pubpos c necounvimu npossnenusmu). egopmayus epyoHou Kiemxu.
benkoso-snepeemuueckas mneoocmamounocmo. Jucnaiacmuyeckuil 1€60CMOPOHHUL
Kugockonuos 1 cm. [ucmopcusi masza eneeo. Yxopouenue nesoiu noeu na 0,5 cm.
3adepoicka uzuuecko2o pazeumusi KOHCMUMYYUOHAIbHO-COMAMO2EHHO20 2eHe3d.
IHancunycum. Jlesocmoponnss naxoeo-mouionoynas epwidica. I acmpossogpazeanvnas
peghnrokcuas 6one3nv 2 cm. XpoHuyeckuili 6mMopuuHblll 2acmpo0yo0eHum 8 cmaouu
HEeNOoIHOU PeMUCCUuU.

JIaHHBI KIIMHUYECKUWA MPUMEP WIUIFOCTPUPYET TSIKEIOE TEUEHUE TUIUYHOTO
HACJICJICTBEHHOTO 3a00JIeBaHUs, MOAO3PEHHE HAa KOTOPOE BO3HUKIIO TOJIBKO Ha 17
roJly KM3HU peOCHKA, XOTs KIMHMYecKas MaHudecTanus Oblia y)Ke B JONIKOIHHOM
Bo3pacTe  (HCYCTOWYMBBIM  CTyJ, 4YacThle  PECHUpATOpHBIE  3a00JIeBaHUS,
OOCTPpYKTHBHBIE OpPOHXUTHI, 3aJepKKa (U3UUECKOTO pPa3BUTHSA, AaCTEHUYECKHUI
curapoMm). OTpuIaTeIbHBIM  MOMEHTOM, IIOBJIMSBIINM Ha HECBOCBPEMEHHYIO
IMAarHOCTUKY 3a0o0JieBaHUA y peOeHKa MpU HAJIUYUM €ro CHUMIITOMOB, OBLIO
HEBHMMAHHUE POAUTENICH MallbuMKa K COCTOSHHUIO €r0 370pPOBbS U YKIOHEHHUE OT
CTAIMOHAPHOTO 00CIIEOBAHUS U JICUCHUS.
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Jlumepamyphnas cnpagka no KiuHu4yeckomy Haoarooenuio Nob

Myxkoesucyuoos (CysticFibrosis) — HacieacTBeHHOE MOHOTEHHOE 3a00JIeBaHuE,
00OyCJIOBJIEHHOE MyTal[uell reHa MyKOBHUCIIMIO3HOTO TPAaHCMEMOPAHHOTO PErysiTopa
(MBTP), xapaktepusyromieecsi MOpaKEHUEM JK30KPUHHBIX JKeNle3 >KU3HEHHO
BaXXHBIX OPraHOB M CHUCTEM, HMeEIolee OOBIYHO TSDKEJIOe TEYEHHE W IMPOTHO3.
Myrauuu resa MBTP B roMO3UIOTHOM COCTOSIHUM IIPUBOJSAT K HAPYLICHUIO CUHTE3a
Oenka, (GoOpMHUPYIONIETO XJIOPHBI KaHadl B MEMOpaHaX JMUTEIHAIBHBIX KIETOK,
4yepe3 KOTOPBIM IPOUCXOAUT NACCUBHBIM TPAHCIIOPT HOHOB XJIOPA.

[lepBuunblii moBpexaarommil 3PQPexT MyTanuil TeHa MYKOBUCIHI03a Ha
MOJIEKYJIIPHOM YPOBHE MOXKET pPEaIn30BbIBATHCS B PE3YJIbTATE HAPYIICHUS:

1. Cunre3a 6enka TpaHCMEMOPAHHOTO PETYIATOPHOTO OelKa MYKOBHUCLH03a.
2. Ilpomeccunra Gemnka — rauko3wIMpoBaHue, pocopuarpoBanue.
3. Perymanuu ¢yHknuum Oelka TpaHCMEMOPAHHOTO PETYJISATOpHOrO Oenka

MYKOBHUCIHUCIIHI03A.

4. VccrnemoBaHue HOHOB XJIOpa.
5. Cumxenue ypoBHsi HopmanbHoM PHK i Genka.

Yactora mykoBucuunosa (MB) B mupe B cpeanem cocrapisier 1:2500 — 3000
HOBOPOKJICHHBIX, B YKpauHe — 1:2300 HOBOPOKICHHBIX.

Ha panHux sramax uzyuenuss MB ero npuuucisuim k 6€3yCIOBHO JieTadbHBIM
3a00JIEBaHUSIM, MOCKOJIBKY MPOJIODKUTEIBHOCTh KU3HU HE TPEBbIIIaia HECKOJIBKO
net. brarogapst pa3BUTHIO HOBEHIIIUX MPOrpaMM T€parui U1 aKTUBHOTO MOHUTOPUHIA
CYIIIECTBEHHO BO3POCia MPOJOKUTEIBHOCTh U KAYECTBO KU3HU O0IbHBIX. CeroaHs
MB paccmaTpuBarOT Kak Ba)KHYIO MEAMKO-COLMAIbHYIO MpobieMy. OCHOBOM
KOMIUIEKCHBIX TIporpaMm JieueHuss MB sBisercsi paHHee BbIsIBIEHUE OOJBHBIX M
KOOPAMHUPOBAHHASI YEPE3 CETh CIEIHATM3UPOBAHHBIX LIEHTPOB, YETKO HaJla)KEHHasI
YHUGUIIUPOBAHHAS CUCTEMA METUITMHCKON U COIMAIbHON TTOMOIIY 00JabHBIM ¢ MB.

MB Hacienyercs 10 ayTOCOMHO-PELECCMBHOMY Tuny. KiuHuueckue
MIPOSIBJICHUS 3a00JIEBaHUS PA3BUBAIOTCS TOJIBKO Y TOMO3UTOT M0 aHOMAJbHOMY T€HY
MBTP, y ero HocuTeneir 00ObIYHO HE BBISBISECTCS HUKAKMX CUMITOMOB 3a00JIEBAHMS.
I'ew MBTP 6bi1 uzonupoBan B 1989 1. OH comepx uT 27 3K30HOB, OXBATHIBACT
250000 map HYKIEOTHAOB M pACMHOJOXKEH B CEpeAUHE JIMHHOTO TIuieda 7/
xpoMocoMbl. Ha ceromusmHuii neHb BbienaeHo ©Oonee 1000 myranmii TeHa,
OTBETCTBEHHBIX 3a pa3Buthe cumnromoB MB. Myranun rema MBTP cnenyer
MOApa3JesiTh Ha KJIACChl B 3aBUCUMOCTH OT THUIA U TSHKECTH MEPBUYHOTO
noBpexaaroriero s¢pdexra (tadma. 2.1.).

BoisiBienue nepBuuUHbIX 3(¢ekToB MyTrauuid reHa MB umeer He TOJBKO
Hay4HOE, HO W MPAKTHUYECKOE 3HAUYCHHE. ITO OTHOCUTCS K BBHIOOPY pallMoHaILHOMN
CXEMBbI JICYCHHUS KaXXJIO0TO OOJBHOTO, TaK KaK B 3aBUCUMOCTH OT THIMa MYyTallUi
00BEKTOM KOPPEKIIMH MOTYT OBITh Pa3HbIE MPOIIECCHI: CO3PEBAHUE, TPAHCIIOPT HIIU
GbyHKIMHA caMoro 0enka, TpPaHCMEMOPAHHOTO PETYJIATOPHOTO OelTka MyKOBHCIIHI034.
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Knaccnpuxkanusa myrauuii MBTP
1o TsixkecTH heHOTHIIMYECKOT0 nmposiBiaeHust (Kerem, 1996)

TaOmuma 2.1.

«TSKeJIbIe» «MATKHE» «BapBUPYIOLIHE»
AF508 R117H G85E

G542X 3849+10kbC—T R334W

G551D R 374P ST

R553X T3381

W128 2X G551S

N1303K

1677delTA

621+1G-A

1717-1G-A

TepMuH «MYKOBHICIII03» BBEACH B CBSA3U C TEM, YTO CEKPET AK30KPUHHBIX
’KeJe3 CTAHOBUTCS OCOOCHHO BS3KUM, YTO OOBSICHSET OOJBITUHCTBO MATOJIOTHYECKUX
IIPOIIECCOB, JICKAITUX B OCHOBE MaToreHe3a 3adoeBanus (puc. 2.2.).

IlaTosornueckuii reH

|

JledeKkT HOHHOTO TpaHCTIOpTa

(medekT KaHana Jj1s MOHOB XJIOPa)

|

OOGCTpyKIIHS CIIU3bIO

1

Jlerounast nHGEKIUA

¢

TrkaHeBOe BocnajicHHE

Y

—> bunuapssiii uppo3

OO6cTpyK1us HaH]feaTI/IqCCKI/IX MPOTOKOB

HaHeraTI/I‘ICCKaH HEOJOCTAaTOYHOCTD

BponxoskTassl <€

|

—_—

P —

Koneunas cragus ¢pubpo3a Jerkux

> BelkoBO-3HEpreTHYECKas

HCOOCTAaTOYHOCTDh, HCTOIIICHUC

Puc. 2.2. Cxema naroreHe3a MyKOBHUCITU03a
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Knunnueckass kapTuHa MyKOBUCIUA03a MOJUMOpP(HA — OT JETKHX, CTEPTHIX,

ATUIUYHBIX (OPM J0 TSHKEIBIX, MPOTEKAIOIIUX C MOJIMOPTaHHOW HETOCTATOYHOCTHIO.
[Tox Mackoil pelMIUBUPYIOLIETO0 OPOHXHUTA, AUCKUHE3UH KETUEBBIBOJAIINX IMyTEH,
NaHKpeaTonaThH, OeCIIOANS Y MY>KUHUH, CHIDKEHHS (DePTUIIBHOCTH Y JKEHILMH U T.1.
MoxeT mporekate MB. Hmke npuBoaum mnepedeHp 3a0oJjieBaHUN, TPEOYIOIMIMX
UCKIIFOYEHUSI MYKOBHUCIIHI03A.

1. BpoHxoJsierounsie 3a00JICBAHUS:

MTOBTOPHBIE ¥ PEIUIUBUPYIONTNE THEBMOHUY C 3aTSHKHBIM TCUCHHEM;
abcueaupyrome MHEBMOHUHU, 0COOCHHO Y JIeTel paHHEro BO3pacTa;
OpOHXO09KTa3bl, 0COOCHHO ABYCTOPOHHHE;

OpoHXHMaJIbHASI ACTMBI, pePpaKTEpPHAS K TPATUIIUOHHON TepaIiu;
peUUIUBUPYIONIUE OpPOHXUTBHI, OpPOHXUOJUTBL, OCOOCHHO C  BBICEBOM
P.aeruginosa.

2. I3MeneHus KCIYJOUYHO-KHITICYHOI'O TPAKTA.

MEKOHHUAJIbHBIN UJIEYC U €r0 SKBUBAJICHTBHI;

CUH/IPOM HapyLIEHHOI'O KUIIEYHOTO BCAChIBAHUS HESICHOTO I€HE3a;
KeJITyXa OOCTPYKTUBHOI'O THIA Y HOBOPOXK/IEHHBIX C 3aTSKHBIM TEUECHUEM;
LUPPO3bI NICUCHU;

caxapHbIi 1Ha0eT;

racTpos3odaraibHblii peQIIIOKC;

XOJIETIUTHA3;

BBITIA/ICHNE TIPSIMOMN KUIIIKH.

3. U3menenus APYIUX OPraHOB U CUCTCM.

HapyILICHUE POCTA U PA3BUTHUS,
3a/iepKKa MOJIOBOTO Pa3BUTHS;
MY>KCKOE€ OeCILIOaue;
XPOHUYECKUU CUHYCHT;
MOJIMIBI HOCA;

4. CubChI U3 CEMEN, B KOTOPBIX €CTh OOJBHBIE MYKOBUCIIHMIIO30M.

MyxkoBrCLIH103, OCOOCHHO €ro aTUIUYHbIE, CTepThble, JEerkue (HOpMbl MOTYT

NCOITHPOBATh BapHAOEIBHOCTHIO KIMHUYECKOW CHMIITOMATHKH M B pPa3JInYHBIC
BO3pacTHBIC MeproIbl (Tadi. 2.2.)
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Tabmuna 2.2.
Kinunnyeckue nposiBjieHusi, Tpedyoime 1uddepeHnaibHOH TUATHOCTUKY IS
HCKJIIOYEHHSI MyKOBHCIIUA03a B 3aBUCMMOCTH OT BO3pacTa

B rpynHom Bo3pacre:

* PeuunuBupyromue uin XpoOHUYECKUE CUMITOMBI, TAKAE KaK Kalledb WIH
OJIBIIIIKA

* PeumnuBupyromas NHEBMOHHUS

* OrtcraBanue B pU3NUECKOM Pa3BUTUU

e XpOHHUYECKAs TUIOAIEKTPOIATEMHUS

e JlaHHBIE CEMEWHOr0 aHaMHE3a O CMEPTH AECTEH HA MEPBOM IOAY KU3HU
WINA HalIu4ue cCUOCOB CO CXOAHBIMU KIMHUYECKUMH MPOSBICHUSIMU

e T'unonporenHemus — OTEKH

*  MekoHnaNBbHBIN WIIEYC, JINTEIIbHAS KENTyXa

VY nmereu JOLIKOJIBHOIO BO3pPACTa:
» Crolikuit Kaienb ¢ Ui 6e3 THOWHONH MOKPOTHI
* JlmarHoCTUYECKH HESCHAs pELUIMBUPYIOLIAS MU XPOHUYECKAs OJIbIIIKA
* (OrcraBaHuE B BECE U POCTE
e T'unonnekTpoauTeMuss U METaOOIMUYECKUN aKayio3
* PexTanbHblii posianc (BeINaJeHUE MPSIMON KHUILKH )

VY neren MIKOJIBHOIO BO3pacTa:
*  XPpOHHMUYECKHUE PECIUPATOPHBIE CUMIITOMBI HESICHON YTHOJIOTUHU
* Pseudomonas aeruginosa B MOKkpoTe
*  XPpOHHYECKHN CUHYCUT
* HasanpHbIil NONINUIIO3
* bponHxosKTa3sl
e CumnToM «OapabaHHBIX MAJTOYEK)»

Y MOAPOCTKOB U B3POCIIBIX:
» ['HoltHOE 3a00NIeBaHNE JIETKUX HESICHOU STUOJIOTHH
e CumnrToM «OapabaHHBIX MAJTOYEK)
* (OrtcraBaHue B BECE U POCTE
* 3aJepKKa MoJI0BOTO Pa3BUTHS
*  CrepwIbHOCTH C a300CTIEPMHUEH Y JIUI] MY>KCKOTO T10J1a
* CHmwxeHne QPepTUILHOCTH Y JIHI] )KEHCKOTO T0J1a

Knaccuduxanus mykoBucuuaoza — MKb 11 (BO3, 2002 r.):
- KJIACCUYECKUU MYKOBUCIUI03 C TAHKPEATUYECKOU HEOCTATOYHOCTBIO;
- KJACCMYECKUU MYKOBUCUHUIO3 C HE HapYLWIEHHOW (yHKIMEN MomKelya0uHOMl
JKEJIe3bl,
- AaTUIIUYHBIM MYKOBHUCIUO3;
- U30JIMpOBaHHAasi OOCTPYKTUBHAs a300CIIEPMUS,;
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- XpOHUYECKUU IAaHKPEATHT;

- aJUIEPrUYeCKUi OpPOHXOJIETOYHBIN acTIepruiiies;
- TUCCEMUHUPOBAHHBIE OPOHXOIKTA3bI;

- 1uddy3HBIN MTAHOPOHXUOJIHT;

- CKJIEpO3UPYIOIINI XOIaHTUT;

- HEOHATaJIbHAasl TUIIEPTPUIICUHOT€HEMHS.

Brigenstor ocHOBHbIE KinHUYeckue popmbel MB:
1. CmenranHass — mopaxxeHue OPOHXOJETOYHOM CHUCTEMBI M KEITYJOYHO-KHUIIICUHBIHI
TpakT (75-80%).
[TpenmymiectBerHo Jierognas (15-20%).
3. IpeumymectBenHo kumieunas (5%).
Kpome Toro, HeKOTOpble aBTOPHI BBIACISIOT: MEYECHOYHYIO (POpPMY C pa3BUTHEM
UpPpO3a, MOPTATBHOW TUIEPTEH3UHU W aclUTa; U30JUPOBAHHYIO AJIEKTPOIUTHYIO
(nceBnocunapom bapperra); MUKOHUEBYIO HENPOXOAUMOCTb; AaTUIHUYHBIE U
creptoie hopmbl MB.

N

B inuHHYeckoW KapTHHE JOMUHHUPYIOT OpPOHXOJIETOYHBIE H3MEHEHUS,
OTIpENICNIAIONTNE TEUYCHUE M TPOTHO3 OonesHu y 95% OonpHbIX. CoueraHwue
TUIEPCEKPEIIMN YPE3MEPHO BSI3KOM MOKPOTHI C HapyIIEHHEM KIMpEeHca OpOHXOB
BEIET K MYKOIMIUAPHON HEAOCTATOYHOCTH, 3aCTOK0 MOKPOTHI B  MEJKHUX
IbIXaTeNbHBIX  MyTAX. OOBIYHO  BOCHAJIUTEILHOMY IIpollecCy B  OpoHXax
MPEIIECTBYET BUPYCHOE MOPAKEHHE HOCOIJIOTKH, TOPTaHU, Tpaxeu, HEeU30ekKHO
Beayllee K ruleny KIETOK MEpIATEIbHOIO AMUTEIUS U aKTUBAIMU OaKTepUaIbHOMN
MUKpo(hopbl. Pa3BuBaeTcss NOPOYHBIA KpYr: OOCTPYKLHS — BOCIHAJ€HUE —
ype3MepHas CeKpelusi MOKpOThl. MyKocTa3 M XpOHHUYECKas OpoHXHAJIbHAs
uH(DEKIMs CTaHOBIATCS (OHOM JUIsi TIOBTOPHBIX PECIUPATOPHBIX  JMHU30JI0B:
OpOHXHOJIUTOB, OPOHXUTOB, THEBMOHHMIA.

Knunnueckass kaptuna MB pa3zHooOpazHa M 3aBHUCHUT OT BO3pacTa peOeHKa,
TSHKECTH MOPAKEHUSI OTJIEIBHBIX OPTaHOB U CUCTEM, MPOJAOHKUTEIILHOCTH OOJIE3HH U
€€ OCIIOKHCHHMM, a TaKXke aJeKBaTHOCTH Tepanuu. Jlis OOoJbIIMHCTBA JIETEH
IPYJHOIO BO3pacTa XapaKTEPHO HAIMYKE TPUAIbl CUHIPOMOB:

- pecIUpaToOpHOTO;
- KHUIIEYHOTO (Auapesi co cTeaTopeeil);
- OTCTaBaHUA (PU3NYECKOTO Pa3BUTHS (BbIpAXKEHHAS TUIIOTPOPUS).

[TankpeaTnueckass HEJOCTATOYHOCThb, IO JAHHBIM pa3JIMYHBIX aBTOPOB,
nmeerca y 85% OonbHbIX. OHA NPOSBIISAETCA B OCHOBHOM HapyLIEHUEM aCCUMUIISLIUN
KHApaA U CTeaTopeey TOW UIIM UHOM CTEIICHHU.

Ecnu B HOpMe B anuHycax MOHKETYI0YHOM Kee3bl BhIpa0aThIBACTCS HKUIKHUI
CEeKpeT, OoraThlil (hepMEHTAMU U IPYTUMH OCITKOBBIMU BEIIECTBAMHU, TO y OOIBHBIX C
MB wu3-3a HapyIIEeHHOTO aHUOHHOTO TPAHCIIOPTA B OEIKOBBIN CYOCTpaT HE MOCTYIAET
HE00XO0MMOE KOJMYECTBO KUJIKOCTA. OH CTAaHOBUTCS 00Jiee BSI3KMM, 1 CKOPOCTh €0
MIPOJIBIDKEHUSI CYIIIECTBEHHO 3aMeiisieTcs. B CBA3U ¢ ATUM OENKU MPEeIUIUTHPYIOTCS
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HA CTEHKaX MEJKHUX BBIBOJHBIX MPOTOKOB, BBI3bIBAS WX OOCTPYKLHUIO U TOJHYIO
3aKynopKy. VIMEHHO 3a CYeT 3TOr0 M MPOUCXOIAT CO BPEMEHEM IECTPYKLUS H
aTpousl aMHYCOB W BBIBOJHBIX IPOTOKOB. KiMHHUYECKHE MPU3HAKU MOPAKEHUS
[OJDKEIYTOYHOM  JKeJIe3bl  CIEAYIOUIME: MEKOHUAIbHBIA  WIEYC; CTeaTopes;
BBINAJICHUE TPAMON KUIIKW; CHUHAPOM JIUCTAJIbHONM HMHTECTUHAIBHON OOCTPKYLUHU
(3KBUBAJIEHT MEKOHUAJIBHOI'O WIIEyCa); IAHKPEATUT; TUa0eT.

OHJIOKPUHHAs HEAOCTATOYHOCTh IOJKEIYJOYHOM JKEJIe3bl CTaja IPUBJIIEKATh
BHUMAHHE YYEHBIX B IIOCIEAHEE MACCATUIIETHE, TaK KaK paHbIIE OHA CUHUTAIACH
KpailHEe pEIKHUM SIBJIEHUEM, YTO ObUIO OOYCIOBJIEHO MaJOM MPOJOKUTEIbHOCTHIO
KU3HH OOJbHBIX. HapyieHue TojepaHTHOCTH K TIIIOKO3€ BeTpedaercs y 50-75%
6oxpHBIX MB, a kmuHnueckast Mmanudecraius caxapHoro auadera —y 5-15%.

[TopaxeHue mev4eHHu SBISETCS MPSIMBIM CIIECTBUEM 0a3UCHOTO nedekTa mpu
MB. IledeHOUYHBII CEKPET CTAHOBUTCS BSI3KMM H IUIOXO pacTBOpUMBIM. OOCTpyKIUs
KEJIIUYHBIX IIPOTOKOB BBI3BIBACT CEPUI0 HEXKENATEIbHBIX PEAKUUN: 3aIEPKKY
relNaTOTOKCHUYHBIX JKEJIYHBIX KHCIJIOT, IPOAYKIMS MEAUATOPOB BOCHAICHUA —
IIUTOKMHOB M CBOOOJHBIX PaJUKAIOB — IpPH YCHUJICHUM MEPEKUCHOTO OKHUCIIECHUS
JUIIAI0B. B CBOIO oYepenb, 3TO YTKEISET Y)KEe UMEIOIIEecs MOpaXeHUe reuyeHu. B
JaJIbHEHIIIEM 3TO 4YpeBaTo pa3BUTHEM (PuOpo3a mnedyeHdu, y 5-10% O0dbHBIX — C
pa3BUTHEM OMIIMAPHOTO LIUPPO3a MEUYEHU U MOPTATbHON TUIIEPTEH3UH.

VY OoJIbLIIMHCTBA MAalMEHTOB KIMHUYECKHE Npu3Haku MB BbIgBISAIOTCS Ha
MEPBOM TOAY >KM3HHU, XOTS M3BECTHBI Cllydan 0oJiee MO3AHEro, BIUIOTH JO 3PEIOro
BO3pacTa, pa3BuTHsi 3a0osieBaHusa. Cumnromatuka MB B 3HaUMTENBHON CTENEHU
3aBHCHT OT Tumna Mytanuu. Haubomnee pacnpoctpanernoi spnsercs mytamms AF508,
KOTOpasi B OOJIBIIMHCTBE CIy4aeB CBA3aHA C paHHEW MaHudecTauuen 3a00JIeBaHus U
HEOIaronpUsITHBIM UCXO0JIOM.

Crnenyer OTMETUTh OCOOEHHOCTH KJIMHUYECKUX MPOSBICHUNA B 3aBUCUMOCTH OT
BO3pacTa peOeHKa.

HeonaraneHbiii mnepuon. B HeoHaraneHOM T1iepuoae MB  mposiBisiercs
NpU3HAKaMU HWHTECTUHAJIBHOW OOCTPYKIMHM (MEKOHUANbHBIA WIIEyC) U, B psje
Clly4aeB, TEPUTOHUTOM, CBSI3aHHBIM C Tiepdopanueid KueyHol cTeHkud. Ha
PEHTIE€HOIPAMME ONPEIEISAIOTCS XapaKTepHbIE My3bIPbKU W B3AyTHE NETEIb KHUILIKH
IIPY OTCYTCTBUHU YPOBHS )KUJKOCTU. JUTMTENBHAS )KENTyXa B HEOHATAIBHOM IIEPUOJIE,
BbIsBIsitoIasics y 50% OOJIbHBIX C MEKOHHAJIbHBIM HIIEYCOM, TaKK€ MOXKET OBITh
IIEPBBIM KIMHUYECKUM ITpU3HaKoM MB.

[lepBblil O XKU3HU. B TUNMYHBIX Clay4asix y TpyAHOr0 peOEHKa OTMEYaeTcs
CTOMKMM CyXOW Kallejib, OOWJIbHBIA 3JIOBOHHBIM JKUPHBIA CTYyN, 3aJepiKKa
¢usnueckoro pazutus. OpHaKo Takas TUNWYHAS KIMHAYECKash KapTUHA C
BBIPAKEHHBIMU TPHU3HAKAMH MajibaOCOpOIMU M CTEaTOpEed OTMEYaeTCs HE y BCEX
MalMEHTOB — B HEKOTOPBIX CIydyasX €IMHCTBEHHbIM CHUMIITOMOM MOXET OBITh
OoTCTaBaHue B (PU3MUECKOM pa3BUTUHU. PecnmpaTopHble CUMIITOMBI BKJIIOUAIOT B ce0s
Kaleab, B HAadale CyXOW M PEIKUW, B JAIbHEUIIEM MPOTPECCUPYIOMIHNM 10
XPOHUYECKOI0, PE3KOro, YacTOr0 M MaJIONPOIYKTUBHOTO. TakuM OOJIBHBIM 4acTo
CTaBAT aAJUIEPTHUYECKUN TPaXEUT, PEUUIUBUPYIONUNA OpPOHXUT, OOCTPYKTUBHBIN
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Opouxut. Tem Gosee, YTO MOSIBICHUE KalUId MOXET WHUIUUPOBATHCS MHQEKLHEH
BEPXHMX JbIXaTelIbHBIX TNyTe. Hamuume y rpyaHoro pebGeHka MpPU3HAKOB
pPECIUPATOPHOTO CUHAPOMA W/MIIM KHUIIEYHOTO CHUHIPOMA, 3aJCPKKH (PU3MUECKOTO
Pa3BUTHS SIBISETCS MOKAa3aHUEM K UCKIIFOUeHUI0 MB.

WNuorna poautenu peOeHKa 3aMe4arOT YpPE3MEpPHO COJICHBIA BKYC MOTa WIH
KPUCTAJUIUKU COJIU Ha Koke peOeHka. [loBwillleHHOE BBIIENEHUE COJIeH C MOTOM —
Ba)KHOE KJIMHUYECKOE MpOosiBIIeHUE 3a00seBaHusl. boblas moreps cojielt yepes3 KOxKy
y aered ¢ MB MoXeT npuBOAWTH K HCTOLICHHUIO 3alacOB HATpPUS U XJIOpa,
XPOHUYECKON THIOANEKTpoauTeMun (miceBgocuHapoMm bapperra). ¥V 5% O0onbHBIX
MB MosxeT MaHUbECTHPOBATh BBINAJICHUEM MPSMOM KHILIKH.

JlomkonbHbIN Bo3pacT. XOTs y OONBIIMHCTBA OONBHBIX MB mosBISAIOTCS yiKe
HAa TEpPBOM TOAYy JKHM3HHM, B psfe CIy4aeB IEpBble NpPU3HAKK 3a00JIeBaHUSA
IIPOTPECCUPYIOT B JOIIKOJIBHOM BO3pacTte. MOryT pa3BUBaTbCs TAKUE IPOSIBICHUS
MB, kak oTcTaBaHHE B pPOCTE€ M BECE, HAPACTAIOLIME U3MEHEHHUS CTyJa BILUIOTH 10
BbINA/ICHUS NPSIMON KUIIKU (PEKTaJbHBIN mpojanc). Takue mauueHThl TPUXOIST K
racTPOIHTEPOJIOTY C Pa3IMYHBIMM JUArHO3aMU: CUHIPOM MalibadCOpOLMU, CUHIIPOM
pa3paX€HHOrO0  KHUIIEYHUKA, TracTpol3odaraibHblii  pedirokc, XpOHUYECKHI
XOJIEUUCTOXONAHTUT. 1Ipy OTCYTCTBMM COOTBETCTBYIOLIEIO JICUYEHUS PEKTAIbHBINA
nposanc ormeudaercs y 25% 0oJbHBIX, Kak MpaBuiol-2 ner.

[TkonpHbIM BO3pacT. Yame quarHoctupyroT MB B 3TOT niepuos ¢ «MATKUMU
MYTalUsIMUA U OTHOCUTEIIbHON «COXPAHHOCTHIO» (PYHKIIMU TOJKETYJOYHON KEJIE3bl
Y JIETKUMH KIIMHUYECKUMHU CUMIOTOMaMH. [Ipu 3ToM 0OBIYHO BBISBIIAIOTCS MNPU3HAKU
HEJIOCTaTOYHOCTH ITUTAHUS, HAPYIIEHUS CTYJA, NEPCUCTUPYIOIINE PECIUPATOPHBIC
CUMIITOMBI, MHOTJIa U3MEHEHHUS] Ha PEHTT€HOTpaMME€ W BIAXKHBIE XPHUIbl B JIETKUX.
Kaxnomy pebeHKy C «II0XO KOHTPOJMPYEMOW acTMO», COIMPOBOXKIAIOLIEHCS
M3MEHEHUSIMU Ha PEHTIeHOIpaMMe M MpU3HAKaMH HMHQPEKUHUH, JOJIKHA OBbITh
MpoBe/ieHa MmoToBas npoba. TpeOyroT BHUMaHUs B TulaHe uckioueHuss MB netu ¢
Ba30MOTOPHBIMA pPHUHUTAaMHU. Y HEKOTOPBIX NALMEHTOB IIKOJBHOIO BO3pacTra
pa3BUBAIOTCS TsDKEIble MHGEKUUU JbIXaTeNbHBIX NyTeW: THOWHBIE CHHYCHTHI,
abcuenupyroias maeBMoHus. K arnnmuyasiM cumnTomMmaM MB B IIKOJIBHOM BO3pacTe
OTHOCAT PELUAMBUPYIOIINE KHUILIEUHBIE KOJIUKH, MMAJBIIUPYEMbIE KAJIOBBIE MAacChl U
HaIpSDKEHUE B NPABOM HMD)KHEM KBaJpAaHTE KUBOTA, allETOHEMUYECKHE COCTOSHMS,
3a10pHl.

[TogpoctkoBbIii Bo3pact. Ciyuan Manudectanmu MB B moapocTkoBom
BO3pacTe, KaKk U B 3peyioM, 0e3 Kakux-JIM0O CUMITOMOB 3a00JieBaHUSI B aHAMHE3e
BCTPEUYAIOTCS KPAWHE PENIKO U XapaKTEPU3YKOTCA MEHEE TUIIMYHBIMU KIIMHUYECKUMU
MpOsIBICHUsIMU. Bpada JQ0JDKHO HACTOPOKWTh HaJM4Me THOWMHOro 3aboJjeBaHus
JErKUX HESICHOM OJTHUOJIOTMM C TPU3HAKAMU XPOHUYECKOM THUIIOKCUM B BHUIE
«OapabaHHBIX MAJIOYEK», OTCTaBaHUE B (PM3MUECKOM PA3BUTHH, a TaKKe U3MEHEHUU
CO CTOpOHBI IOJOBOW CHCTEMBI (3aJ€pXKKa MOJOBOIO Pa3BUTHsI, CTEPUIBHOCThH C
a300CIepMHUeN y JIUI[ MYXCKOTO M0Jja, CHHKeHHE (DEePTHIIBHOCTH Y JIUI] JKEHCKOIO
1oJja), XpOHU4EeCKU raiMOPUT, CHHYCHUTHI.
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Jns monrBepskaeHust quarHoza MB o00si3aTenbHBIMU SIBJSIFOTCSL CHEIUATBHBIE
HICCJICIOBAHUS:

1. TloroBas npo6a. IIpoBoaAT METOIOM MHUIIOKAPITUHOBOI'O HOHOGOPE3a C
OTIPE/ICICHUEM KOHIICHTPAIIMU JJICKTPOJIMTOB B MOTE (KJIACCHYCCKHIMA
meton ['n66cona-Kyka, 1959 r.). Jlns BeIOJHEHUST TECTAa HEOOXOMMO
cobparh munumyM 100 Mr ota. B HOpMe conepikanne HaTpus U XJiopa
B TMOTOBOM XHUAKOCTU He mpeBbimaer 40 MMoiab/1. COMHUTEIBHBIM
(morpaHUYHBIM) CUMTAETCA pe3yabTar B npeaenax 40-60 MMounb/i, 4yTo
TpeOyeT MOBTOPHOTO MPOBEACHUS TecTa. /[MarHoCTUYECKH 3HAYUMBIM
UiA  ycTaHOBieHHs AuarHo3a MB  sBasercs 60 wmwmonw/n. Ilpu
MOJIOKUTEIPHOM PE3yJIbTaTe TTOTOBYIO TIPOOY CIEAyeT MOBTOPUTH: IS
OKOHYATEIHOTO JTUAarHOCTUYECKOTO 3aKiioueHus Tpedyercs 2-3
MTOJIOKUTENbHBIC TPOOBI W JOCTOBEPHBIC KIMHUYECKHUE TPOSBIICHUS
3a00JICBaHMS.

2. MomnekyIsapHO-TeHETHYECKOe HCCJIeJOBAHHE THUIIA MyTalu
MYKOBHCITHIO3HOTO TPAHCMEMOPAHHOTO PETYJIsTOpa.

B nporpammy yrayoienHoro oOciemoBaHHs TpU BbIsBICHMH MB BxomsT
CJICIYIOLIUE UCCIIEOBAHUS:

- aHTPONIOMETPUYECKUE JAHHBIC;

- KIIMHUYECKUN aHAJIN3 KPOBH, MOYH;

- KJIMHUYECKUHN aHaJu3 MOKPOTBHI;

- KOIporpaMma;

- 0AKTEPUOJIOTUYECKUI TOCEB MOKPOTHI;

- TPUTICUH Kalla;

- 3y1actasa-1 kana;

- ccienoBaHue (DYHKIIMY BHEIIHETO JbIXaHMUS;

- IEYEHOYHBIE TTPOOHI;

- IPOTEUHOIPaMMa;

- DJICKTPOJIUTHI KPOBH;

- JIMIIUAHBINA CIIEKTD;

- KUCJIOTHO-OCHOBHOM COCTaB KPOBH;

- KpeaTUHWH, MOYE€BHUHA KPOBH;

- Koaryjaorpamma,;

- TJIF0K03a KPOBH, TIFOKO30TOJICPAHTHBIN TECT;

- OMPEICIIEHNE CYTOYHOU MOTEPH KUPa C KAJIOM;

- peHTreHorpadgus WM KOMIBbIOTEpHass ToMorpadus OpraHoB TpyAHOU
MOJIOCTH;

- ®I'JIC nii UCKIIIOYEHHS TOPTAIBHOW TMIIEPTEH3UU;

- YABTPA3BYKOBOE HCCIICIOBAHUE OPraHOB OPIOIIHOM MOJIOCTH;

- OKI, OxoKI' ¢ mnoacueroM NEHTpalbHOM TIE€MOJWHAMUKH, CPEIHETO
JIaBJICHUS B JISTOYHOM apTepHH;

- KOHCYJbTallMM  CHEUUAJMCTOB: TaCTPO’HTEPOJIOra,  IyJIbMOHOJIOTa,
KapuoJora, suaokpunosuora, JIOP-spaua, ummyHoJiora;

67



Jleuenne wmyxoBucuuno3a. llemamu tepanuu OonbHOoro MB  sBisIOTCS
nojJiepkaHre oOpasza >KM3HU TMAlMEHTa, MaKCUMAJIbHO NPUOIMKEHHOTO K KU3HU
3I0POBBIX JIE€T€W, KOHTPOJb HaJ PECHUPATOPHBIMU HH(DEKIUAMHU, ObOecreueHue
aJIEKBaTHOTO MMUTAHMUS.

O0s13aTeNbHBIMU COCTABIIAIONIMMHU JieueHus1 00JbHBIX MB siBsitoTCs:

- teyeOHas Gu3KynbTypa (husnorepanus, KHHE30TepaIHs)

- MYKOJINTUYECKAS TEPATUS

- aHTUOAaKTepUaJIbHAS Tepaus

- (epmeHTOTEpaNHS TIpEmapaTaMu MO HKETYT0YHON KETC3bI

- BUTAMUHOTEpAIHs

- IUEeTOTepaIus

- JICUEHHE OCI0KHeHnr MB.

[Ipu nmuernueckoM TmMTaHWKM OONBHBEIX MB  HEO0XOaUMO  YYUTHIBAThH
CJIeIyIolMe OCOOCHHOCTH OpraHM3Ma: HApYIICHHE IepeBapUBaHUS W BCACHIBAHUSA
(ManpaurecTUss W MaiabaOCOpOIMU), TOBBINICHHBIE DJHEPIeTUYECKUE 3aTPaThl,
HEJIOCTATOYHOE DHEPreTUYECKOe OOECeueHre OpraHu3Ma BCIEJCTBUE IIOXOTO
anmeTuTa BO BpeMs oOocTpeHus 3aboseBaHus. OCHOBHBIM MPUHIIUIIOM JUETHI
ABJISIETCA YBEIMYEHUE HSHEPreTUYECKOW LEeHHOCTH nuiid Ha 20-50% Bblllle HOPMBL.
DTO JIOCTUTAETCA YBEJIMYEHUEM YACTOThl MPUEMOB MHUIIHU BBICOKOM YHEPreTUYECKOU
1eHHocTu (5-6 pa3 B neHb); 45-55% cyTouyHOU SHepreTuyecKkoil MOTPeOHOCTH
OopraHu3Ma MOKPBIBACTCS 3a cUeT KUpoB, 15% - 3a cuet OenkoB u 45-50% - 3a cuer
VIJIEBOJOB. BaXHBIM MOMEHTOM, O KOTOPOM HEOOXOJMMO TMOMHUTH, SIBJISIETCS
MIOCTOSIHHOE TOJICAIMBaHME NHUIU. PekoMmeHJyemble J03bl XJIOpHUJAa HATpUs IJis
nereit cneayromue: 0-1 rog — 2 MMOJB/KT/cyT (pacTBOp HaTpus xjopunaa); 1-5 jget —
600 mx/cyT; 6-10 et — 1200 mr/cyT; crapmie 11 ser — 1800 mr/cyr.

[Tomumo »sHepretnueckoro neduunura, y OogbHbBIX ¢ MB 3akoHOMEpHO
pa3BUBaAETCS ACPUIUT KUPOpaCcTBOPUMBIX BUTaMUHOB (A, I, E, K), accenmmanbHbx
KUPHBIX KHUCJIOT, a TaKKe€ HEKOTOphIX MHKpodsieMeHTOB. CyTrodyHas 1o03a
KUPOPACTBOPUMBIX BUTAMUHOB JIJ1s1 00JIbHBIX MB 10mKHa npeBbIaTh CTAaHAAPTHYIO
PEKOMCHIYEMYIO 03y Ui 3I0pOBBIX JeTeii B 2 u Oomee pa3 (tabm. 2.3.).
XKenaTenbHO KUCIOIB30BAaHNE BUTAMUHOB B BOJIOPACTBOPUMOI (hopMme.

Tab6mauma 2.3.
PexoMmeHmyeMbIe CyTOYHBIC J03bI JKHPOPACTBOPUMBIX BUTAMUHOB
1A 6os1bHEIX MB

Buramun Bospact CyrtouHas 103a
BUTAaMMH A - 5-10 TeIC. E]]
BUTaMUH /] - 400-800 E/JT
ButamuH E 0-6 Mmecs1ieB 25 mr

6-12 mecsieB 50 mr

1-4 ronma 100 mr

4-10 et 100-200 mr

10 met 200-400 mr
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puTtamua K* 0-1 rox 2-5 w™mr
crapmie 1 roga 5-10 r
* - putamMuH K Ha3zHadaeTCcs OOJIBHBIM, MOJTYYaBITUM aHTHOAKTECPHUAIBHYIO TEPAITHIO
U TIPH TTOPKCHHUH TTICUYCHU

B ocHOBe MeAMKaMEHTO3HOW KOPPEKIIMH CHHAPOMOB MAJIBIUTECTHH W
ManbaOCOPOIMHM JISKUT 3aMECTUTEIbHAsT Tepanus (PepMEeHTaMHU MOKETyI0YHON
xKene3pl. Vcmonmb3oBaHWE IS KOPPEKIIMH  DK30KPHUHHOM  MaHKPEATHYECKOM
HEJIOCTAaTOYHOCTH COBPEMEHHBIX (DEPMEHTHBIX MpEerapaToB (KPEOH), a TaKKEe JUCTHI
BBICOKOM  SHEPreTHYECKOW I[EHHOCTH TO3BOJISIET B  3HAYUTEIBHOM  MeEpe
HOPMAJIM30BaTh HYTPHUIIMBHBIN CTaTyc OOJbHBIX. DepMEHTHBIC MpernapaThl
NPEICTaBIAIOT CcO00W MHUKpochepUUecKue TrpaHylbl B  KHCIOTOYCTONYMBON
000J104YKe, MOMEIIEHHBIC B JKEJIATHHOBYIO Karcyiy (tadi. 2.4.).

Tab6mauia 2.4.
CocraB Mukpochepruyeckux dhepMeHTHBIX penapatoB (1 kamcyna)
HazBanue Jlunaza, ME [Iporeasza, ME Ammunaza, ME
mpenapara
Kpeon 10 000 10000 600 8000
Kpeon 25 000 25000 1000 18000

Jlody  (depMEHTHBIX  TpemaparoB  YCTAHABIMBAIOT  WHJWBHIYaJIbHO,
PYKOBOJCTBYACH CJIEAYIOIINMU MPUHLIUIIAMU:

- HadanbHas go3a coctasisietr 4000-5000 ME akTuBHOCTH JUTIa3bl/ B CYTKH;

- 'y OONBHBIX C TSKENIbIM TedeHueM MB u BbIpaXKeHHOW HEIOCTATOYHOCTHIO
GYyHKIUKA — TOHKENYJA0YHOM  JKene3bl 703y HEOOXOAMMO  IMOCTENEHHO
yBenuuuth 10 8000-10000 ME akTUBHOCTH JIUMA3bI/KT B CYTKH;

- KpUTEpUEM aJeKBaTHOCTU JI03bl SIBJISIETCS KYINUPOBAHUE CHUMIITOMOB
MaHKpPEeaTUYECKOU HeIOCTAaTOYHOCTH — MoJin(eKranuu, creaTropeu u T.4.;

- JI03y pacmpeiessitoT MEXIy BCEMHU TMpUEeMaMH MHUIMU (OCHOBHBIMU U
JIOTIOJITHUTENILHBIMU), PACCUUTBIBASI PA30BYIO 1103y UCXOJIs W3 COACpKaHUS
JKHpa B pallioOHE;

- (epMeHTHBIN mNpenaparT HEOOXOAUMO NPUHUMATH HEMOCPEACTBEHHO Mepen
€I0M.

HeobxoaumocTh nanbHEHIIEro yBeTUYeHHUsS 103bI (PEPMEHTHBIX IpernapaToB
Beimie 10000 ME aktuBHOCcTH numnasel ME/Kr B cyTkum TpeOyeT IeTalbHOro
oOcnenoBaHusi OOJIBHOTO W aHANM3a MPUYUH PePPAKTEPHOCTU CTEATOPEH W APYTHX
CUMIITOMOB ManbabcopOriuu. M3BectHO, uTo 03B (hepmeHToB BhIme 10000-15000
ME aKkTHBHOCTH NHMa3bl/KT B CYTKH TOBBINIAET PUCK CEPHE3HOTO OCIOKHECHHUS
dbepMmeHTHOM Tepanuu — GuUOpo3upyroleld KojJoHoNaTHUU. JIerkue, aTUMUYHBIC
¢dbopmbl MB MoryT He noaBepratbcs (pepMeHTOTEpAHH.

HecMoTpst Ha 3HauMTENbHBIN Iporpecc B BeleHuu OonbHBIX MB, Hanbonee
TPYIHOM  3ajadyel  ocTaeTcsi  CcOXpaHeHue  (QyHKOuM  Jerkux. MeHHo
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IIPOrPECCUPOBAHUE OpPOHXO0JIETrOYHOTO mporecca c (bopmupoBaHueM
IHEBMOCKJIEpO3a, NHEBMO(HOpO3a M JIETOYHOTO CepAla SIBJISETCS OCHOBHBIM
(bakTopoM, ONpeIESIOIIMM OIPaHUUYEHNE POAOIKUTEIBHOCTH KU3HU MallUEHTA.

OCHOBHBIMM JI€HCTBUSIMU, HAIPABICHHBIMU HENOCPEICTBEHHO HA COXpPaHEHUE
(GYHKIUM JIETKUX, SBIISIOTCA:

- OUHUIICHHE OPOHXUAIBHOTO JEPEBA OT BI3KOW MOKPOTHI;
- ToJaBJieHUe OaKTepHalbHON HH(DEKIHHY;
- NPOTHMBOBOCHAIMTENbHAS TEPAIIUS.

OCHOBHBIMM ~ KJIMHUYECKHUMH cuUMOTOMamMu oOoctpenuss MB  sBastorcs
M3MEHEHHE XapaKTepa Kalulsd, MOSBJIECHUE HOYHOTO KAllllsi, YBEJINYEHNE KOJINYECTBA
MOKPOTBI M1 U3BMEHEHHE €€ XapaKTepa, HapaCTaHUE OABIIIKH, JIMXOPAAKa, TAXUKAPIHS,
YXYJILICHWE alleTUuTa, CHW)XKEHUE MAacCChl TeEJla, CHWKEHHE TOJEPAHTHOCTH K
busznueckoil Harpyske, IIMaHO3, yXyAlIeHHE (DU3UKAIBHON U PEHTICHOJIOTHYECKON
KapTUHbl B JIETKMX, IOKa3aTeneld (yHKUMM BHEUIHETO [bIXaHUs, NpU3HAKU
BOCHAJICHUS IO JJaHHBIM J1a00pAaTOPHBIX METOIOB UCCIIEI0BAHUSI.

Br16op aHTUOAKTEPHAIIbHOM TepaIuu OIIPENEIIACTCS BUJIOM
MUKpPOOPTaHU3MOB,  BBIIEISEMBIX M3  OpOHXMAJbHOTO  CEKpera MU HX
YyBCTBUTEIBHOCTBIO K MpenaparaM (Tabn. 2.5.). MHKpOOHOJIOTrMYECKH aHalu3
MOKpOTBI CJIEIyEeT IPOBOAUTH HE pexke | paza B 3 mecsua.

Tabmuma 2.5.
AHTHOAKTepUaIbHBIC MpenapaThl, IPUMEHSIEMbIC Y OOJBHBIX C
MYKOBHCIIHIO30M
[Ipenmapar Jo3a, mr/kr/cyt I1yTe BBeneHUA Yucno npuemoB B
TTyHb

[unpodnokcaruu | 20-40 BuayTtpb 2

ToGpamunuu 10-20 BHYTPHUBEHHO 1-2

Iedrazuaum 150-300 BHYTPHUBEHHO 2

A3TpeoHam 150-250 BHYTPHUBEHHO 4

Nmunenem 50-75 BHYTPHUBEHHO 3-4

TuenaMuiuu 50-75 BHYTPUBECHHO 4

Meponenem 50 BHYTPHUBEHHO 2

edenum 150 BHYTPHUBEHHO 2

AMUKaIH 30-35 BHYTPHUBEHHO 1

Konomunimu 50-75 BHYTPHUBEHHO 3

3a4acTyio MCHOJB3YIOT aHTHOAKTEPHUATIBHYIO TEpalui0 WHTAIAIMOHHO Yepe3
HeOymait3ep (Tadm. 2.6.).

OmnpeneneHHble HAACKIbI Ha Ooyiee ycmelHylo OopsOy ¢ P.aeruginosa
MOSIBUJIUCh TIPH JIJTUTEIPHOM Ha3HAYCHHH CYOTEPaneBTHYECKUX 103 MAaKpOJIUIOB,
MOJABJISIIONINX TPOAYKIIMIO aJITMHATa, a TakkKe pa3pylaliux OuopuiIbM,
3alUIAIONIMA  MHUKPOKOJOHUHU P.aeruginosa, 4uto 3aMemsieT MpOrpecCHpOBaHUE
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XPOHUYECKOTO  OpOHXOJIETOYHOTO Tpollecca ¥ TO3BOJISIET  PEKOMEHJIOBAThH
IPUMEHEHHE MaKpPOJIUIOB OOJBHBIM C XPOHUYECKOW KOJOHM3ALMEH CHUHETHOWMHOM
MAJIOUYKOMU.

TaOmnuma 2.6.
AHTHOAKTEepHaIbHBIC MPErapaThl, IPUMEHIEMBIC Y OOJIBHBIX C
MYKOBHCIIH/I030M HHTAIIIIMOHHO Yepe3 HeOyan3ep

IIpenapar Jlo3a

AMukanus J1o 2-x net: 20 Mr X 2 pa3a B CyTKH;
2-8 net: 40 Mr X 2 pa3a B CyTKH;
crapuie 8 net: 80 mr x 2 pa3a B J€Hb.

Tobpamura MaxkcumainbHo no 160 Mr x 2 pa3a B CyTKH.

Komxomurina o 2-x net: 250 ThIC. €11. X 2 pa3a B CyTKH,
2-8 net: 500 ThIC. €11. X 2 pa3a B CYyTKH;
crapiie 8 jeT: 1 MIH. ell. X 2 pa3a B JI€Hb.

Hedrazuaum MaxkcumanibHO 110 | rp. X 2 pa3a B CYTKH.

Hapsiny anTuOakrepuanbHOi Tepanuedl y OonbHbIX ¢ MB nenecooGpasHo
HCIIOJIb30BAaHUE MPENapaToB, CIIOCOOHBIX KOPPEKTUPOBATH YPE3MEPHBIM MMMYHHBIH
OTBET OpraHW3Ma, OrPAHUYMBATH BOCHAIUTENIBHYIO PEAKLIUIO B JIETOYHOM TKaHH,
3aMeJUISITh IPOTPECCUPOBAHUE OPOHXOJIETOYHBIX U3MEHEHNH. OCHOBHBIMU SIBIISIOTCSA
IJIFOKOKOPTUKOMIBI MECTHOTO (OyaecoHu, (hIOTUKA30H) U CUCTEMHOrO JIEUCTBUSA
(mpeaHU30JI0H), a TAKXKE HECTEPOUAHBIE MPOTUBOBOCHIAIUTEIbHBIE CPEICTBA.

dusnueckre METOJbl 3BAKyallUd MOKPOTHI MOAOUPAIOTCS MHAWBUIYAIBHO B
3aBHCHUMOCTH OT BO3PAcTa, TSXKECTH U 0OPAaTUMOCTH JIETOYHBIX U3MEHEHUH, epruoia
3a0oneBanusi. [IpUMEHSIIOT: TMOCTypaibHBIM JPEHaXX, BHUOPAIMOHHBIA MAacCak,
ayTOreHHBIM MaccaXX, KUHE30Tepanus, JeYEOHYI0 (PU3KYIbTYpY C HNPUMEHEHUEM
AKTUBHOTO LIMKJIA JIbIXaHHUS.

®u3nyeckrue METOAbl OYMILEHUS JbIXaTeIbHBIX NyTe MNpu 0OOCTPEHHUH
OpOHXOJIErOYHOr0 Tpolecca CcileayeT coderarb ¢ MykoiauTukamu. Hawubonee
3¢ (PEKTUBHBIM MYKOJIUTUKOM CUUTAIOT allETUIIMCTENH, JEICTBUE KOTOPOrO CBSA3aHO
C HaJIM4MeM CBOOOJIHOM Cylb(aruIpuibHONW Ipynibl, pa3phiBaoLEl AUCYIb(UIHbIE
CBA3U COCTaBISIIOIIMX OpPOHXMAIBHOTO CEKpeTa, TEM CaMbIM pa3XKuxas €ro.
[IpenapaT npumeHsieTcs IepopaibHO WK UHTAISUOHHO:

- 5o 3-x get — 150 mr/cyr;
3-7 net — 300 mr/cyT;
7-10 net — 450 mr/cyT;
crapuie 10 get — 600 Mr/cyT.

XopomuM MYKOTUTHYeCKUM 3(PdeKkToM 001a1a0T mpemnaparbl aMOpoKcosa
TUAPOXJIOPUJIA, KOTOPBIA  SIBISIETCS AKTUBHBIM  METa0OJIUTOM OpOMIeKCHHa,
oOnafarouMii  BBIPAXKEHHBIM  CEKPETOJIUTHYECKUM U CEKPETOKMHETHYECKUM
JNEUCTBUEM, TaK KaK CTUMYJIUPYET (DYHKIMIO HUIMAPHOTO SIUTENHS, aKTUBUPYET
oOpa3zoBaHue cypdakTaHTa aJbBEOJIAMH.

71



Kianan4yeckoe Haorogenue Ne 7

Manbunk /1., 2-X €T, HAXOWIICS B MyJIbMOHOJIOTMYECKOM OTIEIIeHUU. MaTthb C
pebeHKoM oOpaTwiach B CTAallMOHAp BIIEPBBIC, KOTJAa MalIbUMKy ObUIO 4 Mecsiia.
OcHOBHOMH kaft000# MpHU NOCTYTIICHUH ObLIIa OJIBIIIKA.

U3 anammesa owcusnu u 3abonesamus W3BECTHO, uYTO pebeHok oT [V
OCpeMEHHOCTH, TMpOTEeKamImie Ha (GOHE Yrpo3bl CpPhlBA HA BCEM IMPOTSHKCHUH,
aHeMHH Jerkoi creneHu Tsokectd. Poxwl II, B cpoke recramuum  31-32 Hemenw,
camocTosaTenbHbie. Macca Tena npu poxaenun 2020 rp. I 6epemeHHOCTh Y MaTepu
3aKOHYMJIACh POXKJIEHUEM JIEBOYKU B CPOK, OJHAKO PEOCHOK yMep Ha 2 HeAelu
KU3HU, TIPUUYMHY CMEpPTH MaTh yTouHuth He Morna. Il u III Gepemennoctu —
CaMOTMPOU3BOJIbHBIN a00pPT B POAMWIBHOM JoMe. MajabuuK HaXOJWICsS B OT/AEJICHUU
pE€aHUMAaIMM U UHTEHCUBHOM TEpaInu JBOE CYTOK, U3 KOTOPBIX OJHU CyTKU Ha NBJI,
nocye Obul KUCIOpojo3aBucuM B TeueHue 30 aHeil. [[narHos: achukcusi Tsxenon
CTENEHHU, pEeCHUpaTopHbIii nuctpecc-cuaapom Il crenenun. BHyTpuyTpoOHas

ITHEBMOHUS  HEYTOYHEHHOM  OJTHOJOTMH.  llepMHaTasibHOE  T'MIIOKCHYECKU-
nmemuyeckoe nopaxenue LIHC, octpelii mepuon, Tsxenoe TteueHue. PebeHOok
MoJlydaJl ~ aHTUOAKTEPUAIbHYIO  TEpanuio, MEIUKAMEHTO3HYIO KOPPEKLUIO

PECIIUPATOPHBIX M HEBPOJIOTMYECKUX HapyIIEeHHWH. Manpuuk BBIIMCAH JTOMOW B
YAOBJIETBOPUTEIBHOM COCTOSSHUHM C PEKOMEHIALMSAMH IIPUHUMATH LiepakcoH 1o 0,5
MJI 71Ba pa3a B AeHb 1 Mecsn. [locne BBIMMCKU M3 HEOHATAIBHOTO CTAlMOHAPA MATh
OoTMEeYasla, 4To y peOeHKa MMEET MECTO IIYMHOE JbIXaHHe, C NEPUOAUYECKUM €ro
yYallleHueM BO BpeMsi KOpMJIEHHs, Iutada, OecmokoiicTBa. PebGeHok momyyan
aJlalITUPOBAHHBIE CMECH, OJIHAKO ammeTUT ObU1 cHuKeH. [IpuBUT B popmome: OT
renatuta B, mocienyroniye NPUBHBKYA HE IPOBOJIMIMCH.  AJIEProJIOTrHYeCcKUi
AHaMHE3 HE OTATOILICH.

[Ipu nepsuunom ocmompe ob6pamanu Ha ce0sd BHUMAaHHUE TPOSIBICHUSA
JBIXaTEIbHOM HEAOCTaTOYHOCTU. PeOEHOK ObLT B CO3HAHMM, UMEJIa MECTO OJIbIIIKA C
npeo0jJaaHeM SKCIUPATOPHOTO KOMIIOHEHTa W YYacTHEM BCIIOMOTaTeIbHOM
MYCKYJIATypbl B aKT€ JBIXaHUs, pETPAKLIMEN IPYIHON KIETKHA. HacToTa ABIXaTEIbHBIX
NBIKEHUN cocTaBiisia 70 B MUHYTY. @U3HUECKOE Pa3BUTHE ObLIO HUXKE CPETHETO TI0
Macce U pOCTy, AUCTapMOHMYHOE. ['pynHas KiIeTka HECKOJIBKO paclIMpeHa B
nonepeuHuke. I[lepkyTopHO Haj JIETKUMH KOpPOOOYHBIM 3BYK, YKOPOUEHHE
NEPKYTOPHOTO 3BYKa B MEXJIOMATOYHOW 0O0JacTH. AYCKYJIbTaTUBHO — JbIXaHHE
ocnabJieHHOE HaJ BCEW MOBEPXHOCTHIO JIETKUX, MEJIKOMYy3bIpUaThie XpUIbl HaJl BCEH
MOBEPXHOCThIO JIeTKuX (Oombine cieBa). ['paHUIBI OTHOCHTENBHOW CEPIICUHOM
TYIIOCTH HE paciunpeHbl. TOHBI cep/la MpUIriIyleHsl, ydamensl. YacToTa cepaeuHbIxX
cokpamenuit 166 B munyty. JKuBot msrkuii, 6e36one3neHnbid. [leyens 10 3-x cM
HIUKe Kpas pedepHoit gyru. CenezeHka 10 2-X CM HIDKE Kpasi peOepHOM TyTH.
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Jlanusie donoiHumenbHulX UCC1e008aHuUll.

KIMHMYecKuii aHanu3 KpoBH: TeMorioous — 116 r/m, op. — 3,9x10%/11, nefikon. —
4,2x10%1, 303. — 2%, /1 — 1%, c/g — 20%, mumd. — 65% (abc.-2,7x109/1), MOH.
—12%, COD — 8 mm/4ac.

Knnanuecknii ananmms Mouu — 6e3 0COOCHHOCTEH. [ 'eTbMUHTHI ¥ IPOCTEHIIIE B
KaJie He 0OHAPYKEHBI.

buoxummueckoe uccnenoanne kpou: AJIT — 0,58 (N=0,1-0,68 mMmoub/4-),
ACT - 0,97 (N=0,1-0,45 mmoub/u-i); caxap kpoBu — 2,78 (N=3,33 -5,55
MmoJi/i); kpeatnanH — 0,063 (N=0,088-0,177 Mmmoib/i); 6enok kposu — 70 1/
(N=65-85 r/m).

YuuthiBass ~ HEOJAronmpuUATHBIA  aKylIEpCKUW  aHaMmHe3, peOeHOK  Obul
oocnenoBanun Ha TORCH xommnekc (Bupycol repmeca | u |l tumos, [IMB,
TOXO, Chlamydiatrachomatis, Ureaplasmaurealyticum, Mycoplasmahominis)
METO/IOM HuMMyHOpepMeHTHOrOo aHaimm3a I1gG (mapHble CHIBOPOTKH) U
MOJIMMEPa3HON LEenHoi peakuuu. BoisBieHn 4-x kpaTHblid ipupocT tutpa AT Ig
G x Ureaplasma urealyticum MeTo10M IMMYHO(DEpPMEHTHOTO aHATN3A.
BakTtepuonorudeckuii moceB M3 3esa u Hoca — S.aureus 108, Haemofilus
influenza 107,

Ha o0030pHOI1 peHTreHorpaMMme OpraHOB TPYJHON KJIETKH JIETOYHBIE MO
yMEPEHHO B3yThl. JleopMaiiust IETOYHOTO PUCYHKA MO TPYOOTSHKUCTOMY THITY
B MEJMAJIbHBIX OTJENaX C JBYX CTOPOH 3a CYeT IMHEBMOCKJepo3a. [loHmxkenue
MMHEBMATHU3allMU JIETOYHBIX TMOJIEH B BEPXHUX OTJENaxX 3a CUeT MHOUIbTpAIUu.
Cunycol cBoboHBL. Cepaie B pazmepax He yBenmdeHo (Puc 2.3.).3axmoucHue:
JBYCTOPOHHSSI 0YaroBO-CIIMBHAS ITHEBMOHHUS, MpU3HAKKA (Pubpo3a JIeroyHoi
TKaHH.

Puc 2.3. PertrenorpamMmma opraHoBrpyaHoi kieTku pedenka /l., 4 mecsua.
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— DJeKTpoKkapAUOrpaMMa: CHUHYCOBasi Taxukapaus. BonbTaxk B CTaHIApPTHBIX
OTBEACHUIX CHIDKEH. Jlunaranus npaBoro xkenynouka. [Ipexosmias HenoHas
Onokama mpaBoM BeTBM mydka [uca. Hapymenus penonsipuzanuu
TUIIOKCUYECKOTO XapaKTepa.

— Dxokapauorpadusi: auiaTalMs MPaBbIX KaMep, CTBOJA JETOYHON apTepHH,
yMepeHHasi TUepTpodus CBOOOAHON CTEHKH MPABOro kemynouka. OTKphITOe
OoBaJbHOE OKHO (nuameTp Oonee 3 wmM). [unepkuHeTHyeckwili TuUI
KkpoBooOparnienus. Opaxius BeIOpoca jeBoro xkemygouka — 88%. UHCC — 170
yIapoB B MUHYTY. MUHHMMalIbHasl TPUKYCNHJAJIbHAS PETypruTanus. IXo-
NPU3HAKK TOBBIIICHUS JABJICHUS B CHUCTEME JIETOYHBIX BEH. P cp. jeroyHoi
aprepuu — 32-34 mm pT.cT. (N= 110 25 MM PT.CT.). AP KII. JIerO4HOM apTepun —
3,4 mm pt.cT. (N= 3,0 MM pr.ct.). [l nuact.eBoro kemyaouka 27,0 (N= no
20,0). I nuact. npasoro xenyaouka 20,0 (N= mo 12,0).

— KowmnelorepHas Ttomorpaduss OpraHoB TpyJHON KIETKH: OYaroBbIX U
WHOUIBTPATUBHBIX W3MCHEHWH HE BBISBICHO. Tpaxes W KpymHBIE OpOHXH
cBOOOMHO mTpoxoauMbl. B mapeHxuMe oO0euxX JErkKuxX OMpeAesIoTCs
(GbuOpo3HBIC M3MEHECHHSI B BUJIC YTOJIICHUS U YIIOTHEHHS BHYTPUAOIHLKOBOTO
WHTEPCTUIUS; B 3a/JHE-0a3aJbHBIX CErMEHTaX — IUIEBPO-TIAPCHXUMATO3HBIC
TsoKU. [[HeBMaTH3aIus JIETKMX B YKa3aHHBIX OTJENIaX 3HAUMTEIBHO CHIDKCHA.
CBOOOHOM KUAKOCTH B TUICBPAJBHBIX MOJOCTAX HE BBISBICHO. 3aKIIOUYCHUE:
KT-npusnaku auddysnoro nuesmMopuodpo3a.

— Koncynpranuu HeBpoJiora: CHHAPOM TOHYCHBIX HapYIIEHUW BCIEIACTBUE
MEPUHATAIIBHOIO THUNOKCUYEeCKu-uiemuyeckoro mnopaxenus [[HC, cpennen
CTETICHH TSKECTH, BOCCTAHOBUTEIHHBIN TIEPUO]I.

— HmmyHONOTA: UMMYHOAC(PUITUTHBIC HAPYIICHUS IO KICTOYHOMY THILY, C
npeo0aagaHreM HHPEKIIMOHHOTO CUHAPOMA.

— Odranpmoutor: 63 MaTOJOTHH.

Ha ocHoBaHMM maHHBIX NPUBEACHHOTO 0O0CIen0BaHUS ObUI YCTaHOBJICH
IUarHo3: bpouxonecounas Oucniasus, Kiaccuyeckas gopma, msdcenoe meyeHue.
Omepuzema neckux, nHesmockiepos. Omkpwvimoe o06anrvHoe OKHO. Bmopuunas
JeeouHas — eunepmensus, Je2ouHoe cepoye. HK [IA cm. [lvixamenvHas
Heoocmamoynocms Il cm. Tumomezanus I cm. Ummynodeghuyumnovie Hapyuerus no
KJIemOYHOMY MUny, ¢ npeodadarnuem uH@GeKyuoHH020 CUHOPOMA.

PebGenok B Teuenue 10 cyTok mosrydai JiedeHue:

1) nmera ¢ ajgeKBaTHOW KaJOpPHHHOCTBHIO muTaHus: 120-140 kkan/Kr/cyT, ¢
coJiep>KaHreM OCJIKOB U KUPOB HE MEeHee 3-3,5 I/KIr MacChl Tejla B CYyTKH,
MUKpoaieMeHTOB — Kanbliusi 200 mr/kr/cyt, docdopa 125 mr/kr/cyr,
xenesa 2-4 MI/Kr/cyT.

2) MEIMKaMEHTO3HOE JICUCHHE:

- aHTHOAKTepUalibHAs TEpanus C y4eTOM BBIJEICHHOU (IIOpPhI U ee
qyBCTBUTEIBHOCTH (JiedpounH 10 MI/Kr/cyT B/B B TeUeHUE 5-TH CYTOK),
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- KOPOTKUH Kypc MapeHTepaIbHbIX TJIFOKOKOPTUKOCTEPOUIOB
(mexcameTaszoH 4 MI/KI/CyT B/B B TEUEHHUE 5-TH CYTOK),

- C IIEJIBIO YIYUIIEHUs IPCHAKHON (QYyHKIMH (MYKOJIBaH 1MI/KI/CyT B/B B
TE€YEHHUE 5-TU CYTOK, 3aTe€M aMOPOKCOJI MEPOPAIIBLHO),

- C LIeNbI0 OpoHXOoAMNIATalMU B-aapeHOMUMETUKH (BeHTOIUH 100 MKT X
4 pa3a B CyTKH, MHTQJISIIIUOHHO),

- MHTISIIIMOHHBIE cTepouibl (haukcotun 100 MKI/Kr/cyT),

- MeTaboJIMUeCKue Mpemnapathl (KyaecaH 8 kam.x 1 pa3 B JieHb).

Ha ¢one neuenus olriiee COCTOSIHHE YITy4IIUIOCh. [[pIxaHue mMpoOBOIUIOCH BO
BCEX OTJENax JIETKUX, XPUIIbl HE BHICITYIITUBAIUCH.

bbin BeITIMCAH IOMOH, JaHbl PEKOMEHIAIUN MPOJAOJIKUTH JICUCHHE:

- JMeTa,
- posamuuuH 500 ThIC. X 2 pa3a B aeHb — 10 1HEw,
- kanoteH 12mr x 1 pa3 B JieHb,
- BEpOIUNHPOH 4 MT X 2 pa3a B JICHb,
- acmapkaMm 90 mr x 2 pa3a B JICHb,
- ¢mukcorun 200 MKT X 2 pa3a B JICHb,
- cungeHadun (Buarpa) 6 mr x 1 pa3 B IeHb — IOCTOSIHHO,
- Maccax rpyaHoi kierku, JIOK.
Cnycts 30 qHel, 1 Ha IPOTSHKEHUH 9 MecslieB peOCHOK MOJIydall TEPAUIO:
- KamnorteH 12 mr x | pa3 B neHs,
- BEpOLINHPOH 4 MT X 2 pa3a B JICHb,
- cwigeHadun (Buarpa) 6 Mr x 1 pa3 B JIcHb,
- (umukcorun 100 MKr X 2 pa3a B J€Hb,
- acmapkam 90 Mr X 2 pa3a B JICHb.
B nocnenyroieM npousBeieHa KOPPEKIUS TEPANMUHA CO CHUKEHUEM 103!
- ¢mukcorun 50 MKrx 2 pasa BICHb,
- kamnoTeH 12 Mr x 1 pa3 B JieHb,
- cungenadun (Buarpa) 6 mr x 1 pa3 B I€Hb.

B 1 rog 1 wmecsiy Obul yTOYHEH nuarHo3: bpownxonecounas oucniasus,
Kaaccudeckas gopma, maxcenoe meuenue, nepuod pemuccuu. PeKOMEHI0BaHO
POJIOJKUTH JICUEHUE:

- (pmuxcorun 50 Mkr 2 pasza BaeHb 1 Mecsir, 3aTeM 3pecnain 5,0 mi 3 paza
B JICHb JI0 IBYX MECSIIEB,
- cwiaeHadun (Buarpa) 6 mr 1 pa3 BaeHb 3 mecsiiia.

B Bozpacte 1 roma 4 mecsaneB (1 rog mociie Hauvana JieUEHUs) Teparus
OTMEHEHa.

Yepes 1 mMecsil mocie oTMEHbI Tepanuu, B Bo3pacte 1 rox 5 mecsil, oOriee
COCTOSIHUE  peOeHKa  yaoBjieTBOpUTeabHOE. OnbIIKUM  HET. XpHUIBI  HE
BBICTYITUBAIUCh. Ha 0030pHOI pEHTreHOrpaMMe OpraHOB TPYAHOW KIIETKH
MOJIOKUTENIbHAS JMHAMUKA B BHJC HOPMAJIM3AIlMU IMHEBMATH3allUd TPABOTO
JIETOYHOIr0 MOJS B MPOEKIMU BEpXHEH n0au. Jlerodynsle Moyisi YMEPEHHO B3IYTHI.
JlerouHoii pHUCYHOK YyCHJIEH, OOOTalleH, TSHKUCT MPEUMYIECTBEHHO B BEPXHUX
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oraenax. Cunycel cBoOomHbl. Cepiiie B pa3Mepax He yBEIWYeHO. PekoMeHmoBaHO
KOHTPOJIbHOE 00CIIeIoBaHKEe Yepe3 3 MecsIa.

[Tpu oObekTHBHOM 00CIe0BaHNH B Bo3pacte 1 roj 7 mecsues (depe3 1 ron 3
Mecslla OT Hayvaja JICYeHHs) oOIlNee COCTOSHHE pPeOCHKA YIOBICTBOPHTEIBHOC.
CaMouyBCTBHME HE HapyIIeHO. Manp4yWK akTHBHBIA. KOXKHBIE TOKPOBHI OJEIHBI,
grcteie. CTM3UCTast 3€Ba PO30Basi, BIakHasl, yucTas. GU3uvecKoe pa3BUTHE CPEIHEE,
TapMOHUYHOE. [TepkyTOpHO HaJ JICTKMMH OIPEICNIICTCS JICTOYHOW 3BYK.
AYCKyJIbTaTUBHO -  BE3UKYJSIPHOC JbIXaHHWe, XpHUIOB Her. Ha o0030pHOi
pPEHTTEHOTpaMME OPTaHOB TPYJAHOH KJICTKHA JICTOYHBIC TIOJS HA BHIAMOM
MPOTSKCHUH YJIOBJICTBOPHTEIBLHOW MPO3PAYHOCTH, JISTOYHOW PHUCYHOK HEYCTOK, B
OKOJIOKOPHEBBIX 30HaX — YCWJICH, oboramieH. KopHH JIErKUX 3a TEHBIO CPEIOCTEHHUSI.
Cunycsl cBoOoaHBI. Cep/arie B pa3Mepax He yBenndeHo (Puc 2.4.).

Puc 2.4. Pentrenorpamma opraHoB TpyaHO# kieTku peodenka /1., 1 roq 4
Mecs11a, TOCIIe JICUCHHUS.

Honmnepoaxokapaunorpadus: P cp. nerounoii aprepuu 21 mm pr.ct. (N= 10 25
MM pT.cT.). Kuneruka ymoBnerBoputenbHas. [lonmoctu cepana, maructpaibHbIC
cocynsl He pacipenbl. Opakius BeiOpoca — 69%.

[IpuBeICHHBIN KIMHUYECKUN ClIydyald WUIFOCTPUPYET MPUMEpP YCHEUIHOTO
nedeHus peOeHKa C TsDKelod OpoHxosjeroyHoi mucrazuend [V (XpoHudeckoit
cTaauun) B 1e0r0Te 3a00IeBaHMUS.
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Jlumepamyphas cnpagka no KiuHuyeckomy Habarooenuio Nol

B 2007 rony YkpauHa nepenuia Ha KpUTEPUH PETUCTPALIMU NTEPUHATAIBHOTO
nepuoga COOTBETCTBEHHO pekoMeHmanusM BOO3, uto o0ycioBUIO YyBETUYECHHE
KOJIMYECTBA JIETEM C HU3KOM H  OKCTPEMAJIbHO HHU3KOW Maccod Tela.
IIpexxneBpeMeHHBIE POJABI PETUCTPUPYIOTCA C MOJHBIX 22 HEOenb TIeCTaluu.
biarogapst ~ yCOBEpIIEHCTBOBAHUIO  METOJOB  MHTEHCHBHOM  Tepamud WU
cyphakTaHTHOM TMOIJEPKKE HEOHATOJOTH JOOWIMCh BBDKUBAHHUS MAaJOBECHBIX
Majbllllel, PpOAUBIIMXCA C PECHUPATOPHBIMU HAPYLWICHUSIMU U JPYTUMH
COCTOSIHUSIMHM, TpEOYIOIMMU HMCKYCCTBEHHOM BEHTWIALMM JieTkuX. OJHaKo
HE3peIoCTh OPOHXOJIETOYHONW CUCTEMBI, OapoTpaBMa, MOBPEXKACHUE KUCIOPOAHBIMU
paavKagaMu, BOCHAJIEHHE Yy MHOTUX M3 HUX TMpuBeI0 K (OPMHPOBAHUIO
XPOHMYECKUX U3MEHEHUH B JIETKUX — OpoHXojerounoi aucrazuu (bJII).

AHaTOMO-(PU3HOJIOTHYECKHE OCOOCHHOCTH (POPMHUPOBAHUS OPOHXOJIETOYHOU
CUCTEMBI. 3aKiajgka OpOHXOJErOYHbIX CTPYKTYp HauuHaercss ¢ 24-ro JaHA
O0epemeHHOCTU. bponxuansHas TpyOka dhopmupyercs 10 S5-il Heieau recTaluu, 3TOT
MepUoJ Ha3bIBAIOT aMOpuoHAIbHOU cmaduet. 1loclie HaCTymaeT nces00naHOVIAPHAS
cmaous (1o 16 Henenu) KoTopast XapakTepu3yercs: (popMUpPOBaHUEM OPOHXUATBHOTO
JepeBa W JErouHslX cocyaoB. Haumnas ¢ 16 Hemenu m 10 24 Hedenp recraiuu
(kananuxynspnas ~ cmaousi)) TPOUCXOAAT  HECKOJIBKO OYCHb  BaXKHBIX IS
BHEYTPOOHOT'O CYLIECTBOBAHUS COOBITHIA:

e oOpa3oBaHME€ TEPMHUHAJIBHBIX OpOHXMOJ, MOCJIE€ U3 HUX OyayT oOpa3oBaHbI
aiuaycsl  (3-4  pecnupatopHble  OpOHXHMOJIBI,  AJbBEOJSIPHBIE  MPOTOKH,
aJbBEOJIIPHBIE CAKKYJIbI, aJIbBEOJIbI);

e (QopmupoBaHUE  aJTbBEOJO-KAMWLIAPHOM MemOpanbl K 19-20 Henmensam
BHYTPUYTPOOHOTO Pa3BUTHS;

e nosiBiieHue anbBeouuToB Il mopsiaka x 20 Henmenu recrauuu (MPOLYKUUS HUMU
cyphakTaHTa HUYTOXHO MaJia)

Takum o6pazom, no 20 Hemenu KU3HU JIETOYHOM MHTEPCTUIMN TUIOJA HE
roToB K obecreueHunio AU Py3un ra3oB AbIXaTCIBHOM CMECH, & COOTBETCTBEHHO K
00ecCneveHnI0 TKaHEeW KUCIOPOIOM.

Tepmunanouas cmaous npojospkaeTcs ¢ 24 no 36 Hemento OEpEeMEHHOCTH.
OueHb BaXKHBIN 3Tan AJi TalbHEUIIIETO CYIIeCTBOBaHUS PeOCHKA:

e (0OHapyXMBAKOTCS albBEOUUTHI | mopsaka, ydacTByrolue B razooOMene (k 24
HeJeNsIM OEpEMEHHOCTH);

e (GopMHUPYIOTCS OTHOCHUTEIBHO IOJHOIICHHBIE aabBeotibl (Mexay 30-36 HemensMu
recraiun);

® MCTOHYAETCS MHTEPCTULIMM JIETOUYHOU TKAHU.

K poxaenuto y pedbenka yxe chopmupoBano 50 MUIIIMOHOB ainbBeoi. OaHaKo
Ha 3TOM HE 3aKaHuYWMBaeTCsi MX (QopMHupoBaHHE: y B3pocioro okoso 300 muH.
anbBeoJ. [IpuHATO TOBOPUTH 00 OKOHYATEIBHOW albBEOJIAPU3ALMHU TOJBKO K 18
MecAllaM >KM3HU (CUMTas OT CPOYHBIX poJoB). He MCKItOueHO, U4TO anbBeOJsipHAs
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cTaaus 00JIaJaeT HEKOTOPHIM MOTEHIIMAJIOM JIaXKe MOCie OKOHUAHUSI OCHOBHOM (ha3bl
anbBEOJSIPU3AIMU, A JIETOYHOE MHUKPOCOCYAMCTOE PYCIO MNPOJOHKAET Pa3BUTHE
napajijieIbHO ¢ POCTOM JIETKUX PeOCHKa.
Eme onHa BaxHas aHATOMHUYECKass OCOOEHHOCTh JIETKUX IUIoJa |
HOBOPOKJIEHHOT0. DTO OTCYTCTBHE KOJUIATEPAJIEH, MO3BOJSIOMINX BO3yXY MOMNAIATh
JTUCTalbHEE MeCTa OOCTPYKIIMH, YTO OOYCIaBIMBAET HapylICHUE BEHTHJIALIMOHHO-
nep(py3uOHHBIX COOTHOIIICHUM, MOBBIIIAET PUCK aTEIEKTA30B U AM(U3EMBI.
Hcxond W3 BbIIIE CKAa3aHHOTO, HE CIIOKHO MPEACTABUTh HACKOJIBKO T'OTOB K
3¢ (HEeKTUBHON BEHTWISAIMM PEOCHOK POIUBIIMICS AOCpoYHO. UTO 3ajmep:kuBaer
co3peBaHue Jerknux? OCHOBHBIMH NMPUYMHAMHU HE3PEIOCTU PECIHPATOPHOIO TPAKTa
CUMTAIOTCA:
® CHIKECHHE YpPOBHS KOPTUKOCTEPOUIOB U THUPEOIHOEpHHA MO KaKUM JHOO
IpUYMHAM Yy MaTEpH;

® CHIKEHHE 00bEMAa aMHHOTUYECKOM MKHUIAKOCTH:  OJUTOTHAPOAMHHUOH, pa3pbiB
IJTOJIHBIX 000JI0YEK;

e yMeHbUIEHWE oO0ObeMa TIpyJHOM mnojocTH (auadparmanbHas TpbDKA, KHUCTHI,
OITYXOJIM TPYAHOU MOJIOCTH);

® JMCKOOpPJIMHALIUS JIBIXaTEJIbHBIX JBMKEHUH HOBOPOXKIEHHOTO  BCIIEJICTBHE
BHEJICTOYHBIX NPUYUH (MMOPOKH  Pa3BUTHS HEPBHOM CHUCTEMBI, Cep/lia,
JBIXaTeIbHOM MYCKYJIaTyphl, KapKaca TpyIHON KIIETKH);

e HH(EKIUOHHBIN (aKTOp U BOCIAJICHUE;

e MeTaboJiMuecKue HapylieHus (HanboJiee 4acTo — TUMOTIIMKEMUSA );

e HApYLICHHUs ra30BOT0 COCTaBa KPOBU y MaTEPH.

Takum 00pazom, nepexo]l K BHEYyTPOOHOMY CYIIECTBOBAHUIO HEOHOLIEHHOTO,
a 3a4acTyl0 U HE3peJoro pedeHKa TNPEIbsBISIET MOBBILEHHBIE 3alpoChl K
razooomeny. MckyccTBO HeoHaToJjiora IMOJAOOHO KaHATOXOAIy Ha OJHOM KOHIIE
niectTa y KOTOPOrO THUIIOKCHS TKAaHEW, a Ha JPYroM TMIIEPOKCHS, BOJIOMO- H
O0apoTpaBMa JIbIXaTENbHBIX MyTEH. bnaronapsi mnpodeccrnoHanusMy Bpauew,
MIPUMEHEHUI0 paHHero HazanbHOro CPAP M manueHT-TpUITEpHON BEHTWISLUMUA Ha
(doHe BBeAeHUS cyppaKkTaHTa HOBOPOKJIEHHBIE BBIKUBAIOT. B TO ke Bpems ocTaercs
BBICOKUM TpoLeHT popmupoBanust bJI/I.

Yacrora bBJIJ Bapeupyer, 4TO CBSI3aHO C HEOAHO3HAYHOM TPAKTOBKOMH
JMarHo3a M pa3InyHbIM KOHTHHT€HTOM OOJBHBIX. DTO TpeOyeT YHUPHUIIMPOBAHHOIO
noAxoAa K (OPMUPOBAHHUIO JMAarHo3a, a IO pPe3yJibTaTaM PaHIOMU3HPOBAHHBIX
MYJIbTHLIEHTPOBBIX HcciienoBanuii bJIJ] 3a0oneBator 17-57% HEIOHOLIEHHBIX, U3
HUX HauOOJIBIIUN YACIbHBIA BEC 3aHUMAIOT JETH C AKCTPEMAIbHO HU3KOW MacCcou
Tena. Yacrora OpPOHXOJETOYHOM NUCIUIA3UM Yy HEJIOHOIIEHHBIX HOBOPOXIECHHBIX
cocrasisieT 30-80%, oaHaKO MOKET HAOIIOAATHCS Y TOHOIIEHHBIX HOBOPOK/IEHHBIX.

Omnpenenenne GPOHXOJIETOYHOM AUCIUTa3uu BriepBhie qaHHOEe Northway B 1967
roJy, Kak XpOHHYECKOe 3a00JieBaHUE HEJOHOILIEHHBIX, KOTOpPbIE HAXOAWUJIUCh Ha
MCKyCCTBEHHOW BeHTWIsIMU Jierkux (MBJI) ¢ sxkecTkumMu nmapameTpamMu B HACTOSIIIIEE
BpEMs MPETEPIIENIO 3HAUYNTEIbHBIX W3MeHeHul. 1o ceil neHp BeaeTcs yriayOaeHHBIM
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MOUCK W O00OOIIeHNE MATOTeHETHYeCKuX Mexanu3MoB GdopmupoBanus bJIJI. o
HACTOSIIIIETO BPEMEHHU MPOOIEMON SBIISIETCSI PETPOCHEKTUBHOCTh YCTaHABIMBAEMOT'O
muartoza. B 2001 rogy Obuiv omyOJIMKOBaHbl HOBBIE JUATHOCTUYECKUE KPUTEPUU
BJIJI, craBmme pe3yabTaTOM KOHCECYaJlbHOW KOH(EpPEHIINH, OpraHu30BaHHOMN
National Institute of Health, cormacHo KOTOpbIM HEHOHOIIEHHBIC, TOJYYAIOIINE
Kkuciopo 6osee 28 aHel, uin 36 Henenb MOCTKOHLENTYaIbHOTO IEPHOJIa CTPATatoT
BJII.

bponxoneroynas nucIuiasusi — XpOHHUYECKOE 3a00JieBaHHE, BO3HUKAIOIIEE
BCJICJICTBUE HAPYLIEHUs BOCCTAHOBIICHUS IMOBPEKICHHON JIETOYHOU TKaHU. [IpuHAaTO
BBIJICIATHh Kiaccnueckylo M «HOBYrO» bBJIJ[.Kmaccuueckas BJIJI - xpoHudeckoe
OOCTpPYKTHBHOE 3a00JieBaHUE JIETKHX, BO3HUKAIOIIEE BCIEACTBHE TOBPEXKICHUS
JErKUX KHCIOPOAOM, JIaBIICHHEM, OOBEMOM, BEAyllee K BOCHAIUTEIBHOMY
MOPaXEHHUIO JBIXaTeNbHBIX MyTeHd, Guoposy u smduzeme. IlepBonavansHo BJIJ]
paccMaTpuBajach KakK pe3yJbTaT MOBPEKIAIOIIETO JCUCTBUA KHUCIOpOAA U
MCKYCCTBEHHOW BEHTWISALIMM HA JIETKME HOBOPOXKIECHHOI'O, YTO HAIIO OTPa’KEHUE B
kiaccuuecko popmyne A.Philip (1975): «xkucnopoa+mnaBienue+BpemMs».

B Hacrosimee Bpems knaccudeckyro bJI/] penko yBuauis y HOBOPOXACHHBIX C
Maccoit Tema Oousbiie 1200 rp. u recraiOHHBIM Bo3pacToM Oosiee 30 Henenb.
Msrkass TEXHUKA PEXKUMOB BEHTWISUUHA, MNPUMEHEHHE KOPTHUKOCTEPOUIOB
AHTEHATAJIbHO, cypdakTaHTHas Tepamnusi YMEHbBIIUIW PAa3BUTHE CEPHE3HBIX
MOBPEXKJEHUNM JIETOYHOM TKAaHM, a B YAaCTHOCTH TOTaJibHOE (HUOPO3UpPOBAHKE
JIErOYHOM TKaHU Yy JOHOUIEHHBIX U HEJOHOIIEHHBIX HOBOPOKIEHHBIX.

HccnenoBarenn HaOMIOAAIOT Cydad MUHUMAJIBHOTO MOBPEKIEHUS JETKUX Y
JeTei, XOTS NalMEHThl TPEOYIOT JUIMTEIbHON OKCUTE€HOTEpAlui U METUKAMEHTO3HOM
MOJJIEPKKU B TE€YEHUE MEPBBIX 7-MHU JIET )KU3HU.

VY netell ¢ oueHb HU3KOM Maccoi Tella Bce yaile umMmeeT mMecto HoBas BJIJ] —
NapeHXUMaTO3HOE JIErOYHOE 3a00JIeBaHue, XapaKTepU3YIOIeecss HapylLIEHUEM pocTa
U pa3BUTHs aJbBEOJI U COCYJIOB MaJIOTO Kpyra KpOBOOOpalleHHs y JIeTed C OYeHb
HHU3KOM MacCOM Teja Py POKIACHUH.

CrnenyeT OTMETHUTb, YTO (PAKT MpekKIAEBPEMEHHBIX POJOB HE Beerna o0s3aTesieH
st passutusi BJIJI. onomenusie netu, tpebomaBmue WBJI ¢ nmnutensHOM
AKCHO3ULIHNEN U BBICOKUMHU KOHIIEHTPAUUAMHU KHUCIOPO/ia MPHU JICUEHUU BPOKICHHBIX
IIOPOKOB CepAla WIM NHEBMOHHM, NOPAXKEHUM LUECHTPAIBHON HEPBHOM CHUCTEMBI
Takke Hepeako paszBuBaroT BJIJ[. Takum oOpasom, B Hacrosimiee Bpems o BJIJ]
MOKHO TOBOPUTH Kak O MYJIbTU(PAKTOPHOM MPOLECCE C AOCTATOYHO Pa3sHOOOpa3HOM
KJIIMHAYECKOW KapTUHOM, TpeOyroued AaJlbHEMIINX HAyYHbIX MOHUCKOB MPHYMH
dhopmupoBanust bJIJ] u BeneHust Takux OOJbHBIX.

KnroueBbie 3BeHbs maTorene3a bJI/I;

1.HespenocTs Jierounoit Tkanu: AepuuuT cypdakTaHTa, HapyuieHue QyHKINHA
aJIbBEOJIO-KaWJUIAPHOM ~ MeMOpaHbl, OTCYTCTBHE KOJuIaTepalield; He3pelocTb
AHTUOKCUJAHTHON CUCTEMBbI IPUBOAUT K CHAJAHUIO alIbBEOJI, MUKPOIUPKYISATOPHBIM
HapyIIEHUsSM B JIETOYHOW TKaHHW, (POPMHUPOBAHUIO BOCHAJCHHS. DTU OCOOCHHOCTU
SBJISIFOTCS. OCHOBHBIMU B TOHUMAaHHHM TOTrO, MOYEMY TaK TPYIHO KOHTPOJIHPOBATH
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BOCHAJIMTENIBHBIN MpolecC y JaHHOW KaTeropuu OonbHBIX. bornee Toro, perynsuus
penapaTUBHBIX MPOIECCOB HEMOJHOLEHHA, YTO MPUBOAUT K (PUOPO3UPOBAHUIO
MOPaYKEHHBIX YYaCTKOB JIETKHX.

2. T'umepokcus B JbIXaTeIbHBIX MyTAX. WHIyLIMpPOBaHHOE KHUCIOPOJIOM
MOBPEXKJECHUE JIETKMX BO3HUKAET OINOCPEJOBAHHO Yepe3 THIEPIPOIYKIUIO
TOKCUYECKMX  paaukanoB. OcCHOBHbIM  3BeHOM  mnartoreHe3a  bJIJI  mpu
KHUCIIOPOJOTEPAINU SIBIISIETCA TMCOaTaHC B CUCTEME «OKCHIAHTBI — aHTUOKCUAAHTBI»,
BBIPXKAIOUIMMCSI B OTHOCHUTEIBHOM U30BITKE aKTUBHBIX (OpPM KHUCIOpOJa B
COUYETaHHH C HEAOCTATOYHOU 3(H(HEKTUBHOCTHIO CUCTEMBI AHTUOKCUAAHTHOM 3aIUTHI.
Bmecte ¢ Tem akTuBHBIE (OpPMBI KHUCIOpPOJa TEHEPUPYIOTCS, KaK 3a CYer
WCIIOJIb30BAaHUSI BBICOKMX KOHLEHTpPALMl KUCIOpPOJAa BO BJBIXaEMOW CMECH MpHU
NBJI, Tak u ux oOpa3oBaHUs KIJIETKaMH, YYaCTBYIOIIMX B IMPOIECCE BOCMAJICHHUS.
Oxcuzpl KHCIOPOJa BBI3BIBAIOT 3HAYUTEILHOE MOBPEXKICHUE TKAHU JIETKUX 3a CUET
HapyuieHus: (GyHKIMOHUPOBAHMS PA3TUYHBIX (DEPMEHTHBIX CHUCTEM, MHAKTHUBALIUU
UHruOUTOpOB Tmpotea3, yruerenuss cuHresa JHK wu cypdakranta, a Takxke
MHULMAIMN TIEPEKUCHOTO OKHUCJIEHUS JUNUA0B. [lepeknucHoe OKHCIIEHHE JIMIHIOB
MPUBOJUT K YBEIUYCHHUIO TPOHUIIAEMOCTH JIMIUIHOTO OWOCIos MeMOpaH, YTO
oOyclaBauBaeT pa3oOLIeHHE NPOLECCOB OKHUCIEHUs U (OCPOpPUINPOBAHUS B
MUTOXOHJPHUSX, CIECICTBUEM KOTOPOIO SBISETCS IHEPrETUYECKOE IOJIOAAHUE KIIETOK
u ux rudens. M3BecTHO, uTO OKCHIAHTHI cTUMYIUpyroT NFkB, xoTopbie B CBOIO
ouepelb aKTUBUPYIOT T'eHbl OTBETCTBEHHBIE 3a cuHTe3 IL-1, IL-8, ®DHO-0 u apyrux
MIPOBOCHATUTEIBHBIX ITUTOKMHOB, YTO MPUBOJIUT K MPUBJICYCHUIO HEUTPODUIIOB U
ACKaJlallMi TEeHepaluy AakKTUBHBIX (QopM kuciopoaa. IlocnenHue cmocoOCTBYIOT
BBICBOOOKJICHUIO MATPUKCHBIX METAJUIONPOTEHHA3 M MOBBIMIAIOT KOJUIAT€HA3HYIO
aKTUBHOCTb, YTO BEJAET K pa3pylLICHUI0 KOMIIOHEHTOB 3KCTPALEIUIIOJISIPHOTO
Marpukca. OIHMM U3 OCHOBHBIX POCTOBBIX (DaKTOpPOB, MPUBOIAIIUX K
¢bubpozupoBannio Tkanu Jerkux sipnsercas TGF-B comepikanune KOTOporo, B JETKUX
nereit ¢ BJIJl moBbimeno. BaxHo, 4TO B HEAKTUBHOM COCTOSHUU 3TOT (PaKTop
MIPUCYTCTBYET B JOCTATOYHBIX KOJIMYECTBAX B TKAHM JIETKUX 3J0POBBIX JIOJIEU U
CIIOCOOEH aKTHUBUPOBATHCS CBOOOAHBIMU paguKaiiaMu. TakuM o0pa3oMm, aKTUBHBIC
(GhOopMBI KUCTIOPOA UTPAIOT BAXKHYIO POJIb B MHUITMAIIMU TPOIECCOB puOporeHesa 3a
cuer aktuBammu  TGF-B. JlpyrumMu TNOTEHIMAIbHO HETaTUBHBIMU d(dderTamu
aKTUBHBIX (POPM KHUCIOpOJIa SIBJISIOTCS HapyIIeHUE PEAaKTUBHOCTU COCYAOB JIETKHX,
MPUBOSIIECE K YCUIICHUIO BHYTPUJIETOYHOTO IIYHTHUPOBAHUSA JE€OKCUTCHUPOBAHHOU
KpOBU M 3aMEUICHHE KIMPEHCAa BAa30aKTHBHBIX COEIMHEHHH (CEpOTOHUH,
HOpANUHE(DPUH, PUKO3aHOUABI U JP.). DTO CHOCOOCTBYET YCHJICHHIO HApPYIICHUS
(YHKLIMH JIETKUX Y TAMEHTOB TPyl pUcKa 1o pa3Butuio bJIJI.

3. BonmoMmoTpaBMa SBIISIETCS pe3yJIbTaTOM NEPEPACTIKEHUS CTPYKTYP JIETKOTO,
00yCJIOBJIEHHOTO MCMOJIb30BAHUEM HEAJEKBATHO OOJBIIOTO JbIXaTEILHOrO 00beMa B
npouecce MBJI. IloBpexxaeHue JErkux BO3HUKAET H3-332 «PACTSHKEHUSD AJIbBEOJ,
IBIXaTeIbHBIX  TyTeW, 0Oa3adbHOM MeMOpaHbl M DHAOTENUS  KaWIISPOB.
[IponnaeMoCTh KamMUISPOB TMOBBIIIACTCS, YTO BBI3BIBACT MUDPY3UIO KUIAKOCTH,
Oenka, KJIETOK KpPOBM CHadajla B WHTEPCTHIMM, a MOTOM W B albBEOJSPHOE
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MIPOCTPAHCTBO. JTO BEAET K OTEKY M BOCHAJEHUIO TKaHW Jierkoro. Kpome Toro,
NOBPEXKJECHUE  aJbBEOJIO-KAMWLISIPHOrO  Oapbepa NPUBOJUT K  IOMAJAHUIO
MEMATOPOB BOCTIAJIEHUS U MH(DEKIIMOHHBIX areéHTOB B KPOBSHOE PYCIIO C UCXOJIOM B
CUCTEMHBIM BOCHAIUTENBHBI OTBET M MOpa)XXE€HUE APYrHMX CHUCTeM opranu3ma. He
MeHblllee 3HaueHue B (opmupoBanuu bJIJ] npumaercs OaporpaBme. XoTd
pe3ynbTaThl HEKOTOPBIX HKCIEPUMEHTAIBHBIX MCCIECOBAHUN, TPOBEACHHBIX Ha
’KUBOTHBIX, YKa3bIBAIOT HA MEHBIIYIO MOBPEXKAAIOIIYI0 ee criocoOHocTs ipu MBJI mo
CPaBHEHHUIO C HEaJCKBATHO OOJBIINM JbIXaTeIbHBIM 00bEMOM.
4. Undexuusa. Konrtamunanus asixarensHbix myteid Chlamydia trachomatis,
Ureaplasma  urealyticum, Mycoplasma  hominis, ITUTOMETATIOBUPYCOM,
aCCOLIMMPYETCA C BBICOKMM pHUCKOM pas3Butuss bJIJI 1o cpaBHeHUMIO C He
MHQUIIUPOBAHHBIMH. YKa3aHHbIE BO30YIUTEIN MOTYT BbI3bIBATh XOPHOHAMHUOHHT,
NPEXKIECBPEMEHHBIE pOJABI, A TaKKe€ JIETOYHbIE MOPaKEeHHs (BOCHAJICHHE,
COMPOBOXK/IAIOIIECECS] TUIEPPEAKTUBHOCTHIO OPOHXOB, MHAKTUBALIMIO Cyp(daKkTaHTa).
I'eneTnueckn 4yKepOAHBIN MaTepuall UHIYUUPYET UMMYHHBIM OTBET C aKTHUBALUEN
nponykuuu TNFa, IL-1, IL-6 IL-8 IL-11. [Ilepcuctupyromas BocCHaIUTEIbHAS
peakuusi  BiIMAET Ha  (U3MOJIOTMYECKYIO  IOCJIEI0BaTEIbHOCTh  (HaKTOPOB
NyJbMOHAJIBHOTO pocTa U JAU(PQPEpPEeHLUPOBKU, U BEAET K MATOJIOTHUYECKOMY
Pa3BUTHIO JIETKUX C HApYIICHUEM albBEOJM3allMd W BACKYJSIpU3allMd, penapanus
MIPU 3TOM IIPOUCXOJIUT TTOCPENICTBOM Tposudepaiuu Gudpoo1acToB.
5. PecniupaTopHble paccTpOMCTBA, IO MOBOAY KOTOPBIX npoBoautcs MBJI:

® [IepBUYHBIE (CHHIPOM JbIXaTEIbHBIX PACCTPOICTB U Jp.)

® BTOpUYHBIC (BPOXKIACHHBIC 3a00JICBAHUSI CEPACUYHO-COCYAMCTON CUCTEMBI, 4Yallle
BPOXKJACHHBIE IOPOKU Cep/ilia ¢ 00OTaIlIeHHEM MaJIoro Kpyra KpoBooOpaleHus)

[TokazaHo, 4TO OTKPBITHINA apTeprasibHbIi TPOTOK (OAII) BeeT K yBEIMUCHUIO
o0beMa KpOBH, MPOTEKAIOLIEr0 MO JIETOYHOMY CTBOJY. ODTO SBJSETCS MPUUHMHON
Pa3BUTHSI UHTEPCTUIIMATIBHOTO OTEKA, CHUYKEHHSI KOMILJIAMHCA JIETKUX U YBEJIMYECHUS
PE3UCTEHTHOCTH JbIXaTENbHbIX MyTeW. Pe3ynbTaTbl HEKOTOPBIX HCCIEA0BAHUN
npoJieMoHcTpupoBanu accormanuioo mMexay OAIl u paszsutnem BJIJI, ocobenHo y
JeTel € DKCTPEMaJIbHO HHU3KOM Maccou Tena Ipu pokaeHnH. HozoxoMuanbHas
uHpexuus noreHuupyet 3gpdextsl OAII B reHe3e naHHON NATOJOTHH.

6. HacnencrBennas MPEIPACTIONIOKEHHOCTh — T€HETUYECKH
JNETEPMUHUPOBAHHBIN AeUUUT TMpoTenHa, B-cypdakrtanTta, Oonbiias yacToTa
OpOHXHAIbHOW aCTMbl M XPOHMYECKHUX Hecmenu(puyeckux 3a00JeBaHUN JIETKUX
Cpeau pOJCTBEHHUKOB, aTONMMsI B CEMbE, pacoBas MPUHAAJICKHOCTH (Oenmast paca),
MYKCKOW  TIOJI, BEeposTHO, o0OycnaBnuBaioT GopmupoBanne bJIJ[. Cankr-
[leTepOyprexkumu YYEHBIMH  PacCMaTpHUBAETCS  BEpPCUSl  T'€HETHYECKOMU
MPEAPACTIOIOKEHHOCTHA K TUMEPIPOAYKIUA COCAUHUTEIbHON TKaHU. Ha KUBOTHBIX
MOJIETISIX, C TIOMOIIBIO BBIACNICHUS T€Ha, ObLIO MOKa3aHo, YTO Takue (haKTOphl pocTa
dbubpobdnacra, kak dakrop-10, Bmp-4, u NKx2.1, sBusercs 00s13aTeIbHBIM B paHHEM
Pa3BUTHH JIETKOTO. DTa MOPGOPETYIATOPHAs CXeMa Tepe/ladyi CUTHAJIOB Ha PaHHUX
JTanax pa3BUTHS JIETKOro OyleT OJMHAKOBO BaKHA M 0OoJiee ClI0KHA HAa pPaHHUX
JTanax pa3BUTUS aAIbBEOJISIPHOTO ammapara M JEeroyHslx cocynoB. Hoseitmue
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TEXHOJIOTUH, TTO3BOJISIIOIINE PETYJIUPOBATh T€HbI B TOUHBIE BPEMEHHBIE POMEXKYTKH
pa3BuTUs, oOecrmedyar KpuThueckyro uHpopmanuio 00 sddekrax  ITHX
cnenu@UUecKnX r'eHOB, OTBEUAIOIIMX 32 Pa3BUTHE JIETKOTO HA PA3JIMYHBIX CTAAUSIX
neuyenus BJI/I.

7. HeanexBaTHO€ mNUTaHWE. YCTAHOBJIEHO, YTO COCTOSSHUE HYTPUTHBHOIO
cTaTyca U 00eCreuyeHHOCTh BUTAMHUHOM A BIUSIIOT Ha Mpoliecchl 1udpepeHnpoBKH,
pereHepalid ¥ pEdNUTENU3aluu B OpOHXOJEroyHou cucreme. HekoTopeie
MCCJIEIOBATENN CBUICTENBCTBYIOT 00 accomuamnuu 3Tux (akTopoB (HEIOCTATOYHOE
nuTaHue u aepuuT ButaMuaa A) ¢ passutueM bJI/I.

CymiecTBylOT J1Ba HMCXOJla BOCHAIUTENIBHOTO TMpollecca Ha  CTaIuu
dbopmupoBanust BJIJ[. IlepBeiii, Kak oOTMEYaIOoCh BBIIIE — BOCCTAHOBJICHHUE
HOPMAJbHON CTPYKTYPHl TKAHM JIETKUX M HOpManu3aus ux QyHKIuH. Bropoit —
¢bubpo3upoBaHne, MPUBOJAIIEE K JUTUTCIHHOMY HapyImIeHUIO (DYHKIMHM JETKuX. B
Pa3JIMYHBIX PETHOHAX JETKUX y OJHOIO U TOrO K€ YeJOBEKa 3TH JBa Ipollecca
MPOTEKAIOT C PA3IMYHON CKOPOCTHIO, KOHKYPUPYSI MEKIY COOOH, YTO U OOBSACHSET
HEPABHOMEPHOCTD UX MOPAKECHUS.

Pe3ynbpTaThl IUTOJIOTUYECKOTO HCCIEIOBAHUSI OPOHXOAIBBEOJIIPHOTO JIaBaka
y nerer ¢ bJIJI B quHamuke mokasaiv, 4TO BOCHAJIMTENIBHBIM MPOLIECC B JIETKUX
MIEPCUCTUPYET JUIATEIIBHO — B TEUEHHUE IMIEPBBIX CEMH JET KU3HU. llpuuem
AKTUBHOCTh  BOCHAJIMUTEIBHOIO IMPOLIECCA MOXKET YBEIMYMBATBCS 34  CUET
PEUUANBUPYIOIIMX PECIUPATOPHBIX MH(MEKIUN XapakTepHbIx s nererd ¢ BJIJ] B
CTaauu XpoHWYeCcKOM Oosie3nu. KieTku BocmajeHus B ATy CTaAuIO0 3a00JICBaHUSA
SIBJISIFOTCSL. OCHOBHBIM HMCTOYHHUKOM aKTHBHBIX (opM Kuciopoaa. B To ke Bpems
aJbBEOJISIPHAS CTAIUSI PA3BUTHS JIETKUX MPOAOJKACTCS MOCTHATAIBHO C HAUOOJIbIIIECH
MHTEHCUBHOCTBIO TIPOIECCa AIBBEOIPU3ALMN HA MEPBOM roay xus3Hd. [loatomy,
NepcucTeHIusl BocnajeHuss y nered ¢ BJIJ[ moxkeT BeCTM K MOMOJHUTEILHOMY
MOBPEXKJICHUIO TKAHU JIETKMX W HApYIIEHUIO MX PAa3BUTHUS, O0YCIaBIMBas TIKECTh
TEUYEHUS U HEOJIaronpusTHBIE UCXObI OOJIC3HH.

MN3BectHo, uto y 76% nereir ¢ Tsokenort BJIJ] pasBuBaeTcs JierouyHas
TUTNIEPTEH3UsI C TMOCIeAYIomUM (OPMHUPOBAHMEM JIETOYHOTO cepAama. Jlerounas
TUTNEPTEH3US U HEOCTATOYHOCTh KpoBooOpamienus npu bJIJ[ ciyxar ocHOBHOM
MPUYMHONW paHHEH CMEPTHOCTH BBIKHUBIIMX B HEOHATAJIBHBIN Mepuoj OOJIbHBIX.
[laToreneTnueckre OCHOBBI JIETOYHOW THIIEPTEH3UH 3aKII0Yal0TCS B (hOPMUPOBAHUU
Y4aCTKOB TMIIOBEHTUJISILIUM JIETKUX 34 CUET UX aTeJIeKTa3upoBaHus, puOpo3upoBaHus
aJbBEOJI, UTO TMOBBIIIAET TOHYC MEJKHUX apTepuil. JlaHHas peakuus OmucaHa Kak
pednekc Ditnepa-Jlunbectpanna. B HOpMaldbHBIX YCIOBHUSIX OH O0O€CIEUUBAET
MIPUCIIOCOOJICHHUE JIETOYHOTO KPOBOTOKA K MHTEHCUBHOCTH BEHTHJISIIIUU JIETKUX. Eciu
aJbBEOJISIpHAS TUTMOBEHTIWIISIIIUMS BO3HUKAET B OOMIMPHBIX OTAENAaX - HACTymHaeT
T€HEPAIN30BAHHOE  TOBBIIIEHWE TOHYCa AapTEpUOJ, Pa3BUBACTCSA  JIETOYHAA
runiepreH3us. [loBplllIeHME TOHyca B apTEPUAIBHOM CHCTEME Majoro Kpyra
KpOBOOOpAIICHUs] MOXET HacTynaTh W B PE3ylbTaTe YyCWICHHUS (YHKIUH
CHMIIATUYECKOW HWHHEPBAallMM MO OTHOLICHUIO K COCyJaM Majoro Kpyra
KpOBOOOpAIIIEHUS, YTO TaKKe MOXKET BECTH K Ppa3BUTHIO CTOHWKOW JIETOYHOM
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TUNEPTEH3UU. J[JTMTENbHOE MOBBIIICHUE JABJIEHUS B JIETOYHON apTepUu MNPUBOIUT K
runeprpopuu, a C TEYEHUEM BpPEMEHHM, NpH TOBTOPHBIX OOOCTPEHMSIX
OpoHXoJeroyHo uWHpeKnuu - K JWiIaTallud W HEJAOCTaTOYHOCTH IMPaBOro
KEITyJ0uKa, 4TO YTSDKEISeT TedeHUe 3a00JeBaHUS M 3a4acTylo OOyCIlIaBlIUBaeT
CMEPTHOCTD MPU OPOHXOJIETOYHOU TUCIIIa3UU.

Ha pannux »stanax ¢GopMHpOBaHUS XPOHHUYECKOTO JErOYHOro cepjla B
YCIOBUAX HayaJbHOM CTaguU JbIXaTEIbHOW HEIOCTATOYHOCTH MpPeodIafaoT
KOMIIEHCATOPHO-TIPUCIIOCOOUTENbHBIE peakiuu. OHM 00ecrneuynBaroTCs OOJIBIION
IJIOIIA/IbIO AJIbBEOJIIPHOM U KaNIMJUISIPHOW MOBEPXHOCTH JIETKUX, CHJION CEPACYHOU U
IObpIXaTeabHbIX MbIIL. [IpoMcXxoauT mnepepacnpeneiaceHue TreMOJIMHAMHYECKOM
Harpy3Ku Ha COCYJIHCTYIO CHCTEMY BEPXHUX M YACTHYHO CPEJIHHMX OTAEJIOB JIETKHUX,
3a CYET OTKPBITUS HEAEHCTBYIOIIMX PE3EPBHBIX CETEN KAaMIUIAPOB. DTOT MEXAHU3M Y
HE3pENbIX JIETe HECOBEPIICHEH, I03TOMY OYE€Hb OBICTPO HACTYIAET 3aIlyCTEBaHUE
apTepUOl M PEOyKUMs KanWwUIsIpHOM ceTu. Melkue apTepur U apTEPUOJIBI
NpUOOPETAIOT YCUJICHHBIM 3JaCTMUECKUN KapKac, TUHepTpo(upyeTcs MbIIICUHBIHI
CJIOM, TMOSBIIIOTCS TaK Ha3bIBa€MbIE apPTEPUH 3aMBIKAIOIIEro Tuna. BeHbl He
runepTpoupyroTcsa, HaOMIOAAETCd HMX PpacUIMPEHUE U JUCTOHUS BEHYJSPHOIO
OTJeNa, CKJIepo3 U 3alycTeBaHue JuMdarnyeckux TepMmuHaieil. B untume BeTBeit
BTOPOIO M TPETHEro MOpSAAKAa pPa3BUBAIOTCS aTEPOCKIEPOTHYECKUE ITPOLIECCHI,
ABJISIFOLUECS] XapAaKTEPHBIM IMPU3HAKOM JIETOYHOM THUIIEpTEH3HH. JIeroyHol cTBOJ
MOCTENEHHO pacwupsiercs. Bce 3TM u3MeHeHUs CrnocoOCTBYIOT BO3pPACTaHUIO
COCYIUCTOTO COINPOTHUBIICHHS W TIOBBIIICHUIO [IABJICHUS B CHUCTEME JIETOYHOMU
apTepuy; OHU BEIYyT K 3aKOHOMEPHOM THUHNEPTPOPUU NPABOr0O KEIyJAouyka C
MOCTENEHHBIM HCTOIIEHUEM €ro 3HEPreTHYECKUX BO3MOKHOCTEW. CUMTaroT, 4YTO
MOSIBJIEHUE KJIMHUYECKUX NMPHU3HAKOB XPOHUYECKOIO JIETOYHOIO Cepla MPOUCXOIUT
MpU PeayKLUHMH OOLIEH TIIOMAAN JErOYHbIX KammuisipoB Ha 5-10%; cokpaiienue ee
Ha 15-20% m0puUBOAUT K BBIPAKEHHOW TUMEPTPOUU TIPABOTO IKEITYI0UYKA;
JNEKOMIICHCUPOBAaHHOMY  JIETOYHOMY  CEpALy  COOTBETCTBYET  YMEHBILCHHE
MOBEPXHOCTH JITOYHBIX KAMWJUISIPOB U ajibBeos 6osiee yem Ha 30%.

VYcraHoBieHa BaXKHEHIIAs pOJIb 3HIOTENHNS JIETOYHBIX COCYJIOB B U3MEHEHUSAX
aerouynoro kpoBooOpamienus npu bJIJ[. M3BecTHO, 4TO SHIOTEIMI COCYAOB JIETKUX
OPOAYLUUPYET TPU MOILIHBIE Ba3OAWJIATUPYIOUIHME CYOCTaHIMM: NPOCTALUKIMH —
MPOYKT ITUKIIOOKCUTEHA3BI, YHAOTEIUN-TUIIEPIIOISIPU3YIOMIHI (PaKTOp U DHIOTEIHMA
paccnabmstomuii pakrop (OP®D). B Bazonunatanuu Gosblyio ponb urpaer JPO,
BEIyIIMM JEHCTBYIOUIUM BEIIECTBOM, NPOU3BOJHBIM KOTOPOTO SBIISETCS OKHCH
azora — NO. Jloka3zaHO, 4YTO YMEHBIIIEHUE Ba30JWJIATALIMA MPHU TUIMOKCHUU MONKET
ObITh OOYCIIOBJIEHO KAaK CHHM)KEHHEM OCBOOOXkAeHHS DP®D, Tak M yMEHbLIEHUEM
BOCITPUUMYHMBOCTH COCYJOB IIaJIKUX MBIIIILL K 3TOM cyOcTaHmu. NO CUHTEe3UupyeTcs
I0J BO3JeWcTBUEM L-apruHuHa M myTeM psia IPEeBpALICHUW W BO3IACHUCTBUS Ha
nuKImdecknii - 3,5-ryanunatMoHodocdaT BBI3BIBACT pacciadiieHne cocynoB. [lpu
JUTATENIbHOM Tunokcun y 6onpHBIX ¢ BJIJ] sHpoTrenuanpHbie QYHKIMHM pejaKcaluu
CYLLIECTBEHHO CHWXAIOTCA, YTO CIYXUT NPUYMHOM CYKEHHS COCYIOB JETKUX W
BO3HMKHOBEHUS JIETOYHOW TrunepTreH3uu. HakoHeln, MoiaydeHbl Ba)KHBIE JTAHHBIE O
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pOJIM  PEHUH-AaHTUTCH3WH-AIBIOCTEPOHOBON  CHUCTEMBI TMPU  OPOHXOJETOYHOU
IUCIUTa3UU. Y CTAaHOBJIIEHO, YTO YPOBEHb aHTMOTEH3MHIIPEBpallaoero GepMeHTa u
KOMIIOHEHTOB PEHUH-aHTUTEH3UH-AJIbIOCTEPOHOBOM CUCTEMBI HapacTaeT
napajijieIbHO YBEJIMYEHUIO CTETIEHH TMIOKCHUU U CIOCOOCTBYET PEMOJIECIUPOBAHUIO
COCYJZIOB MaJIOro Kpyra KpoBOOOpaIeHusl.

Hecmotps Ha TO, uro m3ydenue BJIJ] y nmerer mpoBOIMTCS HAa MPOTSKEHUU
NECATKOB JIET, 0 HACTOSIIETO BPEMEHHM BCE €IIE HET OKOHYATEIbHOW SICHOCTH IIO
3TOMY BOIPOCY, HO €ro PEHIEHHE MOMOXKET CHU3UTh WHBAIUIU3ALNIO U MOBBICUTH
Ka4eCTBO JKU3HU JETEH C IAHHOM MaTOJOTUEN.

[To pe3ynbTaTam NMaToJOraHATOMUYECKUX HAHHBIX, BBIICIISIIOT YETHIPE CTAIUN
pasBuTusa  Kiaccuueckod  BJIJI y  HOBOpPOXIEHHBIX, COBHAJAIOIIUE  C
PEHTTEHOJIOTHYCCKUMU HaxoakamHu (Ta0ir.2.7.).

B otHomenun IV (xponuueckoil craguu) BJIJ] cymecTByeT uwenslii psia
Hay4yHO-TIpakTU4YecKkux  mpobimem. Kak  yxe  roBopuioch, HE  Bcerua
natomopdornornyeckumu ocHoBamu BJIJ] siBisieTcst pacnpocTpaneHHbIt GuOpo3 u
kapauomeranusa. Ilatomopdonoruss  BJIJI Moxer orpaHuduThCS — 3aJEP>KKOU
aJbBEOJSIPU3AMA U MHUKPOCOCYIHUCTOTO Pa3BUTHS, a B HEKOTOPBIX CIydasx
3aKOHUMTHCS HOPMAJbHOW penapanved JIErOYHOM TKaHW, I[PU OTCYTCTBUU
IIEPCUCTUPYIOLLETO BOCIIAJICHUS.

Tabmuma 2.7.
Cranun teduenus kiaccudeckoit bJIJ] y HoBopoxaenubix (W.Northway, 1967)
Pentrenomornueckue
Cranusa | Bospact | Mopdonoruyeckue nasMeHeHUs
V3MEHCHUS
Kitaccuuecknii octperit Hono3no-perukyispnas
I 2-3 111 pECIIUPATOPHBIN IUCTPECC- CETh, BO3yILIHAS
CUHJIPOM OpoHxorpamma
Hexpo3 u perenepanus
4-10 aNbBEOJISIPHOTO AIUTENUSA, YMeHblIeHre NPo3pavyHOCTH
II Tneii IIEPCUCTUPYIOLINE TUATTUHOBBIE JIETKOT'0, HEYETKOCTh
MeMOpaHbl, HEKPOTHUECKHUI KOHTYPOB CEpPAECYHON TEHU
OPOHXHUOJIUT, OTEK UHTEPCTULINS
10-20 TpansuTtopHas da3sa, MenKkoKUCTO3HbIE

III e OpoHxuospHas sMpuzema, MPOCBETIICHUS «TyOKay,

aTEeJIEKTa3bl «ITY3BIpH»

v 91-28 JIvuHenHbIE YyIITIOTHEHNS,
Xponu | naHed u | Atenekrtassl, puoOpo3, smMbpurzeMa HEPEIYIOMICES € SOHAMH
weckas | Gonee IPOCBETIICHNUs, dYM(pU3eMa,

KapJIHOMeTralus

Kimnanueckn 3anono3puts passutue bBJI/] He cioxHo. Bo-mepBbIX, gaHHBIE

aHaMHE3a YKa3bIBAIOT Ha

MPEXKICBPEMEHHBIE POJIBI,

HU3KYI0 Maccy Teja IpH

POXKIAECHUM, CHUHAPOM JABIXATEIbHBIX PACCTPOUCTB C IEpBBIX 4dacoB xu3Hu, MBJI ¢
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KECTKUMHU TapaMeTrpaMu Oosiee 3-X CYTOK, KHUCIOPOJI03aBUCUMOCTh HE MeHee |
Mecsllia, TOBTOPHbIE OOCTPYKTHBHBIE HapyllieHUs. Bo-BTOpBIX, Takue KIMHUYECKHE
CUMIITOMBI KaK Kalllelb M CTOWKHE (PU3MKaIbHbIE W3MEHEHHUS, HapacTaHue
OOCTPYKTUBHBIX HapyIIEHWA TPU HACIOCHHM BHPYCHOM HWH(EKIUHU, NpU3HAKU
CKPBITOM JIbIXaTE€bHON HEJOCTATOYHOCTH, BBISBISEMON MpPHU HArpy3ke — COCaHUH,
Tiave, JBMXKEHHH, a TakKe B MOKOe. B-TpeTbux, peHTreHOJIOTrHYecKue U3MEHEHHUS,
CBUJICTEIBCTBYIONIME B TMOJB3Yy (PuOpo3a, B Bujae JepopmManuu U JIOKAIBHOIO
YCUJIEHUSI JIETOYHOTO PUCYHKA WJIMA JIETKOW 3aByaJIMPOBAHHOCTH JIETOYHBIX MOJEH,
YepeayIoNecs ¢ y4acTKaMH B3yTHS JIETOYHON TKaHU. B-ueTBepThIX, KIIMHUYECKUE
U UHCTPYMEHTAJbHBIE MPU3HAKU JIETOYHON THUIEPTEH3UU: CMEIICHHE TPAHUIIBI
cepAlla BIPaBo, OOHAPYKEHUE CEPACYHOr0o TOJUKa, akieHT Il ToHa Haja JieroyHou
apTepueil (MOSABISIETCS KOT/a AaBJICHUE B JIETOUYHOW apTepUH MOBBIIIAETCS HE MEHEE
gyem B 2 paza). [To gaaasiv DK BeIsBAsItOTCS: OoTpHuiiaTenbHbie 3y0rsl T B Vi, Vo, Vs;
yroin QRS>90° 100R/ R+S B Vs5< 50; ammutyna 3youa Py >2mm; 100R/ R+S B 11
>20; 100R/ R+Q B aVR< 50; 100R/ R+S B Vi< 50. Ilpu peHTTreHOIOrHYeCKOM
oOcne0BaHNM PaCHIMPEHHE CTBOJIA JIETOYHOM apTepuH U €€ MpaBoOd U JIEBOW BETBH,
yBeJIMUCHHE KOHTypa mpaBoro xkenynouka. OXOKI mnpusnaku ¢dopMupoBaHus
XPOHUYECKOTO JIETOYHOTO cepAlla: TUNepTpoduss W/WIM JUJaTalUsl IPaBOTo
KETyI0YKa, NapaJoKCaJbHOE [BWKEHUE MEXKEITYIOYKOBOW TNEPErOPOAKH B
JIMACTONly B CTOPOHY JIEBBIX OTAENOB, D-oOpa3Has ¢opma JIeBOro Keryjouka,
YBEIIMUEHHUE TpUKycnuaanbHOU perypruranuu. Kpurepun [AnoxoKI: B nerounon
apTepuu  YBEIWYUBACTCA CTENEHb CHUCTOJIMYECKOTO YCKOPEHUS TIOTOKa W
COKpallaeTcss BpeMsl €ro YCKOPEHHUs, HM3MEPEHHE CKOPOCTH TPUKYCHUIAATBHOMN
perypruTaiuu; pacyeT CpeIHETO JIaBJICHUSI B CTBOJIC JIETOYHON apTepuu 1O BPEMEHU
yCKOpeHHsI moToka. JlabopaTopHble JaHHBIE OTPAKAIOT XPOHUUYECKYIO MPUPOIY
3a00J1€BaHus.
Ouenka Tsoxectu Teuenus bJIJ] npeacraBnens! Hke (Ta01.2.8.).

Tabmuma 2.8.
JlnarnoctTuyeckue KpuTepuu, onpeneisiromue Tskects TeueHus bJ1J1 y nereun
| 1 (nerkas) | 2 (cpenHss) | 3 (TspKenast)

Kimaunueckne naHHbIe

HopwMa, yBennuenue Ha YBenmmuenue Ha 20% u Oonee B

Yacrora Hopwma, yBennuenue 20% u Gozee npu CTOHKOM COCTOSIHHH, OoJiee
MIpU HACJIOEHUH (bu3nyUecKoi Harpy3Ke u 3HAYUTEIHHO MPH
AADIXATHA BUPYCHOM MHEKIHN TP IPUCOEAMHEHNHN MIPUCOEANHEHUH BUPYCHOM
BHPYCHOM MH(EKINN nHGbEKIun

YMepeHo BBIpaKEHBI,

Tonbko npu
YCHJIMBAIOTCS TIPU
CHuMIITOMBI MIPUCOETHHEHUN BripakeHbl 3HaUNTETTHHO

o NPUCOEAMHEHUN
BUPYCHOM WH(EKIHN .
BUPYCHOM MHEKIHMH

OtcraBanne
B (DU3HYCCKOM Her YMepeHo BBIPAKEHO 3HAYUTETHLHO BBIPAXKECHO
Pa3BUTHU
Jlerounas
ero - + ++
TUIEPTEH3UST*
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Pentrenorpaduyeckas oneHka

BripaskeHb! (cUeT 10 TepeHIM
OtcyTcTBYIOT (CUET Nmerotcs (cuer mo p ( p
W 33JTHAM OTpe3KaM pebdep —
[puzHaku O TIEPETHUM U MEPEHAM H 33JTHUM
16,5 u 6onee, nuadparma B
TUTICPAHQITSITIT 3aIHUM OTpE3KaM otpeskam pedep — 14,5 mo N
OOKOBOM MPOEKITUH TUIOCKAS
pebep — 14 u MeHee) 16)
WJIM BOTHYTasl)
[ToBbllIeHKE
PacnpocTpaneHHOE MOBBINICHHE
MPO3pavyHOCTU He onpenensiercs JlokanbHbIC YY4aCTKU
. MIPO3PAYHOCTH, OYILTBI
JIETOYHON TKaHU
Heckonbko TMHEMHBIX
dudpos/ . .
3aTeMHCHHUH, MHOr0 MaToJIOTUYCSCKHUX JTUHUM,
UHTepCcTUIMANbHEl |  He onmpenenstorcs
MTOTYEPKHYTOCTh IUIOTHBIC (PUOPO3HBIE TSIKU
€ U3MCHCHHUS
WHTEPCTUIHS
BripakeHHast KapIuoMeTanus
Cepnevno-
MosxeT OBITh W/WJIM TUIIEPTPOGUS PaBOTO
COCYIUCTBIE Her
KapAUOMETaJIHsI KEIyJ0YKa U/WIN PaCITUpEHHS
WM3MEHEHUS b
CTBOJIA JIETOYHOU apTepuu

*JIJ11 IPaKTUYECKOTO0 MCIOJIBb30BaHUs JIETOYHYIO TUIIEPTEH3UIO JIEIAT Ha TPU
creneHu: | crenenp — paBneHue B yierouHou aprepun 30-50% ot aopransHOro; II
crerieHb 51-70%:; 111 crenens 6omee 70%.

Otrmetnm, uto nuarno3 bJI/] mpaBoMmepeH y netel HaunHas ¢ 28 AHA KU3HU, U
110 TOCTHKEHHSI peOEHKOM TPEXJIETHETO BO3PACTa.

B neonaranbHoM nepuone npu bJIJl ocoOeHHO BaKHO MPUMEHEHUE CTPATErHH
OepeKHOM BEHTWISALIMM M PaHHEro BBeJEHUs cypdaKTaHTa, a TaKKe aJeKBAaTHOTO
MUTaHUA U yXo7a 32 peOCHKOM.

JleyeHnrie OPOHXOJIETOYHOM MUCIIA3UM, B TEPBYIO OYEpeb, JIODKHO OBITh
OCHOBAaHO Ha  ajJcKBaTHOW KkajmopuiHOocTH mnuTaHus 120-140 m wHorma u 180
KKaJI/KI/CyTKH, YTO JOJDKHO obecrneunBath mpubaBky 15-30 rp/cytku. Baxho
Mo/JIep)KaHUEe MaKCUMAJIbHBIX 3HAYeHHM IMapeHTepalbHBIX OENKOB, YTIEBOOB,
’KUPOB, BUTAMUHOB U MUKPOIJIEMEHTOB. ExXeHEeBHbBIE TOTPEOHOCTH B OCJIKE U KUPE
COCTaBJISIIOT HE MeHee 3-3,5 1/kr macchl Tena B cyTkH. [loTpeOHOCTH B BUTaMuHE A
noyxHO cocTaBiaTh 1500 ME/cyt. Butamun A ydacTByeT B HOPMaJIbHOM POCTE U
mudPepeHIMPOBKE  AIUTEIUATBHBIX  KJIETOK, TIO3TOMY TMpU ero jAehuiuTe
MOCJIEIOBATENbHOCTh TATOJIOTUYECKUX HW3MEHEHUM Takasg e Kak u npu BJIJ]
(HEKpOTHYECKHI TpaxeoOpOHXUT — CKBaMO3Has MeETalula3usi — CHID)KCHHE
PaCTSKMMOCTH JIETKUX). B TO ke BpeMs HcciieioBaHUE TPUMEHEHUSI BUTaMUHA A B
tepanuu  bJIJ] nmanu npoTtuBOpeuyuBBIE peE3yibTaTbl. MHOTME KIMHHUKHA BCE IKE
Ha3HAYalOT BUTaMHH A B CYTOYHBIX JO3MpOBKax mpu Tskenor BJII, ormeuas
MTOJIOKUTEIIbHBIEC PE3YJIbTATHI.

Buramun E B nmuTaHuu NOMKEH COCTaBIATh 5 Mr/Kkr/cyt. CieayeTr MOMHUTS,
YTO B HACTOSIIEE BpEMs BCE MapEHTEPANIbHbIC MpEenapaTbl BATAMUHA E UCKIIIOYEHBI
13 001Iel MPaKTUKK M3-3a HEYJAYHBIX Pe3yJbTaTOB MPUMEHEHUS, BEPOATHO B CBS3H
C HEJOCTATOYHBIM MEMOPAaHOCTAOMIM3UPYIONTUM JEHCTBUEM, a BBEJACHUE BUTAMUHA
E BHyTph accoummupyercst ¢ MOBBILIEHUEM YacCTOThl HEKPOTHU3UPYIOLIETO S3BEHHOTO
KOJIUTa, YTO MOXET OBITh CBSI3aHO C BBICOKOM OCMOJISIPHOCThIO mpemnapara. Her
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JIOKA3aTeNbCTB TOrO, 4TO BUTaMHUH E Bimser Ha 4yacTtory wiM Tsokectb bBII/I.
MuKposieMeHTbl SIBISIIOTCA  KO(GAKTOpaMu aHTUOKCHJIAHTHOM 3alllUThl, W3 HUX
0COOCHHO BaXKHO TMojjepkanue Kanbiusa 200mr/kr/cyt, ¢ocdopa 125 mr/kr/cyr,
xKesesa 2-4 MI/KT/CyT B MUTaHUU peOeHKa, JJIsl cTaduiu3anuy MeMOpaH y pebeHka ¢
BJI.

OcHOBHBIE HAMPaBJIEHUS MEIMKAaMEHTO3HOM Tepanuu:
1. [TetneBbie nuypeTuku (pypoceMua) Mpernapar BbIOOpa TEpamuu JIETOYHOM
runiepren3un npu bJIJ, 3a cuer yny4dmeHus MMH  JIETOYHOM 3JIACTUYHOCTH H
YMEHBIIICHUS PE3UCTEHTHOCTH JBIXaTENbHBIX TYTEH BCJICACTBUE BBIBEIACHHUS
U3NUIIKOB HaTpus W Boabl. Dypocemun HazHawaercs B go3e 1 - 2 mr/kr/cyr
BHYTpUBEHHO OT 1 10 3 pa3 B JeHb, B TeueHue | Hexenu. B Hamed kianHUKE
nocrtatouyHo 3¢ ¢GeKTUBHO NpuMeHeHHe (ypocemuaa depe3 HeOymaiizep 1 Mr/kr,
PacTBOPEHHOIO B (PU3MOJIOTHYECKOM PACTBOPE Kaxable 6 4acoB.
2. Jns nouTenbHOM auypeTudeckod Tepanuu (10 2-2,5 MecdreB) Haubosee
palMOHAIIBHO HCIIOJIB30BAHUE KaJuiicOeperalomux JAUYPETUKOB CIUPOHOJIAKTOHA
(BepommupoHa) mo 2 MI/Kr/cyT B 2 mpuema.
3. CuuTaercss OIpaBJaHHBIM HAa3HAYEHHE METUIIKCAHTUHOB, KOTOPBIE MSTKO
CTUMYIUPYIOT  JUype3, AaKTUBUPYIOT  JbIXaTeNbHBIM  IEHTP,  YJIy4IIaroT
COKpaTUTENIbHYyI0 (QyHKIMI0O 1uadparmMbl, a TakKKe CHIDKAIOT COCYAHUCTOE
COMPOTHUBJICHUE U 00JafaloT OPOHXOAWIATUPYIOMIUM JedcTBHEM. TeoduuiuH
Ha3Hadaerca B J103¢ 3-5MI/Kr OOJIIOCHO, C TOCIEIYIOUIUM IEePEeX0JIoM Ha
MOJJIEPKUBAOIYI0 103y 1-3 Mr/kr/cyt kaxzasie 8-12 yacoB B TeueHue | mecsua.
Harpy3ounas no3a syguminna 5-6 Mr/kr, 3atem 3-6 Mr/Kr/cyT kaxjabie 8-12 yacoB B
TeueHne | mecsaua.
4, Koptukocteponpl. Pyrunnoe IIPUMEHEHUE JIEKCaMeTa30Ha HE
PEKOMEH]IyeTCsI, €CIM HET OYEeHb TSDKENIOro MmopaxeHws Jerkux. Kypc HazHadeHHs
ctepousioB 0,25 MI/Kr/CyT ¢ OBICTPBIM CHUKEHUEM J03bI U OOIIEH IITUTEIHHOCTHIO 5-
7 nHeW, Ha3HAYCHHBIN MOocyIe 2 HeIeNb )KU3HU NP 000CTPEHUH 3a00JIeBaHHUS.
S. PanHsist Tepanusi MHTAJISIIMOHHBIMA CTEPOUJAMU yYMEHBIIIAET MOTPEOHOCTH B
CUCTEMHBIX TIIIOKOKOpTHKOMAax (Oymeconun, ¢iayTuka3oH, OEKIOMETa30H) —
cytrouHas jo3a coctaiser 100-400 MKr/kr yepes aspoyamOep uiu HeOymaiizep.
6. CormacHO pyKOBOJCTBY II0 JICUEHHIO JIETOYHOM THUMEPTEH3UU Yy JeTei
(European Heart Journal, 2009) coBpemeHHass TaKTHKa JICUCHHUSI JIETOYHOM
THMEPTEH3WH  TpeAycMaTpuBaeT  NPUMEHEHHE  CIAEAYIOUIMX  Mpenaparos:
cuigeHaduia, B OCHOBE [EHCTBUS KOTOPOTO JIEKUT TMOBBIIICHUE YPOBHS
LIUKJIAYECKOro  ryaHo3uHMoHopocpata (uI'M®D) 3a cyer UHrHOMpPOBaHUSA
dbochonurcrepazpl-5  (DJD3-5). D10 THpUBOAUT K  pacciablICHUIO0  TJIaJIKOM
MyckynaTypsl. Kpome Toro, cunaeradun oka3bIBaeT COCYIOPACIIUPSIONISe ACHCTBHE
HAa MOJIEKYJSIPHOM YpOBHE 3a cueT oOpa3oBaHHS OKCHAa a3oTa (OCHOBHOTO
Ba30/IUJIATATOPA, BBIACISAEMOIrO SHIOTEIHEM), M YMCHBIIACT JaBJICHHUE B MajoM
Kpyre KpOBOOOpAIlleHHs, YTO NPHUBOJUT K CHIDKCHUIO JaBICHUS B JIETOYHBIX
aprepusax. B nerckoit npaktuke cuniaeHadua Ha3HAYaeTCs U3 pacuera 1-2 Mr/Kr/cyT,
C JJUTENBbHOCTbIO TpueMa B cpeaHeM 10 18 wecsueB. MMeroTcss naHHblE O
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BO3MOKHOCTH NPUMEHEHHUs B JAETCKOM MPAKTHKE MPENapaToB W3 I'PYIIIbI AHAIOTOB
POCTALMKIMHOB, MIPEACTABUTEISIMU KOTOPOU SBIISIIOTCS HJIONPOCT U TPETOCTUHUII.
Wnonpoct obnamaer Takxke aHTHArperaHTHbIM JeicTBueM. [Ipemapar mopasiser
arperamuio, aJare3uto U aKTUBAILIUIO TPOMOOIIMTOB; BbI3bIBACT AUJIATALIUIO apTEPUOIT U
BEHYJI, CHI)KACT TIOBBIIEHHYI0 COCYIUCTYI0O MPOHUIIAEMOCTh, AKTHUBUPYET
(GbuOpUHONU3, MOJABISET AJTE3UI0 U MUTPALUIO JICMKOIIMTOB TOCIHE MOBPEKICHUS
SHAOTENUS, YMEHbIIAeT O00pa3oBaHUE CBOOOJHBIX PAUKAJIOB  KHUCIOpOAA.
[TpumenstoT BHyTpHUBEeHHbIE HHY3uH U3 pacuera 0,5-2 MI/KI/MHH., TIUTEIbHOCTD
Tepanuu 10 4 HEIEmb. TpenocTrHU TOBBIIAET YPOBEHb LMKIMYECKOTO
ryaHo3uHMoHo(ocdaTa, TPUBOIAIIETO K Bazonuiatanud. HasHaudaercs B BuUjE
BHYTPUBEHHBIX HH(GY3ull B 103¢ 1,25 Mr/Kr/mMuH.

/. B acmekte  BaXXHOW  MAaTOr€HETHMYECKOW  POJM  PEHHH-AHTUTEH3UH-
aJIbJIOCTEPOHOBOI CHCTEMBI B (POPMHUPOBAHUH JIETOYHON TUIIEPTEH3UU MpenapaTamMu
BbIOOpa SABIISIIOTCS MHTUOUTPHI AII®D - kanTompwn 0,1-0,5Mr/kr kaxkaslie 8 4acoB B
TE€YEHUE 2 MECSILIEB.

Jnsa  neyeHuss 00OCTpeHHsT 3a00J€BaHUS B COCTaB TEPAlUU  BXOMST
ATUOTPOIIHBIE aHTUOAKTEpUaiabHblE M MPOTUBOBUPYCHBIE Mpemnaparbl. Bribop
aHTUOMOTHKA  MPOU3BOJUTCS €  Y4ETOM  IPEANOoIaraéMoro  BO30YIUTEN:
ueganocnopunsl 11 nokonenus, aMMHOTTIMKO3U/bl, KapOanieHEMbl HA3HAYAIOTCS TIPU
4acTOM BHYTPUOOJIBHUYHOM HH(UUMPOBAHUU TPaAMOTPHULATEIbHBIMU OaKTEPUSMU;
MaKpOJIUAbl — MPU AaTUMHYHON 3THOJOrMKM WH(exkuuu. JlokazaHa 3(pPeKTHBHOCTH
a3UTPOMHUIIMHA WM KIAPUTPOMHMIIMHA U TpPH CcTyneH4yaTod Tepanuu Ps.aeruginosa.
I'mokokopTUKOUARl  (J€KCaMeTa30H) Ha3HA4yaloTCsl BHYTPUBEHHO B jo3e 3-4
MI/KI/CYTKA B T€YEHHE 5 IHEH, C MOCIEeNyIOUUM IEPEX0/IOM Ha HMHIaJsUOHHBIC
IIIIOKOKOPTUKOUABI B 03¢ 100-400 Mr/Kr/cyTku. AIEKBaTHO Ha3Ha4YeHHE 3y PUIUTMHA
B 7103¢ 3 MI/KT B/B KameJbHO Kaxable 6-8 4acoB ¢ MOCIEAYIOIMM MEPEeX0J0M Ha
TabneTupoBaHHbie PopMbl (TeoduUIUH B TeueHue 1 mecsia). @ypoceMus BBOAUTCS
MHTAJSIIIUOHHO B J103¢ 1 MI/KI KaxJble 6-8 4YacoB /10 JUKBUIAIIUU OOOCTPECHHUSI.
JlazonBan (1,5-2 MI/Kr/CyT) SHTEpAJIbHO WJIM B MHTAJSIIUAX Yepe3 HeOyai3ep TaKkxke
ab(dexTuBeH TpU yCWICHHMH OpOHXOOOCTPYKIIMM Ha (OHE pecrnupaTopHOU
unpexuu. [IpumensroT canpoyramon B unraisusax 100-200Mkr kaxasie 6-8 gacos
KOPOTKUMHU KypcaMH Ipu oO0ocTpeHuu 3aboseBaHus. KoppeKius 31eKTpOIUTHBIX U
MeTabOIMUECKUX HapylIeHUH BKIO4aeT B ce0s Ha3HAyeHHE acnapkama B
BO3pacTHOM 103upoBKe. DP(HEKTUBHO NPHUMEHEHHE MpenapaToB L-kapHUTHHA
(mungponar B go3e 50-100 mr/kr/cyt B TedyeHue 1-2 MecsleB), B COUETAHUU C
BUTaMHHaMH (kKapAoHat ltabnerka x 1 pa3 B JeHb B TeueHHe MecdAla). BaxHyro
3a/1auy aHTHOKCHIAHTHOW 3aIIUTHI BHITIOJIHIET KOeH3UM-Q10. OH IpUHUMAET ydacTue
B cuHTe3e AT®, o61agaeT MeMOpaHOCTAOUTU3UPYIOIIUM JACHCTBUEM.

YuuThiBas COXpaHSAIOIIYIOCS BOCHPUMMYHUBOCTh K 3a00JEBAaHUSAM JIETKHX,
O0COOEHHO pecrUpaTOPHBIM BUPYCHBIM MH(EKIUSIM, 11esecooOpa3Ho BBenenue PCB-
MMMYHOTJIOOYJIHA B KAYECTBE CE30HHOW MPOPUIAKTUKH (HOSOPh-MapT) BCEM JIETIM
¢ BJI/I.
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Hecmorpss Ha cHmxkeHue Tsokectu TeueHuss bJIJI B mocimenHue rojpl,
JETaNbHOCTh HAa MEPBOM TOAY KWU3HU cocTaBisieT 23-36%. Ilpu OnaronpusitTHom
TeYeHUU OOJe3HH HOpManu3anusi (YHKIMOHAJIBHBIX TOKa3aTelied  JIeTKUX
MPOUCXOAUT Julllb K 7-10 rogam.

HucnancepHoe HaOmoneHne 3a pebenkom ¢ BJIJ  nmpemycmarpuBaet
HAOJIIOICHUE TYJbMOHOJIOTa KOHTPOJIb (DYHKIIMU JBIXaHUS W TOKa3aTejedl ra3oB
KpOBHU; OMOXMMUYECKHE HCCIEIOBAaHUSI KPOBU, MOBTOPHOE PEHTTEHOJIOTMYECKOE
obOcnenoBanue B Bo3pacTe 6 u 12 mecsies, axokapauorpadus, JInIxoKI™ kaxmapie 3-
4 mecsua.

Baxxnoe 3HaueHNEe nMeeT 00ydYeHHE POIUTENICH TOICUETY YaCTOTHI JbIXaHUS U
MyJibCa, JUArHOCTUKE AbIXaTE€IbHOW HEIOCTATOYHOCTH IO HAJUYHUIO CBUCTSILIETO
JBIXaHUS, KOMIUJIEKCY MACCHUBHBIX JbIXaTENbHBIX YIPaXXHEHUM U Maccaxka. Bce
POAUTENHN JNOJKHBI TOJYYUTh WHCTPYKIMU MO MPOBEACHUIO CEPJIEUHO-TIErOUYHON
peaHuMaIuu.

Poautenu OonbHOro pebEHKA HYKIAIOTCS B 3IMOIMOHAIBHOM MOMJIEPIKKE,
nockoybKy Teuenue bJIJ] HempenckasyeMo, a BBI3JOPOBICHUE MOXKET ObITh OYEHD
MEJJICHHBIM. Y PpOAUTENIeH MOXKET C(HOPMUPOBATHCS PEAKIUS «IMOIMOHAIBHOTO
orropkeHus». Ilcuxonorumdeckass (QyHKIUS KOTOPOW COCTOMT B 3alllUTE€ OT
BO3HMKAIOIIETO YYyBCTBA MPUBS3AHHOCTU K PEOCHKY, KOTOPBIA MOMXET YMEPETh.
[TosToMy 4Ype3BBIYAHO Ba)KHA PAHHSS MCHUXOJOTHYECKAs MOMOIIb POAUTENSAM IS
(dhopMUpOBaHUS HOPMAJIBHOTO B3aUMOJCHCTBUS «Bpau-MaTh-PEOCHOK.

89



Kianan4yeckoe Haoronenue Ne8

Manpuuk P., 2-X Jer,Haxogwiicsi Ha OOCJIeJOBaHMM M JICUCHUH B
MyJbMOHOJIOTHYECKOM OTAETICHHH MHOTOIIPO(UILHOTO CTAllMOHAPA, C HCaN0bamu Ha
MaJIOMPOIYKTHUBHBIA Kalllellb, OJBIIIKY, JUCTAHI[MOHHBIE XPHUIIbI, CyO(heOpUIbHYIO
TEMIIEPATYPY, BSUIOCTH, €XKEMECSTUHNE 3a00JIeBaHUs OPOHXOJIETOYHON CUCTEMBI

U3 anammnesa owcusnu u 3a6071e6anus U3BECTHO, YTO PEOEHOK OT IIECTOM
OepemeHHOCTH, TpoTekaBmieli Ha Qoue anemuu, I, wuHQHUIIEPOBaHHOCTH
TyOepKyJe30M, y Ouosiorndeckoit Mambl. Pojipl msiThle B cpoke recrauuu 39 Henenb.
Macca tena npu poxzaeHun 3500 rpamMMoOB, Ha HCKYCCTBEHHOM BCKapMIJIMBAHHU C
poxxaeHus. Manbuuk 10 rojia HabIoJaics y HEBPOJIOTa € IUarHO30M: SUNOKCUYeCKU-
uwemudeckas sHyeaionamus, CUHOPOM 2unepeo3nyouMocmu, 2UunepmeH3UOHHO-
Jauxeopuwltl cunopom. B Bo3pacte 1 roma 4 wMecsueB peOeHKY odopmileHa
MHBAJMJIHOCTh 1O TNOBOAYy opranudyeckoro mnopaxkenus [HC (aronuuecku-
aCTaTUYECKUH  CHUHAPOM  CO  CTOMKMMHU  BBIPQKEHHBIMH  JBUTATEIbHBIMU
HapyILIEHUAMH, 3aJe€pKKa 3TarnoB pa3BuTusi). Cpeau nepeHeceHHbIX 3a00JIeBaHUN —
noBTopHbie OPBU, obctpykTuBHbIE OpoHXUTHI (10 10 pa3), nHeBMoHuu (3 pasa).
Pebenok no 1,5 ner BocnuThIBajJCS B J0Me peOeHKa (MOJHBIX JaHHBIX O
OMOJIOTMYECKOM MaTepu M HACIEJICTBEHHOCTH HET), B Bo3pacTe | roma 7 MecsleB
YCBIHOBJIEH B IPUEMHYIO CEMBIO.

Ilpu nocmynnenuu 6 KIUHUKY:COCTOSHHE peOEHKAa TsKEIoe 3a CYET
BBIPAKEHHBIX MPOSBIECHUN OpOHXOOOCTPYKTUBHOIO CHHApOMa. MajlbuuK OTCTaeT B
IICUXOMOTOPHOM Pa3UTHH: CTOMT HEYCTOWYMBO, XOIUT C MOJJEPKKOM, TPOU3ZHOCHUT
OTJEJbHBIE CJIOTH, MBITAsICh COEIMHUTD UX B CJIOBA, IOHUMAET OOPAIICHHYIO K HEMY
peub. Ilpu ocmorpe oOpamraeT BHHUMaHUWE (QEHOTUII pedeHKa: MaKpPOCOMHS,
BBICTYNAIOLIMI J100, MIMpPOKas MEPEeHOCHla, KOPOTKas Miesi, HU3KOPACHOJIOKEHHOE
IIyTIOYHOE KOJIBIO, KOPOTKME Iajblbl, OCTATOYHBIE NPOSBICHHUS IEPEHECEHHOTO
paxuta B BHUje “‘OpacieToB”, “pedepHbix yeTok”. He nmuxopaaut. Macca Tena 16 xr.
Poct 84 cm. UMT — 22,8 kr/m?. ®u3u4ecKkoe pa3BUTHE JUCTAPMOHUYHOE, OIKUPEHHE.
[ToaKoXKHO-KUPOBasi KJIETYATKa pa3BUTa U30BITOUYHO, paCIpeeieHa HEPAaBHOMEPHO,
¢ mpeo0iajaHueM Ha TPy, kuBote, Oeapax. OTekoB HeT. TOHYC MBILII U Typrop
TKaHeil ynoBieTBoputTenbHbIM. KokHble TIOKpPOBBI OsieiHbIE, CBOOOAHBIE OT
BbIchInanuil. [lepuopOutanbHbeie TeHu. CnM3ucTas 3eBa po30Basi, BIA)KHAs, YUCTasl.
[TansniupyroTcs momuentocTHbie MuMdaTtudeckue y3ibl — a0 0,7-0,9 cm B nuamerpe,
NOJBIKHBIE, Oe30one3HeHHble. HocoBoe npIxaHue 3aTpyAHEHO, CIU3UCTOE
ornensieMoe. JluctaHuuoHHsle Xpunbl. TaxumHoe no 40 B MuUHYTY. Yuactue
BCIIOMOT'aTE€JIbHOM MYCKYJIaTypel B akTe JAbIxaHus. [lepkyTOpHO HaJx JerkuMu
KOPOOOYHBI OTTEHOK JIETOYHOTO 3BYKAa, ayCKYJbTaTHBHO OCJIa0JICHHOE JIbIXaHUe,
BBIIOX YJUIMHEH, CyXH€ CBUCTSIIME U pa3HOKAIMOEPHbIE BIAXKHBIE XPUIIBI ¢ 00EnX
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ctopoH. O6nacts cepana 6e3 BuanMbix aepopmanuit. HCC 110-120 B Mmunyty. ToHbI
cepAla pUTMUYHBIE, YMEPEHHO IPUINIYLIEHbI, KOPOTKUNA CHCTOJWYECKUN IIyM Ha
BEpXYIIKEe. S3BIK BJIQXKHBIM, YHCTHIM. JKHUBOT MATKUH, JTOCTyHeH TiyOOKOM
nangenanuu. Iledens +2,5 cM HUXKE Kpas peOepHOM ayru, Kpald »IacTUUYHBIM,
0e30one3neHHbiii. Cenesenka He  manenupyercsa. Crtyn  odopmieH, 6e3
NaTOJIOTUYECKUX MpuMeceil. Moueucnyckanue cBoOoaHoe, 6e300se3nenHoe. Juypes
aJIEeKBaTHBIN.

Jlannvie 0oOnosHUMENbHBIX UCCTIEO0BAHULL:

- B kimuHWMYeckoM aHanmm3e KpoBU: OTHOcUTeNnbHas JmMpornenus (38%),
yMepeHHbIi neiikonuros (13,5%10%m).

- KimHuueckuii aHanu3 MO4YM — B HOPME.

- B ma3ske u3 3eBa Ha (IOpY M YyBCTBHTEIBHOCTh K aHTHOMOTHKAM:S. Viridans
sHaunTenbHbli poct (107), rpudsr poxa Candida 5*10* KOE, N.haemolyticum
3HauUTENbHBIA pocT (107).

- B HocoroTouHoM cMmbIBE Ha BUPYCHIBBIsABIEH PC — BUpYyC.

- buoxummuueckoe uccienoBaHHe KpoBU:KpeaTwuHWH KpoBu — 55,9 (N 27-62
MKMOJIB/JT), ModeBHHA KpoBH - 5,38 (N 1,8 — 6,4mmoub/i1); dpochop — 1,58 (N
1,45-1,78 mmonw/n); marauii — 1,0 (N 0,7 — 0,95mmons/); kameiuii — 2,2 (N
2,02-2,6 MMOJIB/1); TIIOKO3a KPOBH - 5,5 MMOJIB/J.

- buoxumuueckoe uccnenoanue Qpyukimiit neuenn: AJIT-24,2 ME/n (N 5-30
ME/n), ACT-21,6 ME/an (N 7-40 ME/n), oOuwmit 6mnmupyoun9,9 mxmosns/in (N
8,6-20,5 mxmomnb/i), cBszanHbii — 3,3 mxmonb/n (N mo 5,1 MKMoOmw/m),
cB0OOIHBIN — 6,6 MKMOIB/TI(N 10 15,4 MKMOIB/T).

- IlumokaprimHoBas poda: Na*— 27,2 Mmosb/I1.

- HmmyHnorpamma: neiikouuts! 13,5%10%1 (N 7,9-8,5*10%n), mumdountsi- 30%
(N 34-38,5%), mumdonutsr adc.u -4,1 (N 2,6-3,2*10%n), Cl13 -68% (N 66-76
%), CIz adc.u -2,79 (N 1.4-2.0%10%n), Cl», - 28% (N 17-31), Cy, abc.u -
1,15 (N 0.13-0.87*10%n), CHs -41% (N 33-41%), Cllg -26% (N 27-35%),
CH4/Cls - 1,57 (N1.1-1.4), C16- 22% (N 9-16 %), IgA -0,90r/it (N 1.24+0.45
r/n), IgM -1,26 r/n (N 0,65+ 0,25 1/m), 19G -6,8 v/ (N 9,23 £ 2,56 1/n), IgE -
64,76ME/mn (N 50 ME/mn), 44 % ddarouutup. neritpod (N 40-90%),
¢aromur. koi-Bo 1,7 (1-2), kommiement CH 50-68 (N 40-80 ), HCT-tect
crioHT -27 % (N 8-12 %).

- Amnanu3 KpoBM Ha TOPMOHBI IMUTOBHAHOM kenesbl. T4 cBoOOmubI — 10,6
nMoutb/11 (pu Hopme 10-23,2); TupeoTponubiii ropmMoH — 5,03 MkME/Ma (ripu
Hopme 0,23-3,4); anturena k TI1O — 12 (8 Hopme 10 30 ME/mn);

- uHcyymH (UDA) — 24,65 mxkME/mn (ipu HopMme 3-15).

- HN®DA cymmapHbie aHTUTEIA K TEIbMUHTAM: JISIMOJIMH, TOKCOKAPHI, aCKapUIbI
AT 1gG — otpunatenbHbIif;

- HDA: IgM: [IMB (0.12), Chlamydiapneumonia (0.10),
Mycoplasmapneumonia (0,07) —oTpuniaTebHBbI;
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IgG: IIMB (0,97 — mnonoxutensubiii), Chlamydiapneumonia (0.08),
Mycoplasma pneumonia (0,05) oTpuiiaTeIbHBIH;

Pentrenorpadus opraHoB TpyJHOM KIIETKH:JIETOYHbIE IOJS TOBBIIICHBI B
npo3pavyHOCTH. JIerouHwld PUCYHOK YCHJIEH, OOOrameH ¢ OO0euX CTOpOH.
Kopau pacmmpensl, ManoctpykTypHbl. Cunycel cBoOoanbl. Cepane — B
npezaenax HOpMbl.

V3U: nedenp yBenuueHa (BepTUKaNIbHBIN Kocod pazmep 96 MM (N- mo 85)),
Kpail OCTpBI, KOHTYpPbl OCTpbBIE, CTPYKTypa OJHOpPOJHAs, 3XOT€HHOCTh HE
n3MeHeHa. JKemuHblil my3sipb: 46xX16MM, nepern® nHa WM LIEHKHA, CTEHKAa HE
yTONIEHa, XOJIeJOoX HopMma, kamHei HeT. [lomkemymounas sxemeza — 0Oe3
ocobennocteil. Cenesenka: 71x32 mwm, He yBenuueHa. [louku — npasast 61%26
MM, JieBasg 63x%35 mm, napenxuma 13 mMm, ogHoponHas, YJIC He pacuimpeHna,
KaMHe HeT. Mo4eBO#l y3bIpb HOpMA.

OKT': cunycoBas Opaaukapaus. YCC = 72 yn. B Munyty. Henonnas Giokana
IIPaBOM HOXKKU Iyuka ['uca.

JAnDxoKI': BeIsBIICH JieBO-TIpaBblid miyHT (0=2,5 MM) B cpeaHei Tpetu MIIII.
DYHKIMOHUPYIOLIEE OBAIBHOE OKHO. AHOMAJIBHASI XOP/1a JIEBOT'O JKEITy10UKA.
VYIbTpa3ByKOBOE HCCIEIOBAaHUE HMIMTOBUIAHON >keie3bl. OObEeM IIUTOBHUIHOM
JKeJe3bl HECKOJIBKO IIPEBBIIIAET HOPMAaTUBHBIE 3HAYECHMS, HO HE SIBISETCS
TUNepIuiasue ajis JaHHOrO (DU3MYECKOrO pa3BUTUSA, 3XOCTPYKTypa He
U3MEHEHA.

9x00I": Maxod=M»sx05=70 mm. [lTupura M-3x0 6,5. CMmeIeHs He BBISBIICHO.
[Ipu3HaKy JINKBOPHOM THUIIEPTEH3HH.

Helipoconorpadus. [lekoMrneHncupoBaHHass BHYTpeHHssl ruaponedanus (Jox
— 53-55 mm, JI 3x — 23 mm, MII mens 3-4mm) CybGatpodusi BemecTBa
NOJIyIIApU B IEPUBEHTPUKYISPHBIX 30HaX. CUMMETpHs B HOPME.
bponxockonusa:  TpaxeoOponxomansmus.  JByctoponnuiét  mauddys3HbIi
KaTapajibHO-THOMHBINA SHAOOPOHXUT.

[Ipu kKoMmbIOTEPHON TOMOTpauu OpPraHoOB TPyTHON KIIETKH, TPOBEICHHON B
CIUPAJIBLHOM PEXUME IIaroM 3 MM, U Ha MYJIbTUILUIAHAPHBIX PEKOHCTPYKIIHSIX
OYaroBbIX M MHQPUIBTPATUBHBIX M3MEHEHUN B JIETKUX HE BBIABICHO. MMmeror
MECTO CyOIUIEBpaJIbHbIE YIIJIOTHEHUS MAapeHXUMBbI JIETKUX, OOJIblIE CIpaBa.
Tpaxes wu kpynHble Oponxu mnpoxomumbl. [IpocBer Tpaxen B dopme
BBITHYTOIO OBaja. JIErOYHOM pPHCYHOK HECKOJIBKO YCWIEH 3a CYET
COCYIUCTOr0 KOMIOHEHTa. KOpHU JIeTKMX He pacimpeHsl. MeanacTuHaIbHbIE
1 OpOHXOIYJIbMOHAJIbHBIE JTUM(POY3JIbI HE YBETMYEHBI. CBOOOIHOM KUAKOCTH B
IJIEBpAJIbHBIX MOJOCTSIX HeT. TeHb cpenocteHuss He pacmupeHa. KoctHo-
JNECTPYKTHUBHBIX HM3MEHEHHM HE BBISBIEHO. JaxiroueHue: OINHCAHHbBIC
M3MEHEHUS TAPEHXUMBI JIETKUX, BEPOSITHO, TOCTBOCTAIUTELHOTO TeHE3a.

Koncynomayuu cneyuanucmos:
- Hesponor: Bpoxaennas mnartojorus [[HC, cyOkomneHcupoBaHHas

ruaponedanus ¢ HIHKHUM Mapanape3oM, 3aJ1ep>KKOil ICUXOMOTOPHOTO Pa3BUTHA.
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- DHJOKpPHUHOJIOT: TUIIOTATIaMUYECKOE 0’KUPEHHUE. CyOxIMHUYEeCKUH
TUIIOTUPEO3. | UIEPUHCYIMHU3M.

-  HWmmynosor: gansasix 3a UJC Her.

- Odranbpmonor: aHruomnaTvsi CETYATKH MO TUIEPTOHUYECKOMY THUITY OOOUX
rJias.

-  ®rusuarp: manpurk He uHbUUpoBad MBT. B Hacrosiiee BpeMs TaHHBIX 3a
aKTUBHBINA TyOEpKYJIE3HBIN MPOIIECC HET.

Takum oOpa3oM, Ha OCHOBAaHUM TIPOBEJIEHHOTO OOCIENOBaHUA  ObLI
YCTAHOBJIEH  KIMHUYECKUMJIMArHO3:  Bpoowoenmnas — amomanus — cmpoenus
MpaxeoOpPOHXUATBLHO20 0epesa: mpaxeoOpOHXOMANAYUs. Bmopuunvlil Xpornuueckuil
OpoHxum ¢ CcuHOpomom Opouxoobocmpykyuu, nepuod obocmpenus. PC-supycuas
ungexyus. /Jvixamenvras Hedocmamounocms I cm.

ConyTcTBYIOMMI JIMarHo3: Bpoorcoennas namoocust L[HC,
cyoromnencuposannas —euopoyeanus ¢ HUICHUM NAPANApPe3oM, 3A0EepHCKOU
ncuxomomopnozo paseumus. I unomanamuyeckoe ooscupenue. CyOKIUHUYECKUU
eunomupeos. Il unepuncynrunusm. Aneuonamus cemuyamxu no 2UNEPMOHUYECKOM)
muny oboux enasz. PyHKYUoOHUpYIOWee 08ANbHOEe OKHO. AHOMANbHASA XOpoa 1e8020
JHceny0ouKa. AHomanusi CmpoeHus HeearuHo2o ny3vipsi.

Pebenky mNpoBeAEHO J€UYEHHE: CTON <«JICTCKUI»; YUYUTBIBasg TSDKECTh U
3aTsDKHOM XapakTep 3a0oseBaHusl peOCHOK MONy4ymia 2 Kypca aHTHOaKTepHaTbHOU
Tepanuu (1iedporpaM + amMHUKalUH, 3aTEM JIEBOIMH); MPOTUBOBUPYCHAS Teparus
(BudepoH); ME3UHTOKCUKAIIMOHHAS Tepamnus; C UEIbI0 YIYUYIICHUS JIpeHaKHOU
GyHKIMM JIETKUX PEeOCHOK TMOJy4yand BHYTPUBEHHYIO HH(Y3UI0 C DYPWUIMHOM U
NEKCAaMETa30HOM, JIa30JIEKC BHYTPUBEHHO, B-aJIPCHOMHUMETUKH HWHTAISIUOHHO
(BeHTONIMH, OepoAayai), WHTAISIUOHHBIE CTEPOUIbl ((IMKCOTUA, MYJIbMHUKOPT);
AHTUTUCTAaMUHHAs  Tepanus  (JlopaTaiguH);  NPOTUBOTPUOKOBYIO  TEparuio
(prykonazon); npoduotuku (paysup);puznorepanust — KY® Hoca u 3eBa, BT Ha
IPYAHYIO KJIETKY, criesieoTepanus, iyoorepanus, maccax, JIOK.

B aunamuke nposiBIeHHs OpOHXOOOCTPYKTMBHOTO CHUHApPOMA KYIHPOBAHBI,
oO11iee cocTosiHUE peOeHKa CTaOMIN3UPOBAIOCh. PeOEHOK BBIMMCAH MO HAOI0/ICHHUE
neauaTpa, IMyJIbMOHOJIOra, HEBPOJIOTa, SHIOKPUHOJOTAa MO MECTY >KHUTENIbCTBA C
pekoMengarusimMu: aueta Ne§, 1200 kkan/cyT, OTrpaHUYHUTH JIETKO YCBOSIEMBbIE
YTIeBOIbI, KOHTPOJb aHanu3a kpoBu Ha TTI, T4 cB., a/T k¥ TIIO uepe3 1 mecsi ¢
MMOBTOPHOM KOHCYJIbTAIIMEN SHIOKPHHOJIOTa; MOBTOPHAs KOHCYJbTAllMsl HEBPOJIOTa
yepe3 2 HeJIEeNu ¢ LEbl0 pelieHus Borpoca o nposeaeHud MPT roioBHOTro mo3ra u
MOSICHUYHOTO ~ OTZAEJIa CIMHHOIO MO3ra, C IIOCJHENYIOIEH KOHCYJIbTalHen
HEHWpOXUpPYypra; KOHCYJbTallUsl TeHeThKa.MenukamMeHTo3HOe JieueHue: L-TupokcuH
12,5 mxr x 1 pa3 B nenb — 10 guel, 3arem 25 MKT X 1 pa3 B IeHb - MOCTOSIHHO YTPOM
10 3aBTpaka; OponxomyHan 3,5 mi 1 pa3 B nenb — 10 nHeit, 3aTem 20 qHEl nepephiB
— kypc 3 Mmecsna; Marne B6 Y4 tabnetku x 2 pasa B aeHb — 1 mecsir;, apmaaus 0,125
no 1/3 Tabn x 2 pa3a B JeHb — | Mecsll; BHyTPUMBIIIEYHO KOPTEKCUH 5 MT X | pa3 B
neHb - NelO.

93



Oco0OeHHOCTH BelEHUsl JAaHHOTO TMalueHTa OOYCIIOBJICHBI COYETAaHUEM
BPOKJIEHHOM  aHOMaJMM  CTPOEHHUS  TPaxeoOpOHXHMANbHOIO  JIepeBa,  UTO
oOycnoBuwinopeuuauBupytomee teuenne bOC 'y pebGeHka ¢ XpOHUYECKOU
COMAaTHYECKOM MaTOJIOTHel APYTUX OPraHOB, MOPAKECHUEM AHJIOKPUHHOU CUCTEMBI U
I[THC.

[Tpu peununusupoBanun bOC Bcerga HEOOXOAMMO HCKIIIOYATh BPOXKACHHYIO
HaTOJIOTUIO OPOHXOB.

Jlumepamypmnas cnpaska no KiuHuyeckomy Haoarooenuio No8

[Topoku pa3BuUTHS OPOHXOB M JIETKMX M3BECTHBI JABHO, HO J0 cepeauHbl XX
BEKa OHU ONMMCHIBAIUCH MPEUMYIIECTBEHHO Kak KazyucTuueckue HaOmoaenus. [lo
Mepe HAKOIUICHUS ONbITa OBUIO YCTAHOBJIEHO, YTO BPOXKIICHHBIE AHOMAJIMU JIETKHX
BCTPEYAIOTCSA HEPEIKO, UX PaCIpPOCTPAHEHHOCTh B JAETCKOM MOMYJSLUUA COCTABIISAET
ot 4,6 1o 20%.BpoxieHHbIE TTOPOKH Pa3BUTHUS - ATO CTOMKHE MOPGHOIOTUUYECKUE
M3MEHEHUS OpraHa WM OpraHu3Ma, BBIXOJSIIKE 32 MPEENbl BApUALMA UX CTPOEHUS
Y BO3HUKAIOUIME BHYTPUYTPOOHO B pPE3yJIbTaTe€ HAPYLICHUW Pa3BUTHS 3apOAbIlla,
mwiona. [lonasisromniee OOJBIIMHCTBO NOPOKOB PA3BUTHS CBSI3aHO C HACJIEACTBEHHOM
narojorueit. C NEeWCTBUEM TEpaTOTreHHBIX (DAKTOPOB CBsI3aHO JNuillb 3-5% Bcex
MOpOKOB pa3BuTHs. [lopokn nerkux W OpPOHXOB MOTYT OBITh PE3YJIHTATOM
OTKJIOHEHUI B Pa3BUTHUU HA BCEX CTaAusAX (popMUpOBaHUS OpraHa: Mexay 3-it u 6-if
HEJESIMU  SMOPUOHAIILHOTO PAa3BUTHS, KOTJAa HAa TMEPBUYHOM KHIIKE MOSBISETCA
JTUBEPTUKYJ Tpaxew, Mexay 6-ii u 16-ii HedensiMu, KOorja MPOUCXOJIUT OBICTpoOE
JieJieHre OpoHXOB, mocie 16-i Hemenu, Korja HauuHaeTCd akKTUBHOE (hOPMHUPOBAHUE
aJIbBEOJISIPHOTO  ammapara. B monib3y BpOXKJIEHHOrO TeHe3a OpOHXO0JIETOYHOTO
MOPAKEHUS CBUETEIHCTBYIOT aHOMAJIMHU U TIOPOKHU JIPYTUX OPTaHOB, & TAKKE SBHBIC
aHOMaJIMM B TOM K€ WM JApyroM JerkoM. OcoOyio Trpyliy COCTaBISIOT
MHO>KECTBEHHbIE  TIOPOKHM  Pa3BUTHUS, HWHIYUUPOBAHHBICE  YHUCICHHBIMH WU
CTPYKTYPHBIMH MYTAITUSIMH XPOMOCOM.

CornacHo MeXIyHapoJHOW kiaccuukanuu moOpokoB pazputus BO3 u
MKDB-10, mopoku pa3BUTHsA ABIXAaTEIbHOM CHUCTEMBI JEIATCA Ha MOPOKU Pa3BUTHS
rOpTaHu, Tpaxeu, OPOHXOB M JIETKUX, KJIacCHU(UKAIMSA KOTOPBIX H3JI0KEHA Jajee
(tab. 2.9.).

Tpaxeooponxomansiiiusa (TBM) — BpokneHHass ci1abOCTh CTEHKH Tpaxew u
(W) KpYIHBIX OPOHXOB, CBS3aHHAsI C MATOJIOTMUECKOW MSTKOCTBIO UX XPSIIEBOTO
Kapkaca. B oTiuume OT TpaxeoOpOHXOMErajauu IpH TPaxeoOpOHXOMAJSIUU HE
HaOIIOAAeTCsl PE3KOT0 pacUIMpeHusl Tpaxen U OponxoB. Pazmuuator auddysnyio u
nokanbHyro TBM. Ilpu nokanpHON GopMe HAOTIOAAIOTCS TOJIBKO (DYHKIIMOHAIBHBIC
cTeHo3bl Tpaxeu. Juddy3Hbie GopMbl HE UMEIOT YETKO OYEPUCHHON KIMHHUYECKOU
KapTUHBI. Peko MOryT HaOII0JaThCs CUMIITOMBI CTEHO3a TPaxeH W IJIaBHBIX (Yalle
neBoro) OponxoB. [Ipu cTepThIX B KIMHUYECKOM OTHOIICHUHU (hopMax HMEIOIIAsICs
TpaxeoOpOHXHUaNbHas TUCKUHE3USI MOXKET MPUBECTH K XPOHUYECKOMY BOCHAJICHUIO
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IBIXaTeNIbHOTO TpakTa U (POPMHUPOBAHUIO CTOMKUX OpPOHXOJErOYHBIX H3MEHEHH.
TBM MoxkeT codeTaTrbCa C APYTUMU BPOKICHHBIMU MTOPAKECHUSIMHU JIETKUX. Y IETEer
NEpPBOr0 TOJa U3HMU OlucaHa oOparumas ¢opma 3TOW MATONOTHHU, KIUHUYECKU
IOPOSIBISIIOIIASACA B BUIE CTPHUIOPO3HOIO ABIXaHWS, MPU KOTOPOW OJTHOBPEMEHHO
OOHapy>KUBAETCS MSTKOCTh XpsIlled TOPTaHM W YHIHBIX pakoBUH. CHUMITOMBI
Oosne3Hu mpu Tako (popme mcuezaroT Ha 1-2-m roay kusH. TpaxeoOpoHXOCKOMUs
MO3BOJISIET BBISIBUTH MATOJIOTMYECKYIO MOJIBHIKHOCTh CTEHOK Tpaxeu U (MJiIH) TIaBHBIX
OpOHXOB; Ha BBIJJOXE BO3HHUKAET PE3KOE CYKEHHUE MPOCBETA TPAXEH, KOTOPHII MOXKET
MPUHUMATD PA3IMIHYI0 QopMmy (IIEeTEBUIHYIO, CEPIIOBUIHYIO U IP.).

Tabmuma 2.9.
[Topoxu pa3BuTHs apixatenbHol cucteMbl (MKB-10).

Pacmipoctpanéunbie  mopoku | TpaxeoOpouxomeranus (cuaapoM Mynbe-KyHa)
pa3BUTUSL CTEHKH Tpaxen H | TpaxeoOpOHXOMAaJISAIHS

OpoOHXOB Cungpom  Yunbsamca-KemnbOemna — (cuHzIpom
OJITOHUPYIONTUX OPOHXOIKTA30B)
bponxomansuus

Bponxuonoskrarnueckas sm¢puzema

OrpaHnyeHHbIE nopoku | Kuctel n€rkux
pasBUTHA CTEHKM Tpaxen WH | CeKBecTpaluu JErKux
OpOHXOB Cunnpom Kaprarenepa

[Topokn pa3BuTUSA JETOYHBIX
apTepui, BEH 151
TuM(daTUIECKUX COCYIOB

JleyeHne CHUMIITOMATHYECKHE, KOHCEPBATHBHOE. XHUPYPIHUECKOE JICUCHUE
MOKa3aHO B CIy4asX OCJIOXHEHUH CO CTOPOHBI JIETKHX (KPOBOTCUCHHE,
HarHOUTEJIbHBIE TTPOIIECCHI).
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MMABA IIl.  CJOXHBIA NALIIUEHT B TACTPOSHTEPOJIOT MU
U ITATOJIOT WU TENATOBUJIMAPHOM
CUCTEMBbI

Kianandeckoe Ha01ogqenue Ne9

Bbonwnoii I1.,18 ner, nepeBeseH ¢ xanodaMu Ha OO B AKUBOTE, TOJIOBHBIE 00N,
O6eccoHHMILy, cab0CTh, YBETHUYCHHUE KUBOTA B 00BEME, KEJITYIIHOE OKpAIIMBAHHE
KOKH U CKJIEP U3 XUPYPTrUYECKOT0 CTallMOHApA.

W3 anammnesa n3BECTHO, YTO B TEUEHUE MECALIA MOSABWINCH HCal00bl HA YyBCTBO
nuckomdopTa B KUBOTE, TOIIHOTY,  PBOTY, O0Jb B TIpaBOM MOJpeOEphe,
3aTPYyAHEHHOE JbIXaHUE, >KEJITYIIHOCTh KOXHBIX MOKPOBOB. ['OCHHUTAIM3UPOBAH B
XUPYPrUYECKHUI CTallMOHAP, IJI€ HAa OCHOBAHUH OMOXMMHUYECKUX, BUPYCOJIOTMUECKUX
uccnenoBanuii, Y3 OBII, D®I'JIC, namapockonuu ¢ MPOBEICHUEM OHOICUU
NEYEHU (XPOHUYECKUI aKTUBHBIM TIemaTUT C MEpPeXOoJ0M B LUPpPO3 IE€YEHH, B
BOCHAJINTENbHBIX HMH(QUIBTpAaTaX MECTaMU OOJbIIOE KOJMYECTBO IIA3MATUYECKUX
KJIETOK) OBLI BBICTABJICH JUAarHo3: XpoHuyeckuii aKmueHulli aymoOUMMYHHDbIL
2enamum ¢ nepexoooM 8 Yyuppo3s nedeHu ¢ CUHOPOMOM NOPMATbHOU 2unepmeH3ull,
neueHouHas Heoocmamoynocmo. Acyum. l[lewenounas snyegparonamus.

Anamnez owcusnu pebeHok ot I OepemeHHOCTH, mpoTekaBiied Ha (oHe
TOKCUKO3a, Yrpo3bl npepeiBanus B 16 Henenb. Poasl B cpoke 40 — 42 Henmenu, co
ctumyisinuen. Macca tena npu poxxaennu 4100. Poc n pazBuBancs COOTBETCTBEHHO
Bo3pacty. B 3roma omeparnmst - rpepkecedeHus (1axoBO# TpbhKH), B SIET - apTpo3
KOJIEHHBIX CYCTaBOB, B 7 JIET — XHUPYpPruyecKOoe YJaJeHHE T€MaHTHOMBbI IpPaBOil
HwkHeW koHedHOCTH. C 10 jeT rojioBHbIE 00JIM, YACThIe HOCOBBIE KPOBOTEUYEHUs. B
4-m kjnacce MaThb OTMEYaeT 3aTpyJHEHHWE 3allOMMHAHMS M BOCIPOM3BENICHUS,
HapylIeHUE KOHIIGHTpAallMM BHUMaHUS, CTal IUIOXO YYMTbcd B 6-7-M Kiaccax,
noTepsl MHTEepec K ydele, ¢ TPyAOM OKOHYMI 9 kiacc. ManbuuK HEOJHOKPATHO
HaxoAwics Ha oOCJIelIOBaHUM M JIEYEHMH B TNPOPUIbHBIX YUEPEKICHUSX,
Ha0JII01aJICsl Y IICUXOHEBPOJIOTa

[TonpocTok cUCTEMAaTHYECKH  YHOTPEOJSeT ajJKoroib W JHEPreTUYECKue
HAITUTKH J10 4-X JIATPOB B CYTKH.

CeMeiiHblii aHaAMHE3: Y OTL[Aa — XPOHUYECKHUH aJIKOTOJIbHBIN Te€MaTHUT.

[Ipu mocTymjieHnyu NoAPOCTOK ACTEHHUYECKOTO TEIOCIOKEHHUSI, BBICOKOPOCIIBIH.
OGpamator Ha ce0si BHUMaHHE MPOSBICHUS COCAUHUTEILHO-TKAHHOW IUCIIIA3UM:
YEepEernHO-JIUIEBble JUCMOP(HUH, CKOJIMOTUYECKAs OCaHKA, YJJIMHEHHBIC MajbIlbl
KUCTEH, YIJIMHEHUE JUIMHHBIX TPyO4yaThIX KOCTEW; CHMDKEHHE KPUTHUKH K CBOEMY
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COCTOSIHUIO, MHTEIUIEKTYaIhbHO-MHECTHYECKAsT HEJOCTAaTOYHOCTh, At opus. KoxHbie
MOKPOBBI CyxHWe, OJemHble, C OJMBKOBBHIM OTTEHKOM, Ha TOJCHSX IISITHA
nenurMeHTanuu. MkrepudHocTs ckiep. Ilacto3HocTh Bek, rosneHeid. Co CTOpOHBI
OpraHoB JbIXaHWs — 0e3 ocoOeHHOCTeW. ['paHWIBI OTHOCHTEIHHOW CEepICYHON
TYIIOCTH B TIpEaeiax HOPMBI, TOHBI CEpAlla PUTMHYHBIC, MPHUTIYIICHBI. SI3BIK
BJIQKHBIN, YUCTBIN, CKIIaMdaThiil. JKHBOT yBeIM4YeH B 00BbeMe 3a cueT aciuTa. I[ledeHp
BBICTYIIACT HIDKE Kpas peOepHO Ayrd Ha 2 CM., TUIOTHOBAaTas Ha OIIyIb, Kpai
3akpyrieH. Cene3enka He nampnupyercs. Ctyn opopMiIeHHBIH, 10 3-X p/CyT.

Jlannvie 1abopamopnbix u UHCIMPYMEHMATLHBIX UCCIE008AHUU.

— Knuunueckuii ananus kposu: spurpouuTsl 3,31 x 10%/1 (4,0-5,0), remorno6un
101r/n (130-170r/n), TpomGormTsl 74x 1091 (180-320).

— buoxumuueckuit ananus kposu: AJIT - 0,36 mmonb/uac.n. (N<0,14), ACT -
0,58 mmomnp/gac.1. (N<0,14), 6unupyOun oOmuii — 48,6MMOJBL/J, NPSIMON —
26,1 MMOIB/711, HEMPAMOH —22,5MMOJIB/J1.

— AHTHHYKJIEApHBIA TECT — AaHTUHYKJIEAPHBIE AHTUTENA OTCYTCTBYIOT.

— OcrpodazoBble ToOKazaTeNn: cuanoBble kuciotel — 115 ex. (N 135-200),
ranrrorinoous — 1,6 (N 1,5-2,0), CPB — orpuniaTenbHbIi.

— Koarynorpamma (ot 18.01): Bpems cBepThiBanuss — 14muH.15 c., Bpems
pexanbuudukanuu — 1,87c¢., TOIEpaHTHOCTD MJIa3Mbl K renapuny — 11 mun 40
ceK., pubpunoreH — 88,8, mpoTpoMOMHOBEIN uHIEKC — 50%, TpOoMOOTECT — 3 CT.

— AytokoarynsiuonHbli TecT: A- < 1% (N 16 — 22%), T1 — 8 mun. (N3,2 — 3.9
muH.), T2 — 30 mun. (N 10 Mun.), MA — 65% (N93 — 163%), ® — 52 mun. (N 52
— 59 wmwmn.), UUT — 2,0(N2 — 2,2), ¢udbpunoren — 1,3 r/n (N2 - 4),
npoTpoMOUHOBOE BpeMsi — 56%, perpakuus kpoBstHOTO cryctka — 72% (N 44 —
66%), aare3uBHocTh TpoMOOIIUTOB — 28,8% (N 23 — 40%).

— Ilporennorpamma: obmmii 6emok — 74,1 v/ (N 65-85 1/71), ansoymunsr — 47,4%,
(N 56,6-66,8), rmooymunsl: a-1 - 5,3% (N 3-5,6%), a-2 — 5,3% (N 6,9-10,5%), b
— 15,8%( N 7,3-12,5%), v — 26,2%( N 12,8-19%), A/I' — 0,9. Kpearunun
kpoBH - 0,053 — 0,1 mmow/n (N 0,088-0,177 mmoib/n), MOYeBHHA KPOBU — 3,2 -
6,6 MMob/T(N 3,3-6,6 MMOJIB/JT).

— AHTHHYKJIEApHBIE aHTHUTEJA - OTCYTCTBYIOT, antutena k JIHK: natuBnbie — 5,7
En/n (N<25), nenarypupoBanusie — 3,8 En/n (N<25).

— OOI'JIC: BapUKO3HOE  paCUIUPEHUE BEH MHUIIEBO/IA, 3pO3MBHAs
racTpOayOJCHOMATHS.

— Y3U opraHoB OpromiHON MOJIOCTU ¢ JomIieporpadgueii— npasasi 107 KOCO-
BEpTUKaIbHbIN pa3dmep 174,9 mm, kpail 3akpyrieH. Jleeas noisst: KpaHuUO-
KayaanpHbld pasmep 108,3 MM, TonmmHa 72,7 MM, Kpail 3aKpyIJ€H, XBOCTaTas
nonst 25,5 x 47,5 mm. Busyanuzanus coCyi0B IEYEHU 3aTPYAHEHA, COCYAUCTBIN
pucyHOK obOeaHeH. CTpykTypa TMapeHXUMbI KpPYITHO3EPHHUCTas, PE3KO
HEOJHOPOJHAsS, «ISATHHUCTas», oOOIIas dXOTeHHOCTh AU(PQPY3HO CHIDKEHA,
BHYTPUIICUCHOYHBIC JKEITYHBIC TMPOTOKH YIUIOTHEHBI, KOHTPACTHBI. JKeTuHBIH
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my3bIph: 6,3 X 2,9 cM, pacmonokeH B TUMTUYHOM MECTe, TPYIIEBUIHON (HOPMBI,

CTEHKH paBHOMEpPHO yTouiieHbl a0 4,5 mm. IIpaBas meueHouHass BeHa —

U3MEpPEHUE KPOBOTOKa 3aTpyaHeHO. CpeaHss MeYeHOYHas BeHa — U3MEpPEHHE

KpPOBOTOKa 3aTpyJHEHO. JleBasg IiedeHOYHass BE€HA - KPOBCHAIIOJIHEHUE

yIOBJICTBOPUTEIIPHOE, MaKCUMalbHas CKOPOCTh KpOBOTOKa 25,2 cM/c,

JONIICPOBCKUM CIIEKTPp HE M3MEHEH, KPOBOTOK TemaToleTalibHbli. BopoTHas

BeHa: quametrp 10,1 MM, CTeHKa YIIOTHEHA, CKOPOCTh KpoBOTOKa 16,3 cm/c,

CIIEKTp HE U3MEHEH, NUJI000pa3Hblid, KPOBOTOK renaroneranbHbiii. Cene3eHka

12,4 x 5,5 cM (He yBenMYEeHA), SXOCTPYKTypa CpeaHE3EePHUCTAsA, HEOTHOPO HAS

324 CuUeT  VyIUIOTHEHUSI  CTEHOK  BHYTPUIIAPEHXUMATO3HBIX  COCYOB,

BaCKyJISIpU3aIsl TAPEHXUMbI YMEPEHHAs, JUAMETP CEJIC3CHOYHON BEHBI 7,2 MM,

MaKCHMaJIbHasl CKOPOCTh KpoBOTOKa B BeHe 19,3 cm/c. Ilouku: mpaBasg — 123 x

58 mm, ;meBas — 122 x 64 MM, mapeHxuma 110 22 — 23 MM, 3XOT€HHOCTb

MOBBIIICHA, PKTa3Ul HET, KaMHel HeT, mpu3Haku yaBoeHus UYJIC obeux mouek.

MoueBoii my3bIpb 0€3 0COOCHHOCTEH. 3aKIOUCHHE: YBEIMYCHHE JTUHEHHBIX

pa3MepoB MpaBoi 10U neueHu + 2,6 cM, BeIpaxeHHbIe TU(y3HbIE U3MEHEHUS

NapeHXUMbl TI€UYEHU, MPU3HAKU TemaTuTa, HE HCKIIYeHO (OPMHUPOBAHUE

MEJIKOHOYJISIPHOTO uppo3a. CHUXKEHHE KPOBOTOKA MO MEYEHOYHBIM BEHAM.

Jlonmiep-npyu3HaKoB MNOPTAIbHOW THUIEPTEH3MM HAa MOMEHT OCMOTpa HeE

BBIABIICHO. B Majiom Ta3y ompezensercs 62, 5 cM® BBIIIOTA.

— KoHcynbranust  HeBposiora:  JUCTOHUYECKHUH  CHUHJPOM,  KOTHUTHUBHBIC

HapyIICHUS.

— KoHcynbTanus 3H10KPUHOJIOTa: BHICOKOPOCJIOCTbD.

— KoHcynbranus ncuxuarpa: JEMEHINS JIETKOW CTENEHHU.

— KoHcynbTanus remaTosiora: TUIEPKOATYJISALMS KOMIIEHCATOPHOTO XapaKTepa.

— KoHcynbTanusi OKyJnucTa: TEpeaHUN OTPE30K HE HU3MEHEH, MPEeIOMIISIIONINE

Cpeabl MPO3payHbl, IIa3HOE THO 0e3 0COOEHHOCTEH.

C yueToMm MpeACTaBICHHBIX JAHHBIX MPOBOAMICS AU(hepeHIIuaTbHbIA JUArHO3
ayTOMMMYHHOTO T€MaTUTa ¢ MEePexoJ0oM B IUPpPO3 TNedyeHH, Oosie3Hbi0 Buibcona —
KonoBanoBa, KpUNTOT€HHOTO IUPPO3a NEYEHHU.

[TaniuenT oOcienOBaH Ha MpeaMeT HapylieHuss oOmeHa Meau(0oJie3Hb
Busnbcona — KonoBanosa): ypoBeHb 0011eit Meau B kpoBu 14,2 mxmos/ 1 (N 10 — 18
MKMOJIb/JT), ypoBeHb Menb Moun 14,9 mxmounb/cyT. (N 0,047 — 0,55 MKMOJIB/CYT.),
nepynoruiazmMut kpoBu — 85,7 mr/im (N 180 — 450 mr/m). [ToBTOpHO KOHCYIHTHUPOBAH
OKYJIUCTOM, B TOM YMCJIE€ C IIOMOULIBIO IIENEeBOM Jammbl: Kosbla Kaizepa -
Qieiininepa He OOHAPYKEHBI.

Huarno3 Oone3nb Bunbcona — KoHoBanoBa MNOATBEPKIEH MOJEKYISIPHO-
reHeTnyeckuM merogoM. Pesynbratel JJHK-nuarnosa: BeisiBJI€Ha reTepo3urora rea
ATP7B no nonmumopdusmy His 1069 Gln A/a.

OKoHUaTeNbHBIN AUArHo3: Ooneswb Konosanosa — Bunvcona (yuppos neuenu,
OOMEHHDIL, MENKOY31080l, CHOPMUPOBAHHBIN, ¢ NOPMAILHOU cunepmen3uell,
BAPUKO3HBIM DACWUPEHUEM BeH NUUe800d, HapyuieHuem 0eiko80-CUHMEemuUYecKoll

qbyHKL;uu neyeHu, ome4yHo — acuumuuecxud CuH()pO]l/l, mp0M60uum0nesz;
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moxcuueckas — Hegponamus,  OUCMOHUYECKUU  CUHOPOM, C  KOSHUMUBHbIMU
Hapywenusimu). Bvicoxopocnocmsv. Xponuweckuii  eacmpoodyooenum (3po3usHbuiii),
nepuoo pemuccuu.

[Tanpenty ObUT Ha3HaueH KynpuHUil B jJo3e 250 MI/CyT C MOCTENEHHBIM
YBEJIMUEHUEM JI03bl, BUTaMUH Bs, narodanak, peonoJUriloKuH, TenTpad,
NpEeIHU30JI0H, Yypcodanbk, J3cceHIuane. HasHaueHa cnernuanbHas aueTa ¢
UCKJIFOUEHHUEM MPOJIYKTOB, COJIEpXKAIIUX MeAb: 0000BbIE, KypHIla, YTKaA, TOBSIUHA,
CyOnpOAYyKTHI, pbiOa, paKkooOpa3HbIe, MIOKOIa], KaKao, OpeXH, PKaHOU XJie0, KamycTa
— OpPOKKOJIH, JIYK, YEPHOCTUB, U3I0OM, Kypara, MUHEpalibHasi BOJIa, COAEp Kalliasi Me/b.
B nmunamuke Ha (oHE TPOBOIUMOTO JICUCHHUS] YMEHBIIWIUCH MPU3HAKK TTOPTATHLHOMN
TUNEPTCH3UH, YIYYIIMIOCH O0IIee COCTOSHHUE W TICMXOHEBPOJIOTMYECKHH CTaTyc,
nabopaTopHbIE TIOKa3aTeIH.

Yepes 2 mecsma peOSHOK MOBTOPHO IMOCTYIAET B CTAIlMOHAP C JKajoOaMu Ha
PE3KYI0 CIIabOCTh, 3aTOPMOKEHHOCTb, YCHUJICHUE >KEIITYXH, MOSBICHUE KOXKHBIX
reMopparuii, MacTO3HOCTh JHI[A W TOJEHEW, MATEeH JAenurMeHTauuud. KuBOT
YBEJIMYEH B 00BEME, IMOJOKUTEIbHBIM cUMITOM (irokTyanuu. B 1abopaTopHbIX
MOKa3aTeNIsIX OTMEYAIMCh aHEMHMsl, CHIDKEHHE (DYHKIIMU TPOMOOIIMTOB, HapyIICHUE
GyHKIMU TTeYeHU U oOMeHa Meau. MallbuuK JJoMa caMOCTOSATEIBHO MpepBajl MpueM
Ky[IpUHUIa, YTO ¥ OOYCIOBWJIO YXYyJIIEHHWE COCTOsHMS. B nanbHeimem
MEIUIMHCKUE HA3HAYEHUSI KOHTPOJIUPYIOTCA CPEJHUM MEIUIMHCKUM MEPCOHATIOM U
MalMEeHT BBIMUCHIBAETCS C yiyulieHneM Ha 20 cyTku npeObiBaHus B ctanpoHape. Ha
(oHe JleuyeHMs] YMEHBIIUJIACh CIab0CTh, HOPMAJIU30BAJICA YPOBEHb T'€MOTJIOOMHA,
TPOMOOIIMTOB, OOIMH YpOBEeHb OunupyOuHa cHu3uics g0 30 MMoub/i,
TpaHcaMHuHa3bl — 110 1,5 HOpM.

boilbHOMY  pEKOMEHJOBaH  MOXMU3HEHHbIA  mpueM  Jl-eHuuuiaMuHa
(Kynpunui) ¢ mocienyroiiei KoppeKiuen 1036l B 3aBUCUMOCTH OT KIMHUYECKHUX
MPOSIBIICHUM 3a00J€BaHUs, YPOBHS JKCKpELUMU MEAU C MOYOH, IepyJoIuia3MUHA
kpoBu.C  ydyeTom pa3BUTHS LUpPpO3a TMEYEHU, NOPTAIBHOM THUIEPTEH3UU
PEKOMEHJ0BaHA TPAHCIUIAHTALIMKM TEYEHU MO >KU3HEHHBIM MOKA3aHUsIM, B CBS3H, C
yeM peOeHOK HampaBiieH Ha oOcienoBaHue B HalMoHambHBIN UHCTUTYT XUPYPIUHU U
tpancruiantogorun AMH VYkpaunst um. mpod. A.A. Illamumona. [o3a Kynpenuna
coctaBmwia 500 mr/cytku. [IpogomkaeT HaX0UTCS 1101 HAOTIOJCHUEM.

OCOOEHHOCTBIO KJIIMHMYECKOTO HAOIIOACHUS SIBISETCS TO, UYTOBPOXKIEHHOE,
HaCJIEJICTBEHHO O00YCIIOBIIEHHOE3a00JieBaHWe Hadaioch ¢ 10-j1eTHero Bo3pacta, B
BHUJIE MEJUICHHO HapacTaloIMX MCUXUYECKUX HapylIeHUH (B BHUIE THKEIOro
CHIDKEHUSI MHTEJUICKTa C TpyObIMHM HAPYIICHUSIMU JIMUHOCTH), HA KOTOPHIE CEMbS HE
oOpamana BHUMaHusA. JIumb xanoObl HAa OOJMM B KMBOTE€ M MKTEPUUYHOCTH KOXKHU
3aCTaBWJIM POJUTENICH OOpaTUThCA 3a MEIUIIMHCKONW momoribio. [lpu codetanuu
MaToJIOTUH TleueHu U u3MeHeHu co croponsl [IHC Bcerna HeoOX0oaMMO UCKITIOYATH
HaCJICICTBEHHBIC HapyIIeHus: oOMeHa meau (Oose3us KonoBanoBa-Bunscona).
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Jlumepamyphas cnpagka no KiuHuyeckomy Habarooenuio No9

bone3ns Bunbcona-KonoBasioBa (BBK) sBisieTCss MOJUCHHIPOMHBIM PEAKUM
XPOHMYECKUM 3a00JICBAaHUEM, CBS3aHHBIM C HApYIICHUEM SKCKPEIUU MEIu U3
OpraHu3Ma, NPUBOJSANIEE K HM30BITOYHOMY HAKOIUICHUIO 3TOT0 MHKPORJIEMEHTAa B
TKaHAX M COYETAHHOMY TMOPAKCHUIO NapeHXUMATO3HBIX OpPraHoB, W IOTOMY B
KIIMHUYECKOMW MPAKTUKE MPEICTABISIET OOJBIINE TUArHOCTUYECKUE TPYTHOCTH.

bone3ns Bunbscona-KoHoBanosa - CHUHOHUMBI T€MaTOJIEHTUKYJISIPHAS
nerenepanus (I'JIM1), rematouepedpansuas auctpodus (I'L/); B momynsamuu yactoTa
TOMO3UTOTHOTO HOCUTEILCTBA (KIMHUYECKH MposBiIstomierocs) coctapiuser 1:200000
HaceneHus. PacmpocTpaHeHHOCTh reTepo3urotrHoro HocurtenbceTBa  (1:30000).
IIpy reTepo3UroTHOM HOCUTEIBCTBE OTCYTCTBYIOT BBIPAKEHHBIE KIMHUYECKHUE
NPOSBJICHUS OOJIE3HH, OTMEYAIOT JIUIIb U3MEHEHUsI OMOXUMUYECKUX TMoKa3aTeneil. B
HacTosee BpeMsa U3BeCTHO okoi10 600 myrtaruii reHa ATP7B. M3 HUX TOJIBKO 1151
400 mokazaHa CBs3b C pa3BUTUEM 00JIe3HU. boJie3Hb pa3BUBAETCS TPU TOMO3UTOTHOM
COCTOSIHUU: JJisl BOSHUKHOBEHHUS 00JIE3HU HOCUTEIISIMU JIOJKHBI OBITH 002 POIUTEISL.
[Ipy reTepo3UroTHOM HOCUTEIIBCTBE y OTI@ W MaTe€pu BEPOSATHOCTh Pa3BUTHUSA
0osie3Hu coctaBisieT 25%. Takas e BEpOSTHOCTb POXKIACHUS 30pPOBOr0 peOCHKA U
50% BepOSATHOCTb POXKIEHHUA HETEH, KOTOpbIe OYIyT SIBISATHCA TI'€TEPO3UTOTHBIMU
HOCHUTEJISIMH MaTOJIOTMYECKOI0 IeHa.

Comroen Bunbcon, B 1912 rogy omyGnukoBan paboTy, rie Jajd OIMCaHue
KIMHAYECKOW W  MaTOJIOTOAHATOMHYECKOM KapTHHBI HOBOTO  3a00JIeBaHMS,
XapaKTEpU30BABIIETOCS COYETAHHBIM MOPAKEHUEM IIEYEHHM W MO3ra, HayajioMm B
MOJIOJIOM BO3pacTe ¢ AanbHenimM nporpeccupoBanueM.B 1960 r. H.B. Konoanos
OpPEIOKIWIT  JIJIT  JAHHOTO  3a0o0JieBaHUsl  Ha3BaHUE  «remaTolepedpabHas
aucTpodus», 000CHOBBIBASI ATO TEM, YTO M3MEHEHUSI B MO3Te IIPH 3TON OOJIE3HU HE
OTPaHUYMBAIOTCS TOJBKO JIEHTUKYJISIPHBIMU SIAPAMH, U €€ MPOSIBJICHUE WHOTIa OoJiee
BBIPAXXEHO B JIPYTUX OTJEJIaX MO3ra.

bone3nr manudectupyer B Bo3pacte OoT 5 10 45 ner. OgHako OMHCaHO
pa3BuTHe 3a0ojeBaHus y peOeHka 2,5 ner. PaHHHME KIMHUYECKHE MPOSBICHUS
3a00JieBaHUsl Y MHAUBUJIOB C TMATOJOTMYECKUMHM MYTalUsIMU MOTYT OBITh
WHJYIIUPOBAaHbl HEOJIATOMPUSATHOW HKOJOTUYECKON CHUTyalued, | B YaCTHOCTHU
XPOHMYECKUM MYTAareHHbIM BO3JEUCTBHEM TSKEJBIX META/VIOB M MajbiX 03
paguanum.

[Tpuunnoii Bo3HnkHOBeHUs bBK sBistitorcs myrtauun reHa ATP7B, kotopsiii
Jokanu3oBaH Ha 13 xpomocome B  Jokyce 13ql4.3 wu  koaupyer
Menbrpancnoptupytomyto ATd-azy P-tuma — ATP7B. B Hactosimee — Bpems
3apeructpupoBano 6Oonee 600 myranuii 3Toro rena. I3 Hux Tompko mius 400

JI0OKa3aHa CBs3b C pa3BuTHeM OonesHu. ['eHeTnueckuit  aedext PUBOJUT
K CHIDKCHUIO TETaTOIEIUTIOJIIPHOTO BBIJICIICHHS MEJIU B KEJTUb U BBIXOY CBOOOTHOM
Menu B KpoBb. Kpome TOro, CHUIKaeTcs CKOPOCTh BKJIFOUEHUSI  MEHU

B LiepyiomiazMuH. LlepynomnazmMud — O0€I0K, KOTOPBIA CUHTE3UPYETCSl B TIEYCHU U
MepeHocuT meab B KpoBU (comepxkuT 90 % meau kpoBu). Menp HakaruiMBaeTcs B
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MIEYEHHU, CEJIe3E€HKE, MOYKaX, TOJIOBHOM MO3Te, POTOBHUIIE, XPYCTAIHUKE IJ1a3a U JPYrux
opraHax. HakorieHue MenM B MEUYEHH NPUBOAUT K HEKPO3y TIeNaTOLMTOB,
BOCHaIeHHI0, pudpo3y, mpoiudepanuu KeTUHbIX IPOTOKOB U LIUPPO3Y; B TOJIOBHOM
MO3re — K HEKpo3y HEHpoHOB c oOpazoBanueMm mnojiocteii.Hanbomee wyacroit
MyTalMen, TpUBOASIICH K BO3HUKHOBEHHIO BBK B eBpomelckux mNOMymsmusx,
saBisieTcsi ToukoBas Mytamua c¢.3207C>A B sk30He 14, mpuBoasmas K 3aMeHE
AMUHOKUCIIOTHl TUCTUIWMHA B moJoxeHun 1069 Ha TIIyTaMUHOBYIO KHUCJIOTY
(His1069GIn)./Ins  EBpombi, BTOM umcie u Poccun, wmyramus His1069GIn
npucytcTByeT B 37-63 % cimydaeB 3a00JieBaHMUS.

CymecTByeT HecKoJIbKO Kinaccudukamnmii bBK.

H.B. Konosanos (1960) Beinensier 5 ¢hopm 3aboneBanus bBK:

- abJOMHHAIIBHYIO,

- PUTHUIHO-aPUTMOTUIEPKUHETUYECKYIO (PAHHIOIO),

- IpOKaTeIbHO-PUTHIHYIO,

- JIpoKaTenbHYIO (ITO3THION0),

- 3KCTpanuMpaMuIHO-KOPKOBYIO.

J.M. Walshe u M. Yealland (1992) Boigensitor 4 ¢hopmbl: 0€CCHUMITOMHYIO,
a0IOMUHAJIEHYIO, IIEpeOpPaTbHYIO U CMEIIAHHYIO.

I'B. CyxapeBa (2005) coobmaer o 6 BapuaHTax pa3BUTHS 3a00JIeBaHUS
C Pa3MYHOMN CTEMEHbIO MOPAXKEHUS [IEUCHH:

- medeHouHbIH (45%),

- SHJIOKpUHHBIN (22%),

- HeBponorudeckuii (16%),

- TICUXO03MOIMOHANBHBIN (7%),

- remojuTH4deckuii (6%)

- mo4deuHsbIit (3%).

[Tonomapes B. B. Paznuuaer Tpu reHOTUNIMYECKUX THIIA!

- CJIaBSIHCKUHU, KOTOPBIN XapaKTepU3yeTcs HEBPOJIOTUYECKON
CUMIITOMATUKON U HE3HAYUTEIbHBIM MTOPAKEHUEM TI€UECHH,

- 3amaaHbld, nedrotupyet B 10-16 et ¢ mepBUYHOTO OPAKEHUS TICYCHHU U
3aTeM MOSIBIICHHEM HEBPOJIOTUYECKOW CUMITOMATUKH;

- ATUNUYHBIN, MPOSBIAETCS TOJbKO CHUKEHUEM YPOBHS LIEPYIOIIa3MUHA
0e3 KIMHUYECKUX TMpHU3HAKOoB 3aboneBanua.B  pabore  maercs
KJIMHUYECKasi PEHOTUIIMYECKAsl XapaKTEePUCTUKA, HO HET TeHOTUITMYECKOM
XapakTepucThku 3tux Tuos bBK.

Knunudeckass kapThuHa  XapakTepu3yeTrcss  OOJIBIIMM  MOJIUMOP(PHU3ZMOM.
[IposiBieHHE CUMITOMOB OY€Hb BapuaOEbHO y KaXJIOro OTACIHHOTO OOJBHOrO. Y
nerer 60J1e3H, MaHU(DECTUPYET OJHUM U3 BAPUAHTOB MOPAKECHUS MEUCHU(ITUPPO30OM
MEUYECHU, KOTOPBIM HA PaHHUX CTATUAX HU KIMHUYECKH, HU MOP(OJIOTHYECKH HE
OTIMYAeTCS OT AayTOMMMYHHOTO Tenartuta, (yJIbMUHAHTHOW  IEUYEHOYHOU
HEJIOCTATOYHOCTHIO B COUYETAHUU C TEMOJIM30M U IMOYEYHOU HEJOCTATOYHOCTHIO),
XOTSI MPAKTUYECKH C POKACHUS NEPUOIMUECKH OTMEYAECTCS YMEPEHHO MOBBIIIICHHBIH
YPOBEHb TPAaHCAMHHA3.
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[Topaxenue LEHTPaJIbHON HEPBHOU CUCTEMBI XapakTepusyercs
AKCTpaMpaMUAHbIMU,  OyJabOapHbIMHM,  ICEBAOOYJIbOApHBIMU  HapyLIEHUSIMH,
CYJIOPOXHBIM CHHIpOMOM. Hapymienus noseneHus u ncuxuku tunndHel 1uist bBK n
HEKOTOPBIE M3 HUX MOIYT IPEIIIECTBOBAaTh HEBPOJIOITMYECKUM M IIEYEHOYHBIM)
cumnroMaM. [IpumepHo y TpeTu nanueHToB 3a001eBaHNEe HAUWHAETCS C HApyILIEHUH
NCUXUKUA. Y  JeTed  CHWKAeTCsd yCIEBaeMOCTb B  WIKOJE, IOSBISAETCA
UMIIYJIbCUBHOCTh, JIAOMJIBHOE HACTPOEHHE, HEaJEeKBAaTHOE IIOBEJCHHUE. Y AeTen
CTapuIiero Bo3pacTa HaOMIolaeTcsl 3aTpyJHEHHE BHUMaHHS, 3Wdopus, nempeccus,
arpeccuss M AaHTUCOLMAJIBHOE IOBEJCHUE. XapaKTEpPHbl HApPYyLIEHUS B KPOBH —
IeMOJIUTUYECKHE KPHU3bl, TPOMOOLMTONEHHUA O€3 CIUIEHOMETAINH, HapyIIeHUs
cBepThIBatolleil cucteMbl KpoBH. llopaxenune mnodek mnpu Oone3nn Bubcona-
KonoBanona MPOSBIISIETCS aMUHOALITYPHE, runepdocdaTtypuei,
TUIEPKANbIUYpUEH, TIIIOKO3YpHEH, YPUKO3ypHeH, NoTepelKains, IepUIUTOM
OukapOoHaTa, MOYEUHBIM TYOYyJSpHBIM alu1030M, HE(POIUTHA30M, XPOHUYECKUM
riomepyioHeppuroM. Hepenko y TakMx NanUMEHTOB pa3BUBACTCS OKUPEHHE,
HapylIeHUE II0JIOBOTO PA3BUTHS, TUPCYTU3M.

[Ipennonarat  6one3Hs  Bunbcona-KonoBanoBa  momMoraer  coueraHue
CUMIITOMOB IIOPaKCHMS II€YEHU C HEBPOJOTMYECKHMHM, INCUXUYECKUMH, a TaKKE
ApPYTHMMU BHENEUEHOYHBIMU IpU3HakKaMu 3a0osieBaHusa. Kak mnpasumiio, 0oJie3Hb
Buiibcona-KoHOBanoBa 1MarHOCTUPYETCS O3HO, HA CTAUU IEKOMIIEHCUPOBAHHOIO
nuppo3a nedyeHu. IIpuuMHBl MO31HEW [IHATHOCTHUKUA — PEIKOCTh 3a00JIeBaHMS,
OTCYTCTBUE CIEHUPUUECKUX KIMHUKO-MOP(POIOrMYECKUX MPU3HAKOB 3a00JICBAHMS,
HETIOJIHBIN CIEKTP IUAarHOCTUYECKUX TECTOB.

Juarno3  3a0oiieBaHMsl  TMOATBEP)KIAETCA  C  TOMOLIBIO  OCHOBHBIX
JUAarHOCTUYECKUX TECTOB — CHWIKEHHE YPOBHS CBHIBOPOTOYHOIO LEPYJIOIIa3MUHA
menee 100 Mr/mn, moBbIIEHUE YPOBHS MEIU B CHIBOPOTKE KPOBH BBIIIE 2 MKMOJIb/J,
CyTOYHasi ’KCKpeuus menu ¢ mouou > 0,64 mMxM/cyr umu > 40 wmxkr/cyr., /-
NEHUIWIJIAMUHOBBI  TE€CT, KOMIIBIOTEpHAasi ToMmorpadus, KOTopas BBISIBISET
XapakTEepHbIE OYard B TOJIOBHOM MO3re, a TaKKe T'€HETHYECKOE HCCIIEIOBAHUE.
CnenyeT OTMETUTh, YTO KOHLEHTpaLus LEpyIoIIa3MUHA MOXET ObITh CHUXKEHA Y
IETEPO3UTOTHBIX HOCUTEJIEH, IIPU XOJIECTaTUYECKUX IOPAXKEHUSX, IIPU  COCTOSIHUSAX,
COTPOBOXKIAIOIIMXCA TMOTEepell Oelka ¢ MOYOW WM KHIIEYHBIM COJIEPKUMBIM,
CHUHJIpOME MabaOCopOIIUM, IPU ceMeHHON arepyiormiazMuaeMur. CBOOOIHAS ME/Ib
CBIBOPOTKH,CYyTOYHOM 3KCKPELMU MEAN C MOYOW MOXKET TAKKE YBEJIUUYUBATHCS MPH
OCTpOil MEYEHOYHON HEAOCTATOYHOCTH JIFOOOM 3THOJIOTUH, XPOHHUYECKOM XOJIECTa3e,
a TAK)KE B CIIy4asxX OTPABJIEHUS MENBIO.

C yd4eToM MOCIEIHUX MAOCTHKECHUM TEHETHUKH, ITOSBWIACH BO3MOKHOCTD
BCECTOPOHHE M3y4yaTh HACJIEJICTBEHHbIE MEXaHU3MbI Pa3BUTHSI O0JIE3HU

Bunbcona-KonoBasnoBa, eciau y OOJbHOTO OOHApy»EHbI JBE pa3HbIEMYTAlUH
reHa AT®-a3p1 7B, nian ofHa U Ta e MyTalusi B TOMO3UTOTHOMCOCTOSIHUH, AUArHo3
moATBepxkaaeTca. B VYkpaumne Oone3nb Buiabcona-KoHoBamoBa B OCHOBHOM
oOycnoBnena wmytamuendr His1069GIn B rene ATP7B. C ydetom O60mbII0TO
KojimuectBa wmyrtanui reHa ATP7B orTpuuarenbHblii pe3yiabTaT MOJEKYJISIPHO-
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TeHETUYECKOTO HWCCIEOBAaHUS HAa ONPENCICHHYI0 TPYMIy MyTalWii HE JaeT
OCHOBaHUH WCKJIIOYAaTh YCTAHOBICHHBIA JUArHO3 TMPH HATWYUH XapaKTEPHBIX
KJIMHUYECKUX M OMOXUMUYIECKUX U3MEHECHUH.

OcHoBHbIMH MeTonamHu JieueHus bBK sBisieTcst cobmonenne cTporoi TueTsl
CO CHIDKEHHBIM KOJMYECTBOM MEH B palMOHE, HA3HAYCHHE MEIbIIMMUHUPYIOMIEH
TEepanuu |, MPU HEOOXOAUMOCTH, TPOBEICHUETPAHCIUIAHTAIINN TICYCHH.

[TomHOE WICKITFOYEHHE METU W3 PAIlMOHA SIBIISICTCS HEBO3MOXHBIM, MOCKOJIBKY
MeJIb COJEPKUTCS BO BCEX NPOAYKTaxX. PexomMeHAyeTcs HCKIIOYCHHE MPOAYKTOB,
coJiepkaHue MeJu B KoTopbix mpesbimaet 0,5 mr/100r (tadm. 3.1) Takux Kak rpHObI,
pakooOpa3HbIe, MOJITIOCKH, OPEXH, IIOKOJIA, IIEYeHb U OOOBI.

Ta6mmma 3.1.
Co,uepncaHHe MC/IM B PA3JIMYHBIX IIPOAYKTAX ITUTAHUSI.
Conepxan Cramnaprias Coneprxanue CopnepxaHue Cranapruas ConeprxaHue
IIponykr ue Meu oD MeIu B Iponykr MeIu oD MeIH B
(Mr/T Beca) it TIOPLIUH (Mr/t Beca) Pl TIOPIIUH
MisicHbIe U PBIOHBIE TPOLYKTHI
Priba 0,61 120 0,07 ToBsigunHa 0,82 120 0,10
Wuperika 0,71 120 0,09 CBHHas IIeYEHb 141,14 120 16,94
L pimneHok 0,34 120 0,04
Sliina ¥ MONOYHBIC IPOAYKTHI
Siino 0,8 40 0,03 Misirkuii ceip 0,45 120 0,05
Ceip Yenzaep 0,44 120 0,05 Moioxo 0,33 120 0,04
X71€600yII0YHbBIC U3JICTHS
Xneb u3
MIIEHUYHON 1,07 30 0,03 Kekc 0,60 30 0,02
MYKH
MopenpoayKTsl
Mopckue 0,27 120 0,03 Verpuusi 2,89 120 0,35
rpebGenku
Moutrocku 6,08 120 0,73 Munun 4,75 120 0,57
Kpabs1 7,39 120 0,89 JlobcTep 36,60 120 4,39
Kpeserku 1,75 120 0,21
Crnagoct
Maroka | 4336 | 15 | 065 | JleseHup! [ 118 ] 15 | 002
Ogomy, GpyKTHI
Topox 2,38 120 0,29 Koncepanposaribr 0,20 120 0,02
1 s10JT09HBIN COK
Pacors 3,95 120 0,47 ABOKazio 1,68 120 0,20
0OBIKHOBEHHAS
Cost 109 120 0,13 V3iom 1,68 30 0,05
Opexu
T'pelikie opexn 6,51 30 0,20 Apaxucosoe 8,53 30 0,26
Macio
Cymbt
JIyKoBBIit cyn 1,49 15 0,20 bymsom 3 0,20 15 0,00
TOBSIIUHBI
I'pubst
BeicymienHble 2,12 50 0,11 Koncep BIZPOBaHHH 2,30 50 0,12
Hanutku
Yaii 0,025 120 0,03 Crpaiir (8 0,004 356 0,001
OyTBUIKAX)
Kg“a'K"”a B 1 9001 356 000 | Crpaiir (s 6anxax) | 0,001 356 0,00
YTBUTKAX)
Koka-K ( AnenbCcrHOBBIN
ORa-Aora e 0,004 356 0,001 coK 0,003 356 0,001
OaHKax)
(B OyTBUIKAX)
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30710THIM CTaHJAPTOM TEPANEBTHYECKOTO JICUEHUS sIBIsETCS [[-nmeHummuiaMua
(Kynpunuit), MexaHu3M JEWCTBHSI KOTOPOTO CBsi3aH C OOpa3oBaHUEM JIETKO
AIMMHUHUPYIOLIETO XEJNATHOTO COCAMHEHUS MU, IMO3BOJSIONIETO0 BBIBOJIUTH
JIOCTaTOYHO OOJIBIIIOE €€ KOJIMYECTBO. Y JleTel 03a paccuuThiBaeTcst 20 MI/KT MacChl
TeJa B CYTKH, pa3jesieHHas Ha 2-3 nmpuema. /[-neHuInuIaMiH BRIBOJIUT MUPUAOKCUH
U3 OpraHu3Ma, B CBA3U C YeM HEOOXOJIMMO JOTMOIHUTENILHO Ha3HAYaTh MUPUIOKCUH B
no3ze 25-50 mr B aedHp. HaunHaroTr jieyeHue ¢ MajieHbKOM m03bI — 125-250 mr ¢
MIOCTEIICHHBIM €€ YBEJIMYEHHUEM. DTO CBSI3aHO C TEM, UYTO €CJIM Yy MalMeHTa UMEIOTCS
JaXK€ MUHHMAaJIbHbIE HEBPOJIOTMYECKUE CHUMIITOMBI, TO NpPU HA3HAYCHUU Cpa3y
OOJBITION 70361 JI-TICHUITMIUIAMUHA CYIIECTBYET PHUCK BBIPAKEHHOTO YXYIIICHUS
cocTtosiHusA. Jlo3a mpenapaTa aJieKBaTHA, €CJIM CyTOUYHAsI SKCKPELUs MEU ¢ MOYOH Ha
done npuema d-neHuIIIaMHHA HaxoauTcs B untepsaie oT 500 mo 1000 Mkr/cyT x
1,73 M* mwm 8-16 mxmoms/cyt x 1,73 M2 Jl03y GONBHBIE MODKHBI IIOJTy4aTh
MOKU3HEHHO, MOCKOJIBKY OTMEHA IMpernapara MpUBOJUT B TEUCHHUE Io/ia K Pa3BUTHUIO
TsOKENoro wid  (GyJIbMHUHAHTHOTO TEYEHUs 3a00JIeBaHUS C T'e€MOJUTUYECKUMHU
Kpuszamu u cMepTH. B dazy noanepkuBaroiiei Tepanuu oHa JOJDKHA KOJIeOaThCs OT
200 mo 500 wmxr/cyr. x 1,73 wm?*. TloGounsle >(¢ekrsl npu jedeHun D-
MEHUIIWJUTAMUHOM JIETISITCS. Ha paHHUE, SBISIONNECS B HaYaJbHOW (Daze jieueHus, u
MO3/IHAE, Pa3BUBAIOLIMECS BO BpeMs MOAAECPKHUBAKONICH Tepanuu. B TeyeHue
nepBoro  Mecsina JedeHuss |y 20%  OOJBHBIX  Pa3BUBAIOTCA  PEAKIUH
TUNIEPYYBCTBUTEIIBHOCTH —  JIMXOPAJKa, KOXHBIA 3yl, CBhIIb U, PEIKO,
nuMdazeHonaTus. OTH  CUMITOMBI  MPOXOJAT  TMOCJIE€ BPEMEHHOW  OTMEHBI
npenapata. Tepanuio D-neHUIMIAMUHOM BO300HOBJISIIOT B MUHUMAJILHON J103€ B
KOMOMHAIMU ¢ MpeaHu30J0HOM B no3e 20-30 mr/cyt. B Teuenue mecsua go3y D-
MEHUIWJVIAMUHA YBEJIUYUBAIOT, TOCTENIEHHO OTMEHSSI MPEIHU30JI0H.

J{nst mogaBiieHUs BCachlBaHUSI MEIM B KUIIICUHUKE, YBEIIMUCHHS €€ SKCKPELUH B
KHIIKE MIUPOKO HMCTIOJB3YIOTCS Tpenaparbl UHKA. s ManeHbKHX JeTel  103a
coctaBisieT 75 mr/cyT B 3npueMa. OCHOBHBIMH HEXKENATEIbHBIMU SBJICHUSIMHU TIPU
MIPUMEHEHUH TIpernapara sBJIIeTCs TOJIOBHAs 00JIb, TUCTIENITUYECKHE PACCTPONCTBA.

bosbHBIM c JEKOMIICHCUPOBAHHBIM LUPPO30M IICYCHH, pu
(GyJIbMUHAHTHOMIICYUEHOYHOM  HECOCTOSATEIHLHOCTH [OKa3aHa TPaHCIUIAHTALIHS
[ICYCHU.
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Kiananyeckoe Haoogenune NelO

PeGenox A., 7 MecsilleB MOCTYNUJ B TaCTPOIHTEPOJOTUUYECKOE OTIECICHHUE
OIKb c¢ owcanobamu. Ha cmaboOCTh, BSUIOCTh, CHIDKCHHE allleTHTa, PBOTY H
CphIrMBaHus, 0OBOJIHEHHBIN HemepeBapeHHbIN cTyl A0 10 pa3 cyTku, mepuogndecKu
XKUPHBIN XapakTep Kana, motepto B macce 900 r. 3a 2 wenenu. C 1-ro gHa mocne
POXKICHHS MaTh OTMEUYAeT CpeirMBaHus. B 1,5 Mecsuna neBouka mepeBefeHa Ha
HUCKYCCTBEHHOE BCKapMJIUBaHUE CMech «XyMmaHa», T[OCJIe€ 4Yero IMOosBUIach
nepuoAnueckas pBora 1 pas B cyTku, npubaBka B macce coctaBuia 300 rpamMmmoB 3a
MeCHII.

OcMOTpeHa  HEBpPOJIOTOM BBICTABIIEH JUAarHo3 — CHHAPOM BETre€TaTHBHO-
BUCIICPATILHBIX MPOSBICHUMN, CHHIPOM TOHYCHBIX HapyIIEHWW, Ha3Ha4YeH puadal.
[lequaTtp pexoMeHJOBaJ KOHCYJbTAllUIO XUPypra (0 TOCEIIEHWU CHEIUaInCTa
naHHBIX HeT). OTMedanach He3HAYUTENbHAS MOJIOKUTENbHAs quHaMuka. Crycrts 4
HeJenu pBoTa «hoHTaHOM» 10 6 pa3 B cyTku,aedunut maccel tena 690 rpamMmoB,
MOBbIIEHHWE TeMrepatypsl Tena a0 38,3°C, 3amomo3peHa ocTpas KHILIEYHas
MH(EKIUs, B CBSI3M C 4eM peOCHOK ObLI TOCHUTAIM3UPOBAH B WH(MEKIMOHHBIN
CTallMOHap, TJ€ KulleyHas wuHpEKus ObUla WCKIIOYEeHa, JAUarHOCTUPOBAH
MAJIOPOCTEHO3 U OCYIIECTBIICH MEPEBO B XUPYPIrUUECKYIO KIUHUKY .

JleBouka ObLa MpOONEpPUPOBaHA MO MOBOAY TOHKOKHIIEYHON WHBArMHAIIMU U
MUAJIOPOCTEHO3a,I10CIIE MTPOBEACHHONW ONEpalyy Moyvyaila aHTUPEPIIOKCHYIO CMECH.
PBoT, cpbiruBanuii He oTMeuanoch. 3a 4 mecsia npubasuia B macce 1,5 kr. B 6
MecsalleB Ha (oHE 3aMeHbl B TUTAHUU CMeCH «XymaHay Ha cMmech «Mabin
oTMEYalach  TOHKOKMIIEYHAass  WHBaruHalus, YCTPAHEHHAas  OINEpPaTUBHBIM
nytem.PeOeHOK ¢ ynydiieHueM BbIMHUCaH JoMoi. Ha 2 cyTku mocnie BBITUCKH
MOSIBUJTUCH PBOTA U CPBITMBaHMSI, yacToTa nedekaruit 10 10 pa3 B CyTKH, B CBSI3H C
yeM peOeHOK MOCTYIHUII B MHOTOIIPO(QMIBHBIN CTAIMOHAP 00JIaCTHON OOJTBHUIIBI.

U3 anamuesa oicuznu WM3BECTHO, pebeHOK pomuiics oT VI GepeMeHHOCTH,
MPOTEKABIIEH C Yrpo30i mpepbiBaHus B cpoke 11 Hemenb recranuu (HaXoauiaach Ha
coxpanenun). Poapl 11l B cpoke 38 Henmenb myTeM kecapeBa cedeHust. OKOJIOMIIOAHBIC
BOJIbI cBeTiibie. OtieHka no mkane Anrap 8-9 6amios. Bec npu poxaenun 3050 .,
poct 51 cm, OI' 34 cm, OI'K 33 cm. B ponnome npoogunocs Y3 BHyTpEeHHHX
OopraHoB — 0e3 naToJyioruu. Beinmucana Ha 5 1eHb B YJOBJIECTBOPUTEILHOM COCTOSIHUH.
N3 nepenecennbix 3a0oneBanuii — OPBU (3 pa3za), ocTpblil 00CTPYKTUBHBII OpOHXUT
(2 pa3za), NIIOPOCTEHO3, TOHKOKUILIEYHAS] HHBATMHAIIHSI.

Ilpu nocmynaenuu  COCTOSTHUE pebeHKa TSHKEIoe 3a CYeT BOJHO-
ANEKTPOJIUTHBIX  HapylieHuil. CaMO4YyBCTBHE HApyUIEHO B MEHBIIECH CTEIECHHU.
JleBouKka MOHMKEHHOTO MUTAaHUs, Macca Telia pu noctymmieHun — 5510 r (medurut
Mmacchl Teia — 19%). OOpamanu BHUMaHue PEHOTHITHYECKHE 0COOCHHOCTH: TOJI0Ba
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ruzpouedanuueckoi GopMbl, MpeodIajaHue MO3TOBOM YacTH Yepera Haj JUIEBOM,
pPacXOXIEHUE KOCTEH uepena Mo CaruTTalbHOMY WIBY, BBICTyHAlOIIUE JOOHBIE U
TEMEHHbIE Oyrpbl, OOJIBICEBIIUN 3aTBUIOK, «pEOEpHbIE YETKU», «OpacieTKuny,
TUIEPTENIOPU3M TJIa3HBIX WIEJe, ToyOble CKJEphbl, IHUPOKas YIJIOIIEHHAS
NEPEHOCUIIA, Pa3BEPHYTHIE HO3JPH, KOPOTKUH (PUIBTP, THUNEPTEIOPU3M COCKOB,
HU3KO PACMOJ0KEHHOE IMYMOYHOE KOJbIO. bonbmoi poaandok 3x3cm. KoxkHbie
NOKPOBBI OJieJIHbIE, YUCTBIE, B MOAKIIOYMYHOW OOJACTH CIpaBa — Y4YacTOK
JENUTMEHTAIMN, HA KOXKE€ JIEBOM HMKHEW KOHEYHOCTH — MHOYKECTBEHHBIE IISITHA
Ko(elHOro IBeTa pa3IMYHOrO pa3Mepa, MOsSBUBIIMECS B 3 Mecsna. Typrop
AJACTUYHOCTh TKAHEW CHUKEHBI. [ MTIOTOHYC MBIIIL KOHEUHOCTEN. SI3bIK BIAXHBINU,
yucThiii. YacToTa ApixaHusi — 35B MUHYTY. AYCKYJIbTaTUBHO B JIETKUX ITY3PUIBLHOE
neixanue. [lyasc 110 ymapoB B MunayTy. ApTepuanbaoe naBinenue 100/60 Mm.pT.cT.
ToHbI cepana pUTMHYHBIC, CUCTOJIMYECKUM IIyM Ha Bepxyumke. JKMBOT HE B3IyT,
MSATKUH, JOCTYIIEH Majbllallik BO BCeX oTAenax. [ledeHb BbICTynaeT Ha 2 CM HHXKE
Kpasi pebepHoii 1yru. Cene3eHka He nanpnupyercsa. MouencnyckaHie He HapyIIeHO.
Cryn 1o 6 pa3 B CyTKH, )KUKas Kallula, KEIThIA.

Jlanuvie 0onoiHumenbHuIX UCCAe00B8AHUIL.

- Knunnueckuil ananns xpoBu: spuTponutsl — 4,5x10%%/m; LII1 — 0,9; Hb — 98 r/m;
neikorutsl — 8,8%10%m; 1 — 43,3%, 1 —46,7%, M — 10%, COD — 2 MM/4.

- Kiunnueckuit aHanm3 Moud — JIEMKOIUTHI 16-18 B mone 3penus, 6enok -1,58 /1,
PUTPOLIMTHI HEM3MEHEHHBIC — 1-3 B 10JI€ 3peHMUSI.

- Anamu3 Mmouu o Heuunopenko: aedkonutsl — 1500, SpUTpOIIUTOB HET.

- CytouHas 3Kckpernus 6enka ¢ mouoit - 0,132 r/m.

- AHajm3 MOYHM Ha CTEPUIILHOCTH:HET POCTA.

- Anamm3 xpoBu Ha ¢yskruio nedenu: ACT — 0,38 (mopma 0,14); AJIT — 0,38
(mopma 0,14); xonmectepun — 3,1 mMonbe/n (Hopma 3,15-6,29); B-munonporen sl
38 ycn.en. (Hopma 35-55); menounas gocdaraza — 6000 amounb/c.a (Hopma 1200-
6300); 6mmpyoun oduuit — 10,2 MKMOJIB/JI, CBsI3aHHBIH — 5,1, cBOOOAHBIN —5, 1
MKMOJIB/JI.

- Awmwunaza kpoBu: 20,3 1/ 4. 11, amunasza mouu — 46,7 1/ 4.1

- Caxap xkpoBu — 4,2 — 4,6 - 3,9 Mmoub/1I.

- Tlporennorpamma: oomuit 6enok—64,4 r/n (Hopma 65-85), ansOymunbl — 74,2%,
rmooymuusr: a-1 - 3,1% ,0-2-6,5% ,b-9,7% ,y—-6,5%, A/T'—-2,8.

- Kpearunun kpoBu — 57 MKMOJIB/J1, MOYEBHHA KPOBU — 4,1 MMOJIB/II.

- IlunokapnuHoBas npoba — 22,6 — 22,6 — 24,2 MdIKB/I.

- Dnexkrponutel kKpoBu: Na - 138,5 mmone/n, Ca —1,33 mmonw/n, K - 5,04
mMoaw/i1, Cl—101,1 mmons/m.

- Koptuzon — 696,5 umons/n (N 140 — 600), 17 - OH — mporectepon — 1,50 Hr/mi
(N 0,1-3,1), AKTT — 23,61 ITI'/ma (N 5,0 — 60,0).

- Anturena kiacca Ig G x: IIMB — nmomox. (0,75 > k < 0,30), Tokcorazme —
otpuil., BIII' I - II Tuna — nonoxwur. (0,41 >k < 0,28).
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HBSAQ (ckpununrosslii Tect) — otpull. (0,032 > k < 0,12), aHTUTeENa K renaTuTy
C (cymmapnbie) — mosioxut. (1,507 >k <0,27).

Anturena kiacca Ig M k Bupycy renarura C — otpuil. (0,007 <k < 0,306), [1LP
PHK renarura C: otpuil.

Komnporpamma: HeHTpaJIbHBIN KHpP — MHOTO, OKCajaThl — MHOTO, HoaoduiibHAs
¢dopa — MHOTO, CIIU3b — HEMHOTO.

bakTepuanbHbIii TOCEB Kajla Ha CAJIbMOHEIUIBL: CaJTbMOHEIUTBI HE OOHAPYKEHBI.
OKI': put™m cunycoBblid. BoiabTaxx B HOpMeE.

HonOxoKI:KJ — 26,9.mm, KIC — 18,3 mm, TMXII — 6,7 mm, T3co — 7,2 mm,
oowvem JDK — 26,0 mi, oobem IDK — 10,2 M, YO — 16,7 mn, ®B — 62%, A J1 —
0,32, A P nucxonsueit aoptel — 5,1mm pT. cT., A P k1. Ao — 7,0 mm. pT. cT., AP
MuTpanpHoro kinanana — 10,4 MM pt. cT., A P TpukycnuaansHoro kinamana — 1,9
MM pT. cT., A P xnamana neroyHod aptepuu — 22,7 MM pT. cT. Mopdomnorus
KaMep U COCyI0B U3MeHeHa. OyHKIIMOHUPYIONIEE OBAIbHOE OKHO IHaMETPOM 2,2
MM, cOpocC J1€BO — MpaBbiil. Pe3kas runeptpoduss MUOKap/a JIEBOTO >KEIya04Ka.
MuHUMAaNBHBIA CTEHO3 JIETOYHOW apTepuu. 3akitoueHue: rurnepTpoduyeckas
KapJIMOMUOIIATHS.

VY3U opranoB manoro Taza: matka B anteflexsio 17x8 mwm, mpaBsiil ssugauk 11x
MM, JeBbIi sMYHUK 13X8 MM. CBOOOIHOM KHUJIKOCTH B MaJIOM Ta3y HE BBISBIICHO.
VY3U opraHoB OproIIHON MOJIOCTU:TIEYEHBb: + 4 cM HUXKE Kpasi peOepHOU yru,
abcomoTHble pazmepsl 11x83x51 mM, kpail yronmeH. CTpykTypa OJHOPOJIHAS.
OXOreHHOCTh  TOBBIIIEHA, TNepunoptaibHas uHPwIbTpanus. OO0beMHbIE
oOpaszoBaHus He onpeaesitorcs. BopoTHast BeHa 6 MM, IT€U€HOYHBIE BEHBI 4 MM,
He pacmmpenbl. JKemuHblil my3sipb: 34x14 MM, ¢dopma oBOMIHAs, CTEHKa
koHTpacTHa. [lomocth cBOOOAHA. Xo0JEeIOX paclIMpeH OO0 S5 MM, JKEIT4YHbIE
MPOTOKK YMEPEHHO paciiupenbl. [Toxenynounas xenes3a: BEIpakeH METEOPU3M.
Cenesenka: + 2 cM, yBenu4eHa, abCoItoTHbBIE pazMepsl 66x49x34 mm. CTpykTypa
OJHOPOJIHAasl. IXOTe€HHOCTHh ToBbIMIeHA. Cene3eHOYHass BeHa S5 MM, HeE
pacmupena. Ilouku: pacnonoxenue oObuHOe. IIpaBas mouka: 64x33 MM,
napeHxuma 15 MM, yronmeHa, orteyHa. CTpykTypa cMaszaHa. DXOT€HHOCTh
YMEPEHHO TOBBINIEeHa, oTek mupamMuaok, YJIC ymepennas nuenoskrasus (7x24
mM), creHku YJIC peixnbie. JleBas mouka: 59x31 mMm, napenxuma 14 M,
yTOJIEHa, oTeyHa. CTPyKTypa cMma3zaHa. DXOr€HHOCTh YMEPEHHO MOBBIIICHA,
orek mupamuaok. HJIC ypocraza Her, cteHku UYJIC pbixibie. DXOre€HHOCTH
JIOXaHOYHBIX 30H MOBbIIEHAa. MOYeBOIl My3bIph HANOJHEH Ha 2/3, ciau3ucras
WHTAKTHA, IT0JIOCTH CBOOO THA.

Jlonmueporpadust COCylOB TIOYEK: JeBas IMIOYKa: MHUKOBas CHUCTOJIMYECKAs
ckopocTh KpoBoToka (VpS): ctBom — 73,5, cermeHTapHbie apTepun — 39,7,
MexoseBble aptepun — 25,8, VmP - 45,0, koHeuHas nuacToyinueckas CKOpOCTh
kpoBotoka (Ved) - 20,9,Vmin — 20,9, unaekc pesucrentnoctu (RIA) — 0,72,
nyabcannornbiit uaaeke (PIA) — 1,17. IlpaBas mouka: MMKOBas CUCTOJIMYECKAs
ckopocth KpoBoToka (VpsS): crBom — 72,5, cermenTtapHbie aprepun — 36,8,
Mex101eBbIe aptepun — 24,8,VMP — 42,6, koHeuHas 1UacTOIM9IecKasi CKOPOCTh
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kpoBoroka (Ved) - 22,8,Vmin — 22,8 unnekc pesucrentHoctu (RIA) — 0,68,
nynscanuonHslii uaaekce (PIA) — 1,17. MIT v/3 — 23,3 cm®. CocyqucThlii pUCYHOK
HE U3MEHEH, nepdy3us MOYeK yI0BIECTBOPUTEIIbHAS.

- Y3U ronoBHOro Mo3ra: 3XOT€HHOCTb MapeHXHWMbl MO3Ta — cpefHsis. PucyHok
U3BWIMH U 00po3a oTueTiuBhIA. [lepuBeHTpUKyIsipHas 00JIacTh HE M3MEHEHA.
MexnonyniapHas 1eiab B CEYEHUU Yepe3 JIOOHBIE J0JIM 5 MM, B CEUCHHH 4Yepes
Tena OOKOBBIX KETyJlo4ukoB 4 MM. OOOJOUYKHM YTOJIIEHBI, OTE€YHBI. BOKOBBIE
KETYJIOUKH: TIyOWMHA TEpPEeAHUX POTOB B CEUCHUHU YEPE3 MEXKKETYJI0YKOBOE
OTBEpPCTUE cIpaBa 7 MM, Cjl€Ba 7 MM, aCMUMETpHUS 3aTbUIOYHBIX POTOB HET.
CocynucTbie CIUIETEHUS, WX KOHTYpPHl POBHBIC, CTPYKTypa HEOTHOPOJHAS C
obenx cTopoH. TpeTuii xKenyJ0ueK B CEUYCHUHU depe3 Tena OOKOBBIX KEITyI0YKOB
yBenudeH 6 mM. IlosocTh mpo3pavyHoil meperopoJiku He ornpeaenseTcsa. Tamamyc
M TIOAKOPKOBBIC sIIpa: DXOTEHHOCTh TOBBINIEHA, CTPYKTYpa HEOJIHOPOIHAS,
€AMHUYHbIC YYaCTKH TMEPUBACKYJSPHOTO TJM03a. MO3XKEUOK: MOJyIIapus —
HXOrE€HHOCTH MoBbIIeHa. COoCyucTas MyJibCallksl YCUJICHA.

- Y3U nHaanoueuHuwkoB: mnpaBbiii 23x21 mMm, neBbid 24x20 mM. Ilapenxuma
YMEPEHHO MOBBINIEHHON 3X0oreHHocTu. CTpykTypa oaHoponaHas. KopTukanbHas
cTpatuduKanys HeUeTKasl.

- KoHncynbramusi ruHekosora: BpPOXIACHHBIM TMOPOK Pa3BUTHS MOYEMOJIOBOM
CUCTEMBI: aTpe3us Biarajiuiia.

- Koncynbranus oKyaucTa: maToJIOrMu HE BBISIBIICHO.

- KoHcynbTamuss SHAOKPHHOJOTA: JAHHBIX B TIOJB3Y BPOXKICHHOW TUCHYHKIIHH
KOPBI HAJIMTOYCYHUKOB HET.

- Koncynbranusa HeBpoJiora: rujponedaibHbli CHUHAPOM, 3aJiepKKa TEMIIOB
JBUTATEIPHOTO  Pa3BUTHS  BCICACTBHE THUIIOKCHYECKH — HIIEMHYECKOTO
nopaxenus LTHC.

[IpoBonuncs auddepeHunpoBaHHbIM JUArHO3 C BPOXACHHOW IUChYHKIMEH
KOPBI HAJIIOYEYHUKOB, aJIpEHOT€HUTAIIbHBIM CUHPOM. PesynbpTaTh
71a00paTOPHO-UHCTPYMEHTATBHBIX UCCIIeI0BAHUM MO3BOJIHIIN UCKJTIOUNTD
BUPWJIBbHYIO (OPMY aJpEHOT€HUTAIBHOTO CUHIPOMA.

PebeHOK KOHCYJIBTUPOBaH B MEIMKO-TEHETHYECKOM LEHTpE. 3aKIIOYEHHUE: y
peOeHKa HUMEeT MECTO MHOXECTBEHHbIE BpOXKJIEHHBIE TOPOKU  Pa3BUTHS
HEXPOMOCOMHOM 3THOJIOTHH, KAPUOTHUITHYECKOE HccienoBanue — 46, XX.

Ha ocHoBaHMM mnpoBeAEHHBIX OOCJIEIOBaHUI ObLI YCTAaHOBJEH JAMArHO3:
MHOJCECMBEHHbIE 8PONCOCHHbIE NOPOKU PA3GUMUSL. AHOMATUS PA3BUMUS JHCENYOKA
— NUIOPOCMEHO03, COCMOsHUE NOCle ONepayuu; 6pPONCOEeHHbl HNOPOK cepoya:
eunepmpocgpuueckas KMII, cmenos necounoti apmepuu, (hynkyuonupyroujee 08aibHoe
oxno, HKo, epoocoennas namonoeus I[HC — eudpoyeganus, 3adepocka memnos
08U2aMeNbHO20 PA38UMUsL 8CIe0CMBUE 2UNOKCUYECKU — UUEMUYECKO20 NOPAad*CeHUs
L[HC; oucnnazus nouex (3X0CKONU4eCKU), AHOMAUS PA38UMUsL NOTOBOU CUCTEMbL —
ampesus enazaruwa. Hocumenovcmeo anmumen xk eenamumy C. 'unompoghus IIB
cmeneHy, NOCMHAMANbHASA, CMEWaHHo20 2eHe3d. [leuyumuas anemus Jne2Kou
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cmenenu. Cocmosnue nocie onepayuu no no8o0y MOHKOKUWEYHOU UHBAUHAYUU U
nunopocmenosa. Toxcuxko — memabonuyeckas Hepponamusi.

Pebenok momydan sneuenne: cmech «Xunm Komouotuk» mo 100 — 120,0 x 7 pa3
B CyTKH, BHYTPUBEHHO IIIOKO30-KaJIM€Bas CMECh, aHTUOAKTEpHUAIIbHBIE TIPenaparhl,
NEepopaibHO - IHTEPOKEPMHHA, KpeoH, «CMmekTay, henuctui, s3pdepanran, 6uoras,
KaHedpoH, KeToTudeH.

Ha ¢one mpoBogumMoil Tepanuu cocTosiHMEe peOeHKa CTa0MIM3WpOBANOCH, B
CTallMOHape pBOT, CPBITMBAHUN HE OTMEYaloch, cTyl 1 — 3 pa3a B CyTKH,
KaIuIeo0pa3Hbii, kenThiid. Bec Ha MoMeHT Boiuckn — 6040 r (mpubaswmt 530 r).

Yepes 28 ngHeil geBouka jgocraBieHa B peannmanuio  OJIKB ¢
JTUATHO30M:8HE2OCNUMANbHASL NPABOCMOPOHHSAS 04a208dsi NHEGMOHUsL, MAMCeNds
Gopma, /[H |l cmenenu. Hapsimy ¢ cuMOnTOMamMu HHTOKCHKAIUM, IBIXATEIHHOU
HEJIOCTaTOYHOCTHIO 00palllaio BHUMAaHUE PE3Koe OEClOKOMCTBO, MHOTOKpaTHas
pBoTa, Taxukapaus 10130 yagapoB B MHHYTY, MOTIMBOCTh, OJEAHOCTh KOKHBIX
MOKPOBOB. BriepBhic BbIsBICHA apTepuanbHas runeprensus (AJl -140/80-190/100
MM.PT.CT. Ha pyKax U HOrax), TOpNHIHAas K Tepanuu. JJaHHOe COCTOsTHUE PacIeHEHO,
KaK TUNEePTOHUYECKUil Kpu3. [Ipu JOMOTHUTENBHOM OOCIEIOBAHUM BBISIBICHBI
CJIETYIOIINE U3MEHEHUS:

- OKI': nunaraumst neBbIXx Kamep u, BepositHO, IDK, penonspuszanmonHbie
HapyILICHHUS.

- JnDOxoKI': KJJI-36,7, KIC-28,3, Tmmk-7,5, T3cxk-8,5, 00beMm I1DK-63,4, 00beM
JDK-31,1, nuam JIIT — 23,3. I'paguent Ha k1. JIa-10,9, Ao-10,9, Ao — 5.5, Hucx.
Ao — 49, AoR 1 cr.3akmouenue: rtuneprpoduueckas KMII ¢ peskoii
runeprpodueit yneporo xemygouka. OO aumamerpoM 2 MM. MUHUMAaIBHBIN
cTeHo3 jerouynout aprepun. ®B= 60% u 54%.

- [JonmiepoBckoe  HCCIEAOBAHME COCYAOB MOYEK: 3amojo3peHa  (pudpo-
MYCKYJISIpHAsl QUCILIA3Us MMOYEUHBIX apTEpUil, CKOPOCTh KPOBOTOKA B BOPOTaX
TMOBBIIICHA.

- YuuTbiBasg NAHHYK0 CHUMIITOMATHKY, BbISIBIEHHbIE H3MeHeHus Ha JnOxoKI',
nonmieporpaduu  COCyJIOB TOYEK, TpoBeAeHa MyhbTtuaerekropHas KT-
auruorpadust TpyaHou wu OpromHON aoptThl. 3aknmtoueHue: KT-mpusznaku
TUTNOIUIa3uH  a0JJOMHUHAIBHOW aopThl. HepaBHOMEpHOCTH TMpocBeTa 00EuX
IOYCYHBIX U MPABOU JOIOJHUTEIBHON MOYEYHON aApTEPUU C PE3KUM CYNKECHUEM
ux yctuil. Hapymenue dbynkumuu nodek. Beipaxennas runeptpodust Muokapaa
JIEBOTO KEIIyA0YKA.

C yueTroM BBIBJICHHBIX HW3MEHEHHWH, Ui JaibHEHIIero oOcieqoBaHUs W
nedeHus: peOCHOK ObUT TMEPEeBENICH B OTACIECHUU KapIUOXUPYPTUHU, TAE MPOBEICHO
OTEPAaTUBHOE JICUEHWE: OKKIIO3Usl J00ABOYHOW TMPaBOW TIOUYEYHOW apTepuu,
CyOOKKIJIFO3MsI JICBOM TOYEYHOW apTepuu, Oa/sIOHHAsh AaHTUOIUIACTHKA JIEBOM
MMOYEYHOU apTepuu. JluarHocTUpoBaHa BTOPUYHAS Ba30PCHAIbHAS TUIIEPTEH3 M.
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JleBouka Obula BBIKMCAaHA JOMOW B CTaOWIBHOM COCTOSIHMM, PEKOMEHIOBAHO
MEIMKaMEHTO3HOE JieueHHe (BEpOIIIUPOH, AHANPWIWH, TUIMOTHA3MU), MOBTOPHAS
KOHCYJIbTAllUsl Y KapAHUOXUpypra yepe3 1 mecsil.

B Bozpacte 9 wMecsdmeB KoOHCylbTHpOBaHa B HayyHo-mpakThueckom
MEIMIUHCKOM LEHTPE [JETCKOM Kapauonoruu W Kapauoxupyprun MO3
VYkpaunsl.Ilocie mnpoBeneHHOro o00cienoBaHus ObUT TMOATBEPKICH JAUATrHO3:
MHONCECMBEHHbLE BPONCOCHHbIE NOPOKU PA3GUMUSL. AHOMAIUSL PA38UMUS CePOeyHO-
COCYOUCMOU CUCEMbL: BPONCOEHHBIN NOPOK Cepoya — MUHUMATIbHLIL CHEHO3
JIle20uHOU apmepuu, QyHKYUOHUpYIoujee 08aibHoe OKHO, UNONIA3us adO0OMUHANLHOU
aopmwl; CmMeHo3 NoYeyHvlXx apmepuil (hubpo3Ho-mvluleynas OUCnia3us); coOCmosnue
nocie aHeUONIACMUKYU JIe8OU NOYeyHOU apmepuu;, 000a80YHAs NPABAs NOYEeUHAs.
apmepus — OKKII03UpPOBAHA, BMOPUYHAS BA30PEHANbHAA 2UNepmeH3us, 6MmopudHas
eunepmpodghuyeckas kapouomuonamus, anomanus pazeumus KKT — nunopocmenos,
cocmosHue nocie onepayuu, 6podcoennas namonozusi LIHC — cyoxomnencuposannas
HAPYHCHO-BHYMPEHHSS 2UOPOYeqhanus, 3a0epiucKa memnos 08U2amenrbHO20 pa3eUmus.
gceocmeue  eunokcuyecku-umemuieckoeo nopaxcenus I[HC; oucnnazua nouex
(axockonuuecku), emopuuHviil  nueiroHeppum, cmpukmypa HJIIC  npasozo
MOYEmMOYHUKA, AHOMANUSL PA38UMusi NOJIOGOU CUCMeMbl — ampe3usi 61d2aniuud.
Tunompogusa 2 cmenenu, nocmHamanivbHaAs, CMeWaHHO20 2eHesd. Jlepuyumuas
anemus aeckou cmenenu. Hocumenvcmeo anmumen k cenamumy C.

Uepes 8 aHeil mociie o0cienoBaHus B pecnyOJMKaHCKOM LIEHTpe PEeOEHOK ObLT
TOCIIUTAIIM3UPOBAH B OT/eJeHUEe peaHuManuu KynsHCKON ropoAckoil OOJbHULIBI B
CBA3U C YXYJLIEHUEM COCTOSHHMS, Hapociia ciaabocTh, BJIOCTh, pBoTa A0 10 pa3 B
cytku, AJl 170/100 wmm.pt. cr. CocrosiHMe peOeHKa TsKENIoe, BSUIbIH,
3aTOPMOKEHHBIM, Ha BHEIIHUE PA3APAKUTEIN PEAarupoBall BSJIbIMH JBUKEHUSMH B
KOHEYHOCTAX M clIabbiM IadeM. Temneparypa Tena 38,2°C, AJl kone6anoch B
npenenax 160-180/80-100 mm.pt.cT. KoxxHble MOKPOBBI OJIeAHBIC, C THAHOTHYHBIM
OTTEHKOM. JIpIXaHWE CHOHTaHHOE, TaXUMHOE 1076 B 1 MUHYTy, ayCKyJbTaTUBHO —
IBIXaHUE JKECTKOE, XPUIbl HE BBICIYIIMBAIUCH. TOHBI cepllia MPUIIIYHIECHHBIE,
puT™MHuYHbIe, Taxukapauss 1o 160 B 1 munyty. IIpoBoawiace matoreHeTuyeckas u
CUMITOMaTHYeCKasl Tepanusi, ajJieKBaTHas TsDKECTU cocTosiHus pebenka. HecmoTps
Ha MPOBOAMMYIO TEpPANUIO, COCTOSIHUE PeOeHKa YXYIIIMIOCh: OOJbHAsT HETOCTYITHA
pEYeBOMY KOHTAKTY, B OTBET Ha OOJIEBBIE Pa3/IPAKUTEIIN — XAOTHYHBIC JBUKEHUS B
KOHEYHOCTSIX, B3IV He (ukcupyer, ApixaHue He riyookoe. Hapx nerkumwu
KOpPOOOYHBI OTTEHOK MEPKYTOPHOTO 3BYKa, OOMIIME MEJKOIMY3bIPUATHIX XPHUIIOB C
IBYX CTOpOH. TOHBI cepaua riyxue, ¢ 3kcrpacucroigaMu. Ilynsc HuteBuaHbn. A/l
cauzwiock 10 80/60. XKuBOT MSATrKui, MedyeHb Ha 7 CM. HUXKE peOEpHOH IyTH,
cene3eHka Ha 3 cM. bbina Bei3BaHa caHaBuanus. COCTOSTHUE pAaCLIEHEHO Kak KpaiiHe
TSOKEJIO€ 32 CYET MOJIMOPTaHHOM HEJOCTATOYHOCTU (LIEHTPANbHOM, IbIXaTEIbHOM,
CEPJIEYHO-COCYIUCTOM), TSKENBIX BOAHO-3JEKTPOJIUTHBIX, MHKPOLMPKYIATOPHBIX
HapyLIeHUH, OOYCJIOBJIEHHBIX JEKOMIIEHCAI[ME IO OCHOBHOMY 3a00JIEBaHUIO.
3akiroueHue: y pedeHKa ¢ aHOMallel cecpieyHO-COCYTUCTON CUCTEMBI (THUITOTLIA3HS
a0IOMUHATILHOM A0PThI, CTEHO3 TTOUEUYHBIX apTEPHii, MEPEHECEHHON aHTHOTLIACTUKON
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JIEBOU ITOYEYHOU apTepuu, d0O0, BTOPUYHOMN TUNEePTPOUUECKOM
KapJIMOMUOIIATUEH), BTOPUYHON Ba30pEHAIILHOW THUIEPTEH3UEH, Tuapouedainei,
UMEET MECTO JIEKOMIICHCAIIUs 110 OCHOBHOMY 3aboiieBanuto ¢ pazsutuem HK II b-1lI
cT. Orex nerkux. Ortek rojoBHoro mo3zra. Koma III. Bropuunasi nBYCTOPOHHSA
nonmucermentapHass nHeBMoHusA. JH III cr. CocrosiHue OLIEHUBAEeTCS Kak
HeTpaHcnopTabenbHoe. [lokazano nedenue B ycnoBusx [IPb nmo crabunmzanuu
COCTOSIHUS. YUMThIBasg OBICTpOE€ MPOrPECCHUPOBAHUE  KapAHOPECITUPATOPHOM,
1epeOpaabHON  HEJOCTATOYHOCTH, YTHETEHHUE CTBOJIOBBIX pediiekcoB, peOEHOK
WHTYOMpOBaH, TMEPEBEICH Ha WCKYCCTBEHHYIO BEHTWIAIMIO JerkuXx. OmaHaKo,
MIPOBOJIMMBIE PEAHUMAIIMOHHBIE MEPOIPHUATHS HE NaBaId YIYYIICHUS W Ha (POHE
MIPOTPECCUPOBAHUS CEPACYHO-TICTOYHOM HEJOCTATOYHOCTH Obljla 3apeTUCTPUPOBaHA
OumosoTHYeCcKasi CMEpTh.

OT 1narojI0roaHaTOMUYECKOTO BCKPBITUS peOCHKa MaTh OTKa3zajlach IO
PEIUTHO3HBIM B3IJISIAAM.

OCOOEHHOCTBIO JTAHHOTO KIMHUYECKOTO HAOJIOJCHUS SIBJISETCS CJIOXKHOCTD
JMArHOCTUKH U TO3/IHEE MPOSBIICHUE TUIIOIIa3un a0 JOMUHAIBHONU aOPThI U CTEHO3a
[IOYEYHBIX apTEPUM; PA3BUTHUE THUIIEPTOHUYECKOTO KpU3a U €ro OCJIO0XHEHUU Y
rpyAHOTO peOeHKa, MpoTeKaBlIero Ha (¢OHE BPOXKIACHHOW IMATOJOTH OPTraHOB
MUIIEBAPUTENBHOM cucuTeMsl U 1pyrux MBIIP.

Jlumepamypuas cnpaska no kiunuveckomy Habarodenuio Nel0

[To mamabiM BO3 y 1 u3 33 HOBOPOXIEHHBIX JETEH HAOIIOJAIOTCS MOPOKH
pa3BUTHS (MMEHYEMbIE TaK)Ke BPOXKIECHHBIMU TOPOKAaMH), TO €CTh €XKETrOJHO
npuMepHo 3,2 MWUIMOHA JeTel UMEIT Kakue-In0o ¢GopMbl HWHBAIUTIHOCTH,
o0ycioBacHHbBIC Mopokamu pa3Butus. (MubopmarmonHsiii OrosutereHb N°370, -
SAuBaps 2014 ).

Bpoxnennsie nopoku paszsutusn (BIIP) npeacrtaBiasior coboil reTeporeHHyro
IPYIILY MMAaTOJOTHYECKUX COCTOSHHUM, BKIIFOYAKOLIYI0 W30JIMPOBAHHBIE, CUCTEMHBIE U
MHO)KECTBEHHBIE AHOMAQJIMM OPraHOB W CUCTEM  DPA3JIMYHOM  ATHOJIOTHM:
Tr€HEeTUYECKOM, cpefoBol U MyibTU(akTOopuaibHO. bompmuucTBo BIIP umeror
MYJIbTH(PAKTOPUAIBHYIO  ATHOJIOTHIO, YTO  MOAPAa3yMEBAaET  OJHOBPEMEHHOE
BO3JICMCTBHE T€HETHUYECKON NPEAPACIION0KEHHOCTH U JIOMOJIHUTEIBHBIX BHEINIHUX
BO3JCUCTBUN. B HacTosiee BpeMs YCTaHOBJIEHO, YTO OKOJIO IOJIOBUHBI HACEIICHUS
SBJISIFOTCS. TE€TEPO3UTOTHBIMH HocuTelssMu noiaumopduoro amnens C677T B rene
5,10-metunenrerparunpodonar peaykrazsl (MTHFR), mpusznanHoro onHum wu3s
reHeTH4eckux (akTopoB, mpenpacnonararonmx K ¢opmupoBanuto BIIP y
notoMmctBa.Hapymenue B QonaTHOM MHKIE, B TOM YHCIE OOYCIOBICHHOE
nosmmoppusmom  C677T B rene 5,10-merunenterparuapodonaT pemayKTassl
(MTHFR) MoeT NpuBOAWTH K TOBBIMIEHHOW BEPOSTHOCTH Pa3BUTHS JCPEKTOB
HeBpaibHOU TpyOku (JIHT), xpomocomubix anoMamnuii (XA), U Ipyrux BPOKJIEHHBIX
ITIOPOKOB Pa3BUTHUsS Y TOTOMCTBA.
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I'. . Jlaztok (1982 r.) BbIAEHSET CAEAYIOMINE TPUYHHBI BPOXKIECHHBIX MOPOKOB
(Tab 3.2.):

Tabmura 3.2
[Tpuunnel BposkeHHbIX TopokoB (I'. U. Jlastok, 1982 1.)

DHAOTCHHbIC (BHYTPEHHNC) Dk30reHHbIe (BHEIIHUE) (GaKTOPhI
(bakTophI
- M3meHeHus HacleICTBEHHBIX | - Du3nueckue — paavaIoHHEbIE,
CTPYKTYp (MyTarum) MEXAHUYECKHE BO3ACHCTBUS
- «lIlepe3peBanne»  TONOBBIX | - XWMHUYECKHE — JICKAPCTBEHHBIE IPETaparthl,
KJIETOK XUMUYECKHNE BEIIEeCTBAa, TPUMCHSIEMBIC B
- DHJIOKpUHHBIC 3a00JIeBaHUs MPOMBIIIJICHHOCTY W B OBITY, THIIOKCHS,
- Bausnue Bo3pacrta poauTenei HETIOJHOIICHHOE  MHUTaHWe,  HapyIICHHS
MeTaboIMu3Ma
- buonornueckue — BHUpyCHBIE 3a00JIeBaHUS,
IPOTO30MHBIE MHBA3UU, N30UMMYHU3AIIHS

B 3aBucMMOCTH OT BpEMEHM BO3ACUCTBUS BpPEIHBIX (PAKTOPOB U OOBEKTA
MOPAKEHUS BBIIEISIOT clieayromue (hopMbl MOPOKOB Pa3BUTHS.

1. T'ameromaTmm — TATOJIOTMYECKHME MW3MEHEHHS B TMOJOBBIX KIIETKaX,
MPOU3OILIEIIINE O OIUIOAOTBOPEHUSI U MPUBOASAIINE K CIOHTAHHOMY MPEPHIBAHUIO
OEpEMEHHOCTH, BPOKICHHBIM MOPOKaM pPa3BUTHS, HACIEICTBEHHBIM 3a00JI€BaHUSAM.
DTO HacCIEACTBEHHO OOYCIIOBJIEHHBIE BPOXKIEHHBIE IOPOKH, B OCHOBE KOTOPBIX
JeXaT ~ CIOpPaJAMYecKMEe MyTallMM B  IOJOBBIX  KJIETKAaX POAMTENICH  WIH
yHacJe0BaHHbIE MyTallMK y 00Jiee OTJAICHHBIX ITPEIKOB.

2. baacromaTmum — 3TO MOBPEXKICHHS 3UTOTHl B MEpPBbIE 2 HEAETU MOCHe
OIJIOOTBOpPEHHUsT (A0 MOMeEHTa 3aBepiueHus auddepeHanuu 3apobleBbIX
JUCTKOB M Hayajla MaTOYHOIIALIEHTAPHOTO KPOBOOOpAILlEH!s ), BbI3bIBAIOIIME THOEIb
3apojiplllla, BHEMATOYHYIO OEpeMEHHOCTb, IOPOKM pPAa3BUTHUS C HapyLICHUEM
(dbopMHUpOBaHUs OCU 3apojbllia (CUMMETPHYHBIE, ACUMMETPUYHBIE U HEMOJHOCTHIO
pazzenuBIIMECs OJIM3HELbI, HMKIIONUS, alla3us MOYeK M JIp.).

3. DMOpHONaTHH — MOPAXKEHUS 3apOJIbIIIa OT MOMEHTA MPUKPEIUICHUS €r0 K
cTteHke MaTku (15#1 geHp mocie ormIoAoTBOpEHUs) 10 CHOPMHUPOBAHMS TIIALCHTHI
(75-i neHb BHYTPUYTPOOHOH JKH3HM), TPOSBISIONIMECS ITOPOKAMU Pa3BUTHS
OTIEJBHBIX OPraHOB M CHUCTEM, IMpepbiBaHUEM OepeMeHHOCTH. Ilockoiibky B
AMOPHOHATBHBIN MEPUOJT TPOUCXOIUT (OPMHUPOBAHUE OCHOBHBIX MOP(OIOrHUYECKUX
CTPYKTYp OpraHoB, TO €CTECTBEHHO, YTO OOJBIIMHCTBO BPOKIEHHBIX IMOPOKOB
o0pa3yeTcss UMEHHO B 3TOT TIEPHO/I.

BozneiictBue moBpexmaromiero ¢akropa Ha 4-6if Hemene BHYTPUYTPOOHOTO
pa3BUTHS BeAeT K (POPMUPOBAHMIO Y TJI0JIAa TMOpPOKa cepama, Ha 12-14i1 nengene —
MOPOKa Pa3BUTHS MOJOBBIX OPraHoOB U T. 1. JIokanu3anus gedexra Tak ke 3aBUCUT OT
MHTEHCUBHOCTHU MTOBPEXKIAIOIIETO BO3ACHCTBUS.
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4., deromaTum — o00IIce Ha3BaHME OOJIE3HEH IIJIOJA, BO3HHUKAIOIIMUX IO
BO3JIEHCTBUEM HEOIAronpusTHbIX (pakTopoB ¢ 11-i Heaenu BHYTPUYTPOOHOU KUZHU
710 Hayasa pojoB. [Ipu3nakamu ¢eTonaThu CTAHOBSTCS: 3a/IepKKa BHYTPUYTPOOHOTO
Pa3BUTHS; BPOKJICHHBIE MTOPOKH B pe3yibTaTe 0OpaTHO T'O Pa3BUTHS 3apOABIIIEBHIX
CTPYKTYp (KMILIEUHBIM CBHUIL, OTKPHITHIC apTePUATBHBIA POTOK WJIM OBAJIBHOE OKHO)
WM SMOpPHOHATIBHBIX IIeNei (paciienuHbl T'yObl, HeOa, MO3BOHOYHHMKA, YPETPHI);
COXpaHEHUE MEePBOHAYAILHOTO PACIIONIOKEHHUS OPTaHOB (KPUIITOPXM3M); TUIIOIIA3UN
W JUCIUTa3WW OTAEIBHBIX OPTaHOB M TKaHEH (AMCIUIa3us TOYeK, MHUKpoIedatms,
ruaporiedanus u ap.); U30BITOYHOE pa3pacTaHUE COCTUHUTEILHON U APYTUX TKaHEH
py HHGEKIUAX (KaTapakTa u Ap.); BPOKICHHbBIE 00JIe3HH (TEMOJIMTHIECKAsT 00JIC3Hb
HOBOPOXKJICHHBIX, TE€MATUTHI, ITUPPO3bl, MTHEBMOHUHN, MHOKAPIUTHI, SHIEHATUTH U
ap.). deromatum SBISAIOTCA HamOoJiee YACTHIMH TMPUYMHAMH HEOHATAJIBHBIX
00J1e3HE 1 CMEPTHOCTH.

B cBiI3u ¢ pacmpoCTpaHEHHOCTBIO  TIOPOKM  KIACCU(UIMPYIOT  Ha
W30JUPOBAHHbBIC, CHCTEMHBIC U MHOYKECTBEHHBIE.

N3onupoBaHHBIMU HA3bIBAIOT MEPBUYHBIC TTOPOKU, KOTOPHIE OTMEYAIOTCS JIUIIIb
B KaKOM-JIMOO OJTHOM OpraHe (MUKpouedanvs, MecTUNanocTh).

CucremMHble MOPOKH OOBEAUHSIOT HECKOJBKO TMEPBUYHBIX MOPOKOB B OJHOM
CUCTEME OpPraHOB (aXOHAPOTLIA3HS).

MHOXXECTBEHHBIE TOPOKH COCTaBIAIOT TPYIY TMEPBUYHBIX TOPOKOB H
JUCIUTa3WH, OTMEYAIOIIHUECs] B JABYX W Oojiee CHCTEMax OpraHoB (ruaporiedanus B
COYCTAHWU C JWCIUIA3MSAMHU JIUIA W IIECTUIAJIOCThI0). MHOKECTBEHHBIC MMOPOKH B
CBOIO OYepenb TOMPA3JeiIoTCs Ha CHHAPOMBI W HEKJIACCH(HUITMPOBAHHBIC
KoMIUIeKChL.ITog cHHIpOMaMM TMOHMMAIOT YCTOWYHMBBIC COYETAHHS HECKOJIBKUX
MEePBUYHBIX MOPOKOB.K HekmacCHpUIIMPOBAaHHBIM KOMILJIEKCAM OTHOCST ITOPOKH,
MIPOSIBJICHUS KOTOPBIX HE YKJIAABIBAIOTCS HU B OJIUH U3 U3BECTHBIX CHHIPOMOB.

B 3aBUCHMOCTH OT 3THOJIOTHH Pa3IMYalOT MMOPOKHU, 00YCIOBICHHBIE:

1) u3MEHEHHEM HACJICICTBCHHBIX CTPYKTYP (MyTallMsIMH);

2) BO3IEHUCTBHEM TEPATOTCHHBIX (PAKTOPOB;

3) BO3ACHCTBMEM U MyTallil, M TEPATOTCHHBIX (HAKTOPOB (TIOPOKHU
MYJIBTH(PAKTOPHAIBHOTO TEHE3a).

Haubonee pacmpocTtpaneHHON  KiaccuUKaIMEed BPOXKIEHHBIX  IMOPOKOB
ABJISIETCS KJIacCU(UKAIUs, B OCHOBY KOTOPOM TMOJIOKEH aHATOMO (hU3UOJIOTUUYECKHIMA
MIPHUHIIMIT JCJICHUS Tella YeJIoBeKa Ha cucteMbl opraHos (BO3, 1995 r., Tab. 3.3.).

Ta6muua 3.3.
Bpoxnennsie nopoku (BO3, 1995 r.)

ITopoxu [THC n opranoB uyBCcTB

[Topoku nuua u men

BpoxeHHbie Topoku =
ITopoku cepaeyHOCOCYAUCTON CUCTEMBI

Pa3BUTHA OPraHOB U »
HOpOKI/I AbIXaTCIIBHON CUCTCMBI

CHUCTEM
[Topoxu opraHoB nuuEeBapeHUs

[Topoxn KOCTHO-MBIILIEYHOW CUCTEMBI
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[Topokn MOYEBOM CHUCTEMBI

HOpOKI/I ITOJIOBBIX OPTAHOB

HOpOKI/I OHJOKPHUHHBIX KCJIC3

IIopoKHM KOKH U €€ NIPUIATKOB

[Topoku nocnena

[Ipoune nopoku

XpOMOCOMHLIE? CUHIAPOMBI

I'ennsle CUHAPOMBI

MHOXECTBEHHBIE
CunapoMbl, 00yCIOBICHHBIE YK30TC€HHBIMH (haKTOpaMHU

BPOXKJECHHBIE TOPOKH v
CHHJIpOMBI HEYCTAHOBJIEHHON 3THOJIOTUU

MHOXECTBEHHBIC HCYTOHYCHHBIC ITOPOKH

BbLaenstor Koppurupyemble NOPOKH UITA HET.

K HexoppurupyemMbeIM NOpOKaM pa3BUTHSI OTHOCSTCS:

1) Tskenble TOPOKM pa3BUTHS TOJOBHOTO Mo3ra —  aHlHuedanus,
MUKpoledanus, BeIpaKeHHas ruapoedanus;

2) HeKOTOpble KOMOMHUPOBAHHBIE IOPOKU Pa3BUTHUS CEP/LA;

3) cpocmmecs JBOMHM ¢ OOUIMMH BHYTPEHHUMHU HKU3HEHHO Ba)KHBIMU
OpraHaMy; CIIMHHOMO3TOBBIE TPBDKU OOJBIIMX pa3MEpPOB C HapylIeHHEM (YHKIUU
HIKHMX KOHEUHOCTEW U ruapouedainei;

4) cnoxxHasg KOMOMHAUUS TOPOKOB Pa3BUTHSL.

T'unonnaszua Hucxoosiwel 2pyoHOU u OPHOWHOU Aopmbl SIBISETCS PEAKUM
3a0oneBaHueM C OOJBLIIMM pa3zHOOOpa3zueM MOp(OIOrHYeCKuX OCOOEHHOCTEH.
TepMuH THUNOIIA3Ug HMCHOJB3YETCS MPU MPOJIOHTMPOBAHHBIX CYXEHHUSAX aoOpThl B
moboM ee ydactke. Haumbosiee pacnpoCTpaHEHHBIM KIMHUYECKUM MPOSBICHUEM
TUIOIUVIA3UM  aOpThl  ABJISIETCA  TsDKENash HEKOHTPOJMpyemas  apTepualibHas
TMIEPTEH3Usl y JeTed M NOAPOCTKOB. YacTO HMMEIOIIMECS CTEHO3bl MOYEUYHBIX U
ME3EeHTEpaJIbHBIX apTepHil TPEOYIOT CII0KHBIX PEKOHCTPYKTUBHBIX BMEIIATEILCTB.

['unonnasust HWKHEW 4YacTU TPYAHOM aopThl M OpPIONTHOW aopThl OBIBAacT
HAMHOTO pEXe OOBIYHOM IOKCTaJyKTaJbHOM KOAapKTanmuu. B oTinume ot
FOKCTaAyKTAJIBHOU KOAPKTALMM, MPU KOTOPOH CY>KEHHE OTPaHUYEHO, TMIIOIIA3HS
OpIOIIHOM a0PTHI HOCHUT MPOTSHKEHHBIM XapakTep M OOBIYHO 3aXBaThIBACT OAHY WITU
HECKOJIbKO KPYMHBIX BETBEW OpIOIHON aopThl. [IpeaBapUTeNbHBIA TUATHO3 MOXET
OBITh MOCTAaBJIEH MpPU pa3HHIE apTepUalbHOro myibca U AJl Ha pykax U HOrax B
OTCYTCTBUE PpACIIMPEHHBIX KoOJIaTepajlied ¢ IIymMa B TPYOHOM  KIIETKeE.
CHCTONMYECKUI WM MOCTOSTHHBIM IIYM 4acTO MOKHO YCJBIIIATh NMPU ayCKYJbTalluu
’KUBOTA, €LIe JIy4llle OH CJBIIIEH CO CHUHBI. [loATBEpKIal0T AMArHo3 ¢ MOMOUIBIO
OxoKI" unu aoprorpaduu.

OnexkTpokapauorpadus y TPYIHBIX JeTeld XapaKTepusyeTrcs CHUMITOMAMH
Meperpy3ku  MmpaBbiX  oTAeNoB  cepaua (60%  ciaydaeB), HM30JIMPOBAHHOMN
runeprpodpueit  meBoro  kemymouka  (20%  ciywaeB), KOMOWHHUPOBAHHOM

114




runeptpodueit xenyaoukoB (5% ciayyaeB) U OTCYTCTBHEM IPU3HAKOB THIEPTpOdUn
muokapaa (15% ciuyuaeB). B Bo3pacTte OT mosyroga 10 rojia y MalMEeHTOB
JOMUHHUPYIOT NPU3HAKU MEPErpy3KH JIEBBIX OTHAENOB cepaua. boiee uem y 50%
O0onpHBIX TepBoro roja xu3Hu Ha DKI' oOHapyXMBarOT MpHU3HAKK XPOHHUYECKOU
UIIEeMUH MUOKapAa B Bujae JAepopMalid KOHEUHOM YacTH KeIyJAOYKOBOIO
KOMILJIEKCA.

PeHTreHosornueckoe HMCCIeIOBAHNE BBISIBIIET KAPJAUOMETAINIO, YCUJICHHE
JETOYHOTO  COCYAHCTOrO pPHCYHKA, BbIOyXaHHe JyTrd JITOYHOM  apTepHH.
KapauoTtopakanpHblii  wHAEKC B 9TuX  ciaydasx  gocturaer  70-80%.
PeHTreHosornueckoe HcCCIeOBaHUE ITOMOraeT BBIABUTh CYKEHHE AaOpThl IIpH
KOHTpacTUpoBaHuM mumeBoga. dubposnacto3 Hadbmomaercs y 20% OOJBHBIX
MIEPBOT0 T'OJa )KU3HU C TUIOIIa3Ueld aopThI.

OXOKI no3BoyisieT MNOCTaBUTh OKOHYATENbHbIA jJuarHo3. OHa TO3BOJIAET
ONpPENENIUTh XAPAKTEP M CTENEHb CYKEHUS aopThl, THUN comyTcrByromux BIIC,
OLIEHUTh COKPATUTEIIbHYIO CIIOCOOHOCTh MUOKAp/Aa, OCOOEHHOCTH KPOBOTOKA B a0pTE
W HarpasieHue cOpoca KpoBu. CleayeTr MOMHUTH, YTO COIMYTCTBYIOIIME TOPOKU
Habmogatorcs y 80% OOJMBHBIX TPYTHOTO BO3PACTa; BO BCEX COMHHUTENBHBIX CIIydasix
MOKa3aHbl 30HIUPOBaHUE MOJIOCTEHN cepla U aopTorpadusi.

Aoprorpaduio cieyeT BBINOIHATb, HUCHOJB3YS JOCTYH K CEpAlLly uepe3
MOJIONATOYHBIE BETBU, YTO MO3BOJIIET COXPAHUTHh MPOXOAUMOCTH IMOJIKIFOYUYHOM
apTepuu, KOTOpasi y TPYIHBIX AETEH MOKET TPOMOMPOBATHCS MPU MPOBEACHUU YEPE3
ee mpocBeT Karerepa. Ilpm ananmse aopTorpamMmbl CIEIYET OLEHUTH CTENEHb U
XapakTep CYKEHHUS aopThl, HAJIMYUE€ U BBIPAKEHHOCTh THUIOIUIA3UU JOYTH H
nepelieiika aopThl, CTENEHb Pa3BUTHs KOJUIATEPAJIbHOM CETH, JOMOJHUTEIbHBIC
aHOMAaJIMU JYTH a0PTHI U €€ BETBEM, MecTo BnafeHus B opty OAIL

[lepen BbIMOJSIHEHHWEM olepanuu HeoOXxoauMa MHTeHcuBHas Tepanuss CH s
TOTO, YTOOBI YMEHBIIUTH CTENEHb JIEBOXKEIYNOYKOBOM auchyHkiuu. [lpu
HEe0OXoauMOCTU TPOBOAAT MHODYy3uro kuakocted s yBenumuenuss OLIK. YtoOwi
VIY4IIUTh COKpaTtuTenbHyto ¢yHkiuoo JOK, npoBoast uHdy3uto momamuHa, a Juis
KOPPEKIMHU aruao3a BBoaaT oukapoonar Hatpus. [Ipenapatsl PGE moryTt BhI3bIBaTH
arHod, M, KPOME€ TOrO, OJBIIIKA IOBBIIIAET SHEPreTUYECKHE 3aTpaThl, MOITOMY
nokazana WBJI, koTopas mnomoraeT CHU3UTh MeTaboiMueckue MoTpeOHocTu. B
pe3yJbTaTe 3TOrO JICUECHHS] YCUIIMBAETCS apTEPUATIbHBIA MYJIbC, BOCCTAHABIMUBAETCS
HOpPMaJbHOE HAMOJHEHHE KamuUIpoB (CUMMTOM «Oesioro msitHa» He Oosee 2,5 ¢),
KOKa CTaHOBUTCS Teriee, HopManusyercs pH. Ilocime ynydmieHuss cocTosHHS
peOeHKa MPOBOUTCS CPOUYHAS ONIEPALIMSL.

PexoncTpykus runomiaszun aopTel y HOBOpoxAeHHbIX. C momompo DXOKI n
MCKT wu3MepstoT KaXIbli CETMEHT aOpThl, HUCXOIAIIUNA UM  BOCXOISAIINN
oTzenbl a0pThl. [ToMuMO «cerMeHTapHOro» MoAXo/a K BhISABICHUIO THUIOIJIA3UH TyTH
aopThl, HCHOJIB3YIOT KAJIBKYJIATOp Z-SCOre, KOTOPBIM OIEHHWBAET BBIPAKEHHOCTH
TUIOIJIA3UM, CTENEHb CTEHO3a BBICUMTHIBANIACH [0 COOTHOIICHUIO JHAaMETPOB
CErMEHTOB A0PThl, OTKJIOHEHUE OT HOPMAJIbHBIX BeIWMYMUH. [laliMeHTOB onepupyror
4yepe3 CPeAMHHYIO CTEpHOTOMHIO. BBIOOp apTepuaibHON KaHIOISAIMH 3aBUCUT OT
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AaMeTpa BOCXOJSIIET0 OTHesa a0pThl (BBINOJHSETCS pacliupeHre TyOyJIspHOM
TUIOIJIA3UH A0PThI KCEHONIEpUKapANATbHbIM JOCKYTOM WU PEKOHCTPYKIHUS
aopThl 0 opuruHaibHOM Metoanke McKenzie E.D., To ecTh CcOOCTBEHHBIMU
TKaHsAMH aopThl. BeKMBaeMOCTh IIpHU onepaTUBHOM BMemaresbeTBe 65-70%. ¥V 40%
NAlMEHTOB TIOCJICONEPAMOHHBIM TEpUoJl TNPOTEKaeT ©0e3 OCIOKHEHHH. ITu
NAUAEHTHl  MOJY4YalT KApJAWOTOHWYECKHE TpenapaTbl B  TEPANEBTHUYECKOM
nuanazoHe. bUBEHTpUKYJsipHasl ceplieuHas HeJJOCTATOYHOCTh TPeOyeT OOJbIINX 103
KapJIUOTOHUKOB.

[louckn myTed yBeIMYEHHS NPOJOJDKUTEIBHOCTH JKU3HU W YIIYUIICHHS €€
KayecTBa y  ONEPHUPOBAaHHBIX  OOJBHBIX  mOpoaopkatoTcsa.  Hapsny ¢
COBEPILIEHCTBOBAHMEM METOJMK XUPYPIHUYECKUX BMEIIATEIbCTB WU BHEIPEHUEM
SHJOBACKYJISIPHBIX TEXHOJIOTHIA, MPUCTAIIBHOE BHUMAaHUE YAEIAETCs
MaTOr€HETUYECKUM MEXaHU3MaM, IMOJICPKUBAIOIINM apTePUATIbHYI0 THUIEPTEH3UIO
IOCJI€ YCTPAaHEHUsI KOAPKTAllMA aopThl, B YACTHOCTH, ICHCTBUI0 TKAHEBOU H
MOYEYHON PEHUH-aHTHOTEH3UH-AJIbJOCTEPOHOBOM CUCTEM, TUCHYHKIIUU SHIOTEIHS.

ApTepuanbHas TUIEPTEH3Us 3HAYUTEIbHO MOBBIIIAET PUCK PACCIOEHUS A0PTHI,
nH(papKTa MUOKap/Aa U UHCYJbTA, KOTOPHIC SBISIIOTCS OJHUMHU W3 TJIABHBIX TMPUYKH
JETAIBHOCTH B OTAAJICHHOM IEPUOJAE NOCIIE XUPYPrUYECKOIO JICUEHUSI KOapKTaluu
aopThl. /[pyroil OCHOBHOM NPUYHUHON CHUKEHUS MPOJOJKUTEILHOCTH KM3HU IOCIIE
KOPPEKLMU SIBJIICTCSA paHHEE pPa3BUTHE M IPOTPECCUPOBAHME XPOHMYECKOU
CEepACYHOM  HENOCTAaTOYHOCTH.  J[nuTenpHO  CymiecTByromias  IOBBIIICHHAS
MIOCTHarpy3ka Ha MHOKapJ MOXKET ObITb OOYCIIOBJIEHA KaK COXpaHSIOIIECHCs
apTepuajIbHON TUIEPTEH3HEN, TaK 1 MEXAHMUYECKUM MPEMSTCTBUEM HA YPOBHE IyTU
AOpTHI MPU €€ TUIOILJIA3HH.
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Kiananyeckoe Haorogenne Nell

Manpuuk b., 11 MmecsueB nmoctynuia B raCTpO3HTEPOJIOTHUECKOE OTHEIEHUE C
*Kano0aMy Ha WHTEHCHUBHYIO KEJITYUIHOCTh KOXXKH M CIM3HCTBIX C 3€JE€HOBAThIM
OTTEHKOM, BSUIOCTb, PBOTY, BbINAJACHHUE MPSIMON KHUILIKH.

W3anamnes owcusnu u 6Oone3nu WM3BECTHO, 4TO PEOCHOK poawics oT I[-oi
OepeMEeHHOCTH, TIPOTEKaBIIeH C mpedkimamicueit. Pomasr I-e, camomnpon3BoibHBIC, B
cpok. Bec npu poxaenun 2700 r. [leppoag HOBOPOKACHHOCTH NPOTEKA IIaJKO, HO
MaTh OTMEYaJIa >KEJITYIIHOCTh KOKHBIX MOKPOBOB C POXKJIECHHUS, IJIOXYI0 IPHUOABKY B
Bece. B Bo3pacte 1,5 mecsieB Ha (OHE COXPaHSIOWIEHCS KEITYIITHOCTH KOXHU
HOSIBUICS JKUJKUN CTYJI, TOCIIUTAIU3UPOBAH B IIEHTPAIbHYIO PaHOHHYIO OOJIbHUILY,
BBISIBJICHBI  IIOBBIIICHHAS! KPOBOTOYMBOCTH, 3KXHMO3BI. Y4uuTeiBas JaHHBIE
U3MEHEHUs peO0EHOK  HAalpaBlIeH B TIE€MAaTOJIOTMYECKOE OTIEIEHHE TOpPOACKON
JIETCKOW KJIMHUYECKOM OOJIbHULIBI, TI/I€ HaXOAWJICS B TEYEHHM 2-X HENEb,
JUArHOCTUPOBAH  KPUNTOIEHHBIM TIENaTUT HEYCTAHOBIEHHOM 3THOJIOTMM  C
BBIPAKEHHOW CTENEHBI0 aKTUBHOCTHU; BETeTO-BHCILIEpalbHas AUCPYHKLIUA HA (OHE
nepuHaTanbHOW  HHUEedanonatuu. JlBaxkasl oOcineaoBaH B HMH(PEKIMOHHOM
CTallMOHAPE, YCTAHOBJIEH IUArHO3: 8PONCOEHHAS YUMOME2AN08UPYCHAS UHDEKYUs,
eenamum, maxcenas @opma. XUPyproM-KOHCYJIBTAHTOM HCIIOYEHA AaTpe3us
BHYTPUIICUCHOYHBIX KEIYHBIX MPOTOKOB. IIpoBogmnoch JieyeHue, BKIHOYas
MIPOTUBOBUPYCHBIE MpernapaTel. Beinmucan a0Mo# 1o TpeOOBaHUIO MATEPH, B CBSI3H C
ceMelHbIMU o0cTosATenscTBaMu. [lpu Beimucke oOummi Omaupyoun 112 MxMoub/n
(mpsimoit 63,4 /| cBoOoaubiii 48,6), AJIT mo 11 wopm, ACT no 10 Hopm.
PekoMeHZ0BaHO: MNPOJOKHUTH MpueM ypcodanbka, aTOKCHIA, BCKApMIIMBAHHE
HU3KOJIAKTO3HBIMU CMecsIMH, HaOmtofeHue neauarpa. Crycts Tpu Mecsiia HapoCiu
BSJIOCTb, COHJIMBOCTB, KEJNTYIIHOCTh KOXHBIX MOKPOBOB MpHOOpesa 3eJIeHOBATHIH
OTTEHOK, TMOSBUIUCH MNOJU(EeKanuss U OocBeTIeHue Kana. [lnsg mnpoBeneHus
JAMarHOCTUYECKOM JIanapOCKONUU M OMOIICUM MEUEHU HaNpaBlieH B XUPYpPruueckoe
OTJEJICHHEe MHOTOnpo(UIBLHOrO O0JIACTHOTO  CTalMOHapa. JlnarHoctTupoBaH
XPOHUYECKUWA TenaTtuT ¢ (HOPMUPOBAHMEM MEIKOY3JI0BOrO ILHMPpPO3a MEYEHHU.
PekomeHnoBaHoO 0OCI€I0BaHUE U JIEYEHUE B racCTPOIHTEPOJIOTMUECKOM OT/AENIEHUU
MHOTOIPO(PUIBHOTO CTallMOHAPA.

[Tpu mocrymnenun cocrosiaue Tspkenoe. Bec — 5800 r (medurut 80%), pocT -
62 cMm. B co3HaHuH, Ha OCMOTpP pearupyeT HEraTMBHO, JIBUTAaTEelbHAs aKTUBHOCTD
CHWKEHa, oOIasi BSJIOCTb, TUIOTOHHUS MBI, 3aJ€pKKa ICUXO0-MOTOPHOTO
pa3BUTHs. BbeIpakeHa KENTYIIHOCTh KOXH, CIM3UCTBIX M CKIIEp C 3€JE€HOBAThIM
orteHKkoM. [lacTo3HoCTh mnuma, crom, rosneHei. Jlumo TpeyronpHOW (opmbl C
IIMPOKUM BBIMYKJIBIM JIOOM, TJIyOOKO TMOCaXEHHBIMH TIJa3aMH, YIUIOIICHHBIM,
«IITAYUM» HOCOM U OCTPBIM MOJ00POJKOM, UCKpUBJIEHHE V majibleB pyK. B jerkux
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IbIXaHHE My3pUJIbHOE, XpUTIOB HEeT. ['paHuIsl cepala He 3MeHeHbl. TOHBI cepana
PUTMUYHBI, TPOMKHE, CHUCTOJMYECKHI IIyM Ha Bepxyiike. JKUBOT yBelnudeH B
pa3Mmepax, acuut. lledeHs manbnupoBanach 10 4 CM. IO CPEAHEKIIOUYNYHON JTUHUH,
IUIOTHOM KOHCUCTEHIIMHU, ceie3eHka a0 3 cM. CTyn OKpallleH, CBETJIO-KEIThIH,
nosdekanus, BeInajgeHrue MpsMon KUk, Moya TéMHasl.

Jlannvie OononHumenbHbIX UCCIe008AHULL:

— Knuandeckuii aHanmms KpoBH: reMornao6uH — 75 r/m, sp. — 2.5x10%%/n, 11T —
0,8, tpombommtel - 70x10%n, neiikomursr — 22x10%n, namoukosmepHbIE
HeiTpodunsl — 1%, cermenrosaepusie HeTpopmiibl — 55%, mumd. — 36%,
MoH. — 7%, COD — 5 mm/uac. ['ematokput - 18%.

— Knuandeckuii anamus mouu: koi-Bo — 100, mBeT >KenThIA, MpO3p.yMepeH.,
ymibHBIN Bec — 1020, Genok, ritoKo3a — He OOHApPYKEHBI, PEakIus KUCas,
AIUTENNH MTepexXoaHbIi 1-2 B 11/3p., JeikouuTsl — 1-2 B 11/3p.

— ['ebMUHTHI U IpOCTEHIIINE B KaJie HE OOHAPY>KEHBI.

— Komnporpamma — crearopes.

— buoxmmuueckuit anaimm3 kposu: AJIT — 1,68 mxmomns/m, ACT — 1,35
Mkmonb/  (Hopma — 0,06-0,14 wMxwmonw/n), tunepOunupyouHemus 403
MKMOJIb/JI, CBsi3aHHBIA  Ownupyoun 294 (mopma  2,1-6,4MKMOIB/M),
cBOOOJHBIN Oumupyoun — 108 wMkmons/n  (HopMma  6,5-19,1MKMOIB/),
yYBEJIMYEHHE YPOBHS 1IeI04YHOM (hocdaTasbl B 2 HOPMBI.

[IpoBonuncs nuddepeHnranbHbIi TUarHo3 MeK/ 1y BTOPUUHBIMU HAPYIICHUSIMU

U BPOXICHHBIMM 3a00JICBAaHUSIMU TeNaTOOMJIMAPHONW CHUCTEMBI  (BPOXKIACHHOM
TUpO3MHEMUeEn, Oone3Hplo bailiepa, HEMOMHOW aTpe3uell JKETYHBIX IPOTOKOB,
BTOPUYHBIM OWJIMApPHBIM IIMPPO30M Ha (HOHE IMEPEHECEHHOM TIeHepalIn30BaHHOU
LIMB — undekuuu, riImKoreHo3aMu, NEPOKCUCOMHBIMU 3a00J€BaHUAMHU, IPYTUMU
aMUHOAanuaonaTusiMu,  Oone3npto  KoHoBanoBa-BuimbcoHa,  MYyKOBHCIHIO30M,
neduuruTom anbda-1- aHTUTpUIICHHA).

[TpoBeneHs! yriyOieHHble KIMHUKO-1a00paTOpHbIE HCCIIeI0BAaHUS.

— IIporennorpamma: obmuii 6eok — 511/, ansoymus — 44%.

— Koarynorpamma: Bpemsi pekanbiiuuKanuu — 2 MUH, TOJIEPAHTHOCTH TIa3MbI
K remnapuHy — 6muH, Tpombotrect — 5 cT, (QuOpuHoren B - ++ |
npoTpoMOuHOBEIi HAEKC — 70,8% (HOpM™Ma 93-107%), BpeMsi CBepThIBaHUSI —
13 muH ( HOpMa 5-10 MUHYT).

— Aunbda-1-aHTUTPUIICUH — B HOPME.

— Anbda-dperonporenn — 6onee 100 000 ar/mn (Hopma < 11,3),B nuHamuke —
3600 Hr/mi.

— I'TT - 0,9 (HOp™Ma 0,9-6,36 MMoB/9acC X II).

— HccnenoBanue Ha Mapkepsl BUpycHoil uHekiuu merogom IILP — IgM
Kk IIMB — otp., IgG k IIMB — 2,05 (nopma <0,5). /laHHble M3MEHEHHS
paciieHeHbl KaK TMepCUCTUpyromas WHQEKIHs, BbI3BaHHAS BHpPyCaMu
[IMB.

— ['moko3a kpoBu — 2,8 MMOJIB/I.
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CKpUHUHT — TECThl MOYU — B HOPME.

[TunokaprnuHOBas mpoda — B HOpMeE (25 MIKa).

Menbs MOUYM — B HOpME.

[lepynonna3smMuH — B HOpME.

Y3U opraHoB OpIOLIHON MOJOCTH MU TMOYEK: MEYEHb YBEJIMYEHa Ha 5 CM,
HXOT€HHOCTh NAapEHXUMBbl MOBBIIICHA, XOJIECTa3, BOPOTHAs BEHA
JUJIATUPOBaHA A0 8 MM, W3BUTA. JKEMYHBIN My3bIpb: YIJIMHEH, TUIIOTOHUYEH,
CTEHKa oTedHa J10 3-4 MM, MMoJocTh cBoOO Ha. Cene3eHka yBelnueHa Ha 4,5
CM, Kpall YTOJIIEH, TOKCUKO-TIpOJH(epaTUBHAS PEaKIUs MapEHXUMBbI, BEHBI
yMEpPEHHO auiaTupoBaHsbl. [louku: ypocTasa HET, mapeHXuMa HE U3MEHEHa.
Y31 TOJIOBHOTO MO3ra: OTEYHOCTh OO0OJIOYEK, PHIXJIOCTh OSICHIUMBI,
MEKIIOTYIIApHAS IETb 2 MM.

Komnrerotepnas Tomorpadus MOSICHUYHO-KPECTIIOBOTO oTnena
no3BoHouHHKa: KT-npu3Haku aHOMaIMKM Pa3BUTUA MOSICHUYHO-KPECTIIOBOTO
nepexona (momOanuzanus L6, spina bifida L6), arene3us komuuka.

OKTI': cunycoBas Opaaukap/vs, BbIpaXCHHbIC HapYIICHUS PENOJIpU3AIIU
MUOKapAa.

JAn32xoKI': neBo-npaBeiil MIyHT AuaMeTpom 4,8-5,5 MM B LIEHTPAJIbHOW YaCTH
MIII. [unatauus npaBbiXx Kamep. TpuKycnuaaibHas perypruranus 1
CTEIICHH.

Pentrenorpadus OI'K:nerounoit pucyHok He u3MeHeH. KopHu — 3a TeHBIO
CPEIOCTEeHUS, PAaCHIMPEHHBI 32 CUe€T TUMOMETrainul CT, CUHYChl CBOOOJHBI.
Cepaue — pacmmpeno B nonepeunnke, KT — 58%.
[1aTOIOrOrUCTONOrNYECKOE HCCIe0BaHUE OuOoITaTa MEYeHW: JBa y4yacTKa
TKaHW KOPUYHEBATO-3€JICHOBATOTO IIBETa C (PparMeHTOM Karcyjbl MO
0,6x0,3x0,5 cMm, MIOTHOM KOHCUCTEeHIIMU. buonrtar mnedeHu (OKpacka
reMaTOKCHJIMH-203UHOM, YyBenndeHue x200) ¢ HapylieHHUEeM CTPYKTYpPbI
TKaHU 32 CYeT O00pa3oBaHUsS  MHOXKECTBA  JIOKHBIX  JIOJIEK, C
TUTaHTOKJIETOYHBIM MeTaMop(o30M TematonuToB.  JloJdbKU pa3zesieHbl
HIMPOKMMH  COEJUHUTEIIbHO-TKAHHBIMU  CENTaMH C  HEPaBHOMEPHOM
MOHOHYKJICapHO-JIeHKoIMTapHoi uHuabTpammerd (puc 3.1.). buontar
[IEYCHU (okpacka reMaTOKCUJIMH-303UHOM, YBEJIMYEHUE x400):
TMTaHTOKJIETOUHAs TpaHchopmalius renarouutoB. [lpusnaku OanoHupyroniei
JTUCTPO(HUH TEaTONHUTOB (KOJIMKBAIMOHHBIH HEKpo3) (puc 3.2.).3akimoueHue:
XPOHUYECKUM renaTtut ¢ PopMUPOBAHUEM MEJIKOY3JIOBOTO IIUPPO3a.
Koncynerrposan JIOP Bpauyom — maTogoruu HE BBISBIICHO.

OKyJUCT — NATOJIOTUU HE BBISBIICHO.

HeBponor — 3anepkka TEMIOB IICUXO-MOTOPHOTIO Pa3BUTHUS BCIIEC/ICTBUE
MEePUHATAILHOTO TUITIOKCUYECKH — uilleMudeckoro nopaxenus [THC.
Kapauonor, kapauoxupypr — BpOXICHHBIM MOPOK cepana. BTopuuHbli
nedext mexmnpencepanoit neperopoaku, HK 1. JlaHHBIX B MOJB3y JerouHom
TUTIEPTEH3UH HET.
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— 3akiIoYeHHe reHeThKa - y peOeHKa BBISIBJICHBI CIIOKHbBIC HAPYIIEHUSI B 0OMEHe
BEIIECTB: HapyuieHue 0OMeHa  ONUHHOYENOUEUYHBIX  ICUPHBIX — KUCTOM,
cepocooeprHcauux amMuHOKUCIOM.

Puc. 3.2.
[Taromopdonornyeckoe [Tatomopdomoruyeckoe
HcCle0BaHle OMoITaTa HCCle0BaHue OMoITaTa
neuenu x 200. neuenu x 400.

Coueranue BHYTpUYTPOOHOH THUMOTPO(UH, THUMOIJIA3UU BHYTPUIICYCHOUHBIX
xKemuHelx mpoTokoB, BIIC (AMIIII), runepOunupyOuHeMuu, W W3MEHEHUH CO
CTOPOHBI OMOPHO-JIBUTATEILHOTO amnmapara (JMieBble aucMopduu, MpHU3HAKU
aHOMAJIMM Pa3BUTHSI MOSCHUYHO-KPECTIIOBOTO Nepexoa (JromOanuzanus L6, spina
bifida L6), arene3um Komuumka, OTCTaBaHWE€ B (U3MYECKOM PA3ZBUTUU CTAJO
OCHOBaHMEM TIOCTAHOBKM JMarHos3a: cuHiapoMm Aunaxund. Hapymenue oOmena
CEPOCOACPKALIMX AMUHOKHUCIIOT, JUIMHHOLETIOYEYHBIX )KUPHBIX KUCIOT. BTOpHYHbIN
OuImapHbIi  IUPPO3  IMEUEHH, MEJIKOY3JI0BOM. XpOHHMYEcKas  IeYeHOYHas
HEJOCTaTOYHOCTh C HapyILIEHHEM OEJIKOBO-CUHTETUUYECKON (YHKIMHM TE€YEHH,
TepMHUHANIbHAS cTaaus. BropuuHas tpomOontonenus, anemus II cr.

Ha ¢one Tepammu rematuta, cuHapoMa xojecTasa (ypcodaibk, TIyTapruH,
ButamMuHA, ButamuH E, Butamun K, akBamerpum, mydanak, cMeKTa, XmiIak-popre,
MaHKpeaTHH), KOPaKTOPHOW Tepanuu (KapHUEIb, MUPHUIOKCHH, (poueBas KUCIOTa,
pubogIaBuH) COCTOSTHUE PEOCHKA OCTAETCS TSDKEIBIM, COXPAHSAETCS CYIIECTBEHHAS
KENTYIIHOCTh KOH, CIM3UCTBIX, CKIIEp, MEPUOANYECKHM HEYCTOMYMBBIN CTYI,
BSUIOCTh, IJIOXas mpubOaBka B Bece, TMIEPOMIMPYOMHEMHs. YUUTHIBAs XapakTep
3a00JieBaHus, pa3BUTHE LIUPPO3a MEUEHH, MAIlMEHT HAMpaBJieH Ha KOHCYJIbTALUIO B
HannoHanbHBII MHCTUTYT XUPYpruu M TpaHciuiantogorun AMH VYkpauHbl uM.
npod. A.A. lllanumosa.

Opnako, mMoJIHOE OOCIENOBaHME ISl TPAHCIUIAHTAlMU T€UYEeHU DPEOEHKY He
IIPOBE/ICHO, B CBSA3M C MAaTE€pUAIbHBIMH TPYAHOCTSIMH CeMbU. Pexomenayercs
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IJIaHOBast TOCTIUTATIU3ALS B racTPOIHTEPOJIOTUYECKOE OTJIETIEHUE
MHOTONPO(MIBHOTO CTallMOHapa Ui MPOBEJEHUS KYpCOB MOJAJIEPKUBAIOIIEH
Tepanuu, 0OJIHAKO MaTh 0OPAIAETCsl B CTAI[MOHAP TOJIBKO CIYCTs 2 MECSIA, B CBSI3H C
YXYAIICHUEM COCTOSTHUS peOeHKa Ha (JOHE MPOTPecCUpoBaHus 3a00JIeBaHUS.
CocrosiHue pebeHKa TMpU TOCTYIJICHUU TSDKEJI0€, YTO OOYCIIOBIEHO
XPOHMYECKON TNEYEHOUYHOW HEIOCTaTOYHOCThIO B TEpMHHANBHON cTaauu. llpu
OCMOTpPE B CO3HAHWH, PE3KO BSJIbIM, aJUHAMHUYHBINA, MIOCTaHbIBacT. He nmxopaaur.
KarapanpHbix sBineHud HeT. OpplllKa BbIpa)X€Ha MHHHMAJIBHO, CMENIaHHOTO
xapakrepa, Y[ 28 — 30 B munyty, HCC ot 104 mo 120 ymapoB muuyTy. Koxa,
CKJIEPBI, CIIU3UCTBIE JKEITYIIHBIE C 3€JIEHOBATHIM OTTEHKOM. [[acTO3HOCTPH BEK, CTOII,
nepeaHeld OpIOIIHOM CTEHKU. B Jerkux ApIXaHue 3>KEeCTKOE, XPUIIOB HET. TOHBI
cepaua MPUTIYLIeHbl, PUTMHYHBIC, CUCTOJIMYECKUN IIyM HaJa O0JIacThIO Ceplla.
JKuBot yBenuueH B pa3mepax, B3ayT. [ledyenp 1o 13 cMm. Huxe kpas peOepHO ayrH,
cenezeHka 10 5,0 cm. CTyn cBeTJIO-XKeNThld, KamuieoOpasHsid. Ilepuomnuecku
BbINIalaeT npsimas kumka. Moua xenrtasd. [lpu oOcnenoBanuu oOmuii OunnpyOuH
1005,8 mxmonw/n (mpsamoii — 578,0, cBo6o1HBIN — 427,8), 3HAUNTEIHLHOE TOBBILICHUE
ypoBHs TpancamuHa3z: AJIT — 1,88, ACT — 1,55 (N — 0,06-0,14). IIpoBoauiach
Tepamus,  BKJIIOYAOLas  ypPCOXOJ,  IJIyTapruH, COpOEHThl,  JAUYPETHUKH,
BUTAMUHOTEpANuio, (EpMEHThl, JYOMOTHKHM, AHTUOAKTEPUAIBHYIO TEpaIMuio,
MH(QY3UIO0 TII0KO30-COJIEBBIX PACTBOPOB C LENbIO JE3MHTOKCHKAIMH, KOPPEKILIHIO
runonporenHemMun  (10%  anbOymMuH), OU33JIEKTPOJMTHBIX  HApYyLICHUW; B
JanbHEMIIEM C 1EeIbl0 MOBBIIIEHUS KOAryJsiIMOHHOTO TOTEHIHAlla KpOBU
MPOBOJMINCH, HMH(QY3UH CBEXKE3aMOPOKEHHOW IUIa3Mbl W KOPPEKUUS aHEMHH
TpaHcy3uer TpoMOouMTapHOH Macchl. HecMOTpsi Ha mpoBeaeHUE KOMILIEKCHOM
Tepanuu Ha 3 CyTKH NpeObIBaHUS, COCTOSIHUE O0JIBHOTO MPOrPECCUBHO YXYIIIAIOCH.
PebeHoK cTaHOBUTCS PE3KO aJuHAMUYHBIM, COHJIMBBIM, M3pE/IKa OTKpBIBAET IJia3a,
nporpeccupyeT rneyeHouyHas sHuedanonartus. OOpariaer BHUMaHUE IMEYEHOYHBIN
3amax oT OonpHOro. Ko’XKHbIE MOKPOBBI, BUAMMBIC CIM3UCTBIE, CKJIEPHl PE3KO
KEJITYLIHO-3€JICHOBATOIO 1[BETA, CYXOCTh KOXH, 3yJ, IOJBEMBI TEMIEPATYPHI TeEaa
10 GeOprmIbHBIX U(P. ANNETUT cHIKEeH. OTMedYaeTcs TOITHOTa, TOBTOPHAS PBOTA.
Hapacraer oreunsiii cunapoM. Ilpucoenunsiercas JIBC-cuHapom, KOTOpBIN
IIPOTPECCUBHO HapacTaeT. BbIpakeH mape3 KMIIEYHHMKA, [MOBTOPSIOTCS BBINAICHUS
OpSMOM  KMIIIKH. YBEJIMYMBACTCS THUNEpPOUTUPYOMHEMHUs, YPOBEHb TpaHaMUHA3
OCTaeTcsi BBICOKMM, HECMOTpss Ha mnoBTopHble wuHDYy3un 10% anpOymmna
COXpaHSETCS THUNONPOTEMHEMUS, THIOKCEMHUS TPYIHO TOAJNAETCA KOPPEKLHH,
MPOTPECCUPYIOT TPOMOOLIMTOIECHUS, U3MEHEHHSI CBEPTHIBAIOLIEH CHCTEMBbI KPOBH,
BOCIAJIUTENbHbBIE W3MEHEHUS] B KPOBHU, PETUCTPUPYETCS AEKOMIEHCHUPOBAHHBIN
MeTaboaudeckuil anu03. B nuHamuke HaOmoieHus Ha (OHE TEPMUHAIBHOM CTaIuu
MEYEHOYHON  HEJOCTATOYHOCTH  MPOTPEAUEHTHO  HApACTAlOT  MPOSBIICHUS
MOJIMOPTaHHBIX HapyIIeHUH — LepeOpalibHas, CepAeYHO-COCYIUCTasl, JbIXaTeabHasl
HeA0CTaTOYHOCTh, JIBC-CHHAPOM, UTO B IIEJIOM CIIOCOOCTBYET Pa3BUTHIO ACHUCTOJIHUH.
PeanumarionHpie MepoOpUsITHsI B MIOJTHOM 00BbeMe, BKIIOUaroniue nepeso Ha MBJI,
HEINpsMOM Maccaxk cepAua, MEIMKAMEHTO3HYIO NOJJIEPXKKY (aTpOIWH, aJpeHaJIMH,
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npenHu3onoH, 4% conpa-Oydep) O0e3 sdpdexrta m Ha 5-u CyTKH mNpeObIBaHUS B
CTalMOHApE 3apEerUCTPUPOBAHA OMOJIOTUYECKAS] CMEPTh.

Ochosnotui ouaenos: MBIIP: cunopom Anadicuns (6HympuneueHouHblll X01ecmas,
BIIC — JIMIIII, anomanus pazeumus no3eoHounuxa (momoanusayus L6, acenesus
KONn4uKa)). Hapywenue obMmeHa cepocooepicauux AMUHOKUCTIOM,
OJIUHHOYENOUEUHBIX HCUPHBIX KUCTIOM.

OcnodcHeHusi  OCHO8HO20:  6MOPUYHbIL  OUTUADHBIL — YUPPO3  NedeHu,
MeNKOY31080U. XpOHUUeCKAs Ne4yeHOuHas HeOOCMAmoOYHOCMb ¢  HApYUeHUuem
OenKo8o-cuHmemuyeckou @QYHKYuU neyeHu, MmepMUHAIbHAs cmaous. Bmopuunas
MUMOXOHOPUATbHASL OUCHYHKYUSL.

Conymemeyrowuii: eunompoghus Il cm., npe- u nocmuamanbHas, CMeULAHHO20
eeneza. Bwinadenue npsamou Kuwiku, 6mopuyHas mMpoMOOYUMONEHUs, AHEeMUS]
MAdICENOU CmeneHu.

Takum oOpa3oMm, y nmaHHOro peOeHKa AMArHOCTHUKA CHHApOMa AJaKuiisd
OCHOBaHa Ha BBISIBJICHUU XapaKTEPHBIX OCOOCHHOCTEN (eHoTHNA U 2-X WUIU Oosee
TUMAYHBIX ~AaHOMAaJMi W/WIM TOPOKOB pa3BUTHUS JApyrux opraHoB. llpu
JTUHAMUYECKOM OOCIEAOBAaHUM JIeTed C CUHAPOMOM AJIaKUJS TPOTHOCTHYECKOE
3HAUCHHE HMEET YpPOBEHb OWIMPYOMHA, HOpMau3alus KOTOPOTO BO BTOPOM
MOJYTOANU KU3HU CBUIETEIBCTBYET O BICOKOW BEPOSITHOCTH OTCYTCTBUS ITOKA3aHUIM
K TMPOBEICHUIO TPAHCIUIAHTAlMM I[I€YEHHW B TEUECHHE JIJIMTEIBHOIO BpPEMEHH,
BO3MOXXHO, B TeueHHE Bcel KU3HU. CHUCTEMHOCTh MOPAXKEHHUS TPU CUHIPOME
Anaxusis  OCJIOXKHSET TeueHue OOJIe3HW U 3aTpydHAeT JedeHue. Bridbop
XUPYPrUYECKOW TAKTUKUA 3aBUCUT OT  MHOXECTBEHHBIX COUYETAHHBIX TMOPOKOB
pazButus. lluTomMerasioBUpyc MOXHO paccMaTpuBaTh KaK OJWH M3 BEPOSTHBIX
ATUOJIOTUYECKUX (PAKTOPOB, MPUBOAAIIMX K MaJOMy AUAMETPY BHYTPUIICYECHOUYHBIX
KEJIYHBIX TMPOTOKOB BO BHYTpUYyTpoOHOM mnepuone. Hapymenue oOmeHa
cepocoiepKaluX aMUHOKUCIIOT, JUTMHHOIIENIOYEYHBIX KUPHBIX KUCIOT HE BXOJIWT B
KOMIUIEKC M3MEHEHUN OPraHOB M CHUCTEM NPU CHUHIPOME AJAXWIA W YXYAIIAeT
MPOTHO3 3a00IeBaHuUs peOCHKA.

Jlumepamypnas cnpaska no kiunudeckomy Haoaooenuio Nell

VY HOBOPOXKICHHBIX M JIETEH TMEPBbIX MECSIEB JKU3HU CHHIPOM XOJIecTas3a
ABJISICTCSl OJIHUM W3 pPaHHUX TMPOSBIEHUH IIUPOKOTO CHEKTpa 3a00JIeBaHMA
renaToOMIMapHoON cucteMbl. B cTpykType 3a001eBaHui TemaToOMIMapHON CUCTEMBI
y JIeTel MepBOro MOJYTroAMs KU3HHM BEIyIllee MECTO 3aHMMAaeT OwWMapHasi aTpesus
(45%),nanee Mo yacToTe BCTpEUaeMOCTH pacmoiiaraetcsi cuaapom Anaxkuns (17%),
6one3np baitnepa (13%), HeoHaTanbHbIi renatut (5%), neguuT a-1-aHTUTpUIICHHA
(4%), Ounmmapubid uppo3 (4%), ramakrozemust (2%) u apyrue 3adoneBanus (10%)
(HertsipeBa A.B.).

ApTeproriedeHOUYHAs JUCTUTa3us (CHHAPOM AJTayKWJIs )BKIIFOYAaeT COYCTaHHUE HE
MEHEE TpEeX M3 TISITH OCHOBHBIX TPHU3HAKOB: XPOHWYECKHH XOJIeCTa3, CEpJICYHO-
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COCYIUCTBhIE Ne(PEeKThI, aHOMATWW TO3BOHOYHMKA, ACPEKTHI TJa3, XapaKTEepHBIC
YepenHo-JMIeBble TIpU3Haku. Berpeuaercs ¢ vactoToi 1:70000 HOBOPOKIEHHBIX.
CunapoM BrepBble onwucan (panmy3ckuit nenuarp Jlanuwens Anaxwib B 1975
rojly,kak 3a00JeBaHre ¢ TUTMYHOM KOMOUHAIIMEH MSITH PU3HAKOB:
- XOJIECTa30M,
- JIMUEBBIM AUCMOP(HU3ZMOM,
- HE3apallCHHUEM TEJl TMPEUMYIIECTBEHHO I'PYAHBIX MMO3BOHKOB C XapaKTEPHOMN
KapTUHOMN «0a00UYKM» Ha PEHTTCHOTpaMME,
- CTEHO30M JIETOYHOU apTepuu W/WIK ee BETBEH U IpYTrUMH MOPOKaMHU Cep.la,
-  o(TaTbMOJIOTHYECKUMH  aHOMAJUSIMU —  3aJHUM  SMOPHOTOKCOHOM
(BpOXKIEHHBIN 1e(DEKT pOTOBHIIBI), MUTMEHTHON PETHHOIIATHCH.

CunapoM Anaxuiis HMEET ayTOCOMHO-JIOMMHAHTHBIA THUIl HaCIEJOBaHMUS.
I'ennblii ne(eKT CBsA3aH C YaCTUYHOW naenenued KopoTkoro ruieda 20 XpOMOCOMBI
[20p11-12] rne noxamusyercs Jaggedl (JAGl) ren. DTo  jgokazaHo
LIATOr€HETUYECKUMU U MOJIEKYJISIPHO-TEHETUYECKUMHU METOJJAMU HCCIIEI0BAHUSI.

bone3np xapakTepuszyercss HEIOCTATOYHBIM  KOJIMYECTBOM WM  MajbIM
IUaMETPOM BHYTPUIIEUEHOUYHBIX JKEIYHBIX MPOTOKOB, YTO 3aTPYJHSIET OTTOK KETUH
U CIOCOOCTBYET HAKOILJICHUIO €€ KOMIIOHEHTOB B KJETKax IeuyeHu. [loBwileHHOE
coJiepKaHUEe KOMIIOHEHTOB KEJIUd B IIa3Me€ KPOBH CIIOCOOCTBYET BO3HUKHOBEHHIO
MYYHUTEIBHOTO KOXKHOro 3yaa. HemocraroyHoe MOCTYIIEHHE KE€TYU B KHUILEUYHHUK
BBI3BIBAET HAPYILIECHUS MIPOLIECCOB MHUILEBapeHUs. MaibabcopOuus BEAET K 3aCPiKKE
Pa3BUTUSL U MEJICHHOMY POCTYy. Y TakuX OOJIbHBIX YacTO BO3HHMKAIOT MEPEIOMBI
KOCTel, MpoOJIeMbl CO 3PEHHEM, CBEPTHIBAEMOCTHIO KPOBH, MaMITHIO U OOYUCHHEM.
XapakTepHa 3a/iepXKa IMOJOBOTO CO3peBaHUs. SIBIEHHs XOJecTa3a pa3BUBAIOTCA B
nepBble 3 MecsIa )KU3HU U XapaKTePU3YIOTCSA JKEJITYXOM C 3€JICHOBAaThIM OTTEHKOM,
HApACTAaHUEM DPa3MEPOB IE€UECHU, HEMOCTOSTHHOW aXOJWEW CTyJia, TEMHBIM IIBETOM
moun. [ledueHp yBenmuuuBaeTcs OOJIbIIIE 3a CUET JIEBOW JIOJIU, KOTOPAsl TIPU MaIbIIalluN
riagkas, 0e30071€3HeHHAasA, ¢ 3aKPYTJICHHBIM KpaeM, KOHCHUCTEHIIUS €€ HOpMallbHas
unu  ymepeHnHo 1uiotHass. Iloxm koxeld mnpu  cuHApoME ANaXWIS MOTYT
00pa30BBIBATHCS KUPOBBIC CKOIUICHHS, Ha3blBaeMble KCAHTOMaMH (HA THUIBHOU
MIOBEPXHOCTH CYyCTAaBOB MAJbLEB, HA JIAJOHHON IOBEPXHOCTU KUCTEU PYK, HA 3aJHEU
MOBEPXHOCTH III€U, B MaXOBOW 00yacT, BOKPYr aHyca). OHM BBI3BaHbI aHOMAJIbHO
BBICOKMM YPOBHEM XOJIECTEPUHA B KPOBU U CBUIETEIBCTBYIOT O TSXKECTH IpoIEcca U
JUINTEJIbHOCTH ~ XOJiecTa3a.  BBIABIAIOTCS ~ XapakTepHble  (PEHOTUIMHYECKHE
OCOOEHHOCTH: BBICOKUM, BBICTYNAIOIIUNA JI00, TIyOOKO MOCAKEHHbIE Ijia3a, NpsIMOn
HOC, OTTOIBIPEHHBIE YIIIHBbIC PAKOBUHBI, BRICTYMAIOUIUNA MOAOOPOAOK.Y OOJBHBIX C
CUHJIPOMOM AJIaXUJsl BBISABISIOTCS W3MEHEHHSI CO CTOPOHBI MOYEK — THUIOIIa3us,
KUCTBI, JUCTOIHUS TOYEK, YABOGHHE MOYETOYHHKA, CTEHO3 TMOYECUHOW apTepHH,
MOYeKaMeHHast 00JIe3Hb.

Cnenmnduueckass Tepanus He pa3paborana. JledeHne HampaBieHO Ha
nojyiepkaHue  (PyHKIIUHA TOPaKEHHBIX OPraHOB W YMEHBIICHHE CHUMIITOMOB
3a0oneBanus. [IpUMEHSIOT: TEMaTONPOTEKTOPHBIC TMpenaparsl (s yIydlieHus
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GyHKIIUM T€YeHH); MpenapaThl ypCOAE30KCHXOIMEBON KUCIOTHI (A1 YMEHbIICHUS
KENTYXH U 3yna). [Ipu Tsokenom TedeHuu MPoBOJAT TPAHCIUIAHTALIMIO TICYEHH.

B GonpmmHCTBE ciiydaeB aTpe3usi 3HaUUTENbHAs, POTHO3 HEOJAaronpusTHBIN; B
TEYEHUE MEPBBIX JIET JKU3HU PAa3BUBACTCS LIUPPO3 M€YEHU — OOJIbHBIE MOTUOAIOT OT
NEYEHOYHOM HEIOCTaTOYHOCTH. TpaHCIUIaHTanusl IEYEHW MO3BOJIAET MPOMJIUTH
OONBHBIM KU3Hb, HO B CIly4ae COYETAHUA C TSDKEIbIM TIOPOKOM cepiia ee
IPOBEIEHUE HEBO3MOXKHO.
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Knuanueckoe Haooaenue Ne 12

HeBouka II., 15 mer, mocrynuia Ha JICYEHHWE B TaCTPOIHTEPOJIOTHUECKOE
OTIIEJIEHUE C Kajo0aMu Ha: yBEIMYEHHE B 00bEME KUBOTa, CYJIOpPOTH,
MIEPUOINYECKYIO PBOTY, BBINIAJCHUE BOJIOC, MOPAXKCHHUE HOT'Tel Ha pykax (puc.3.3.).

»

Puc.3.3. IlopaxkeHue HOrTel Ha pyKax.

N3 anamHe3a »u3HU 1 3a00JIeBaHUsI U3BECTHO, UTO JeBouka oT | 6epeMeHHOCTH,
KOTOpasi MpoTeKayia Ha (DOHE MPEdIKIIAMIICUM JIETKOM CTENEHU Ha paHHHUX CPOKax, OT
I ¢pusmomornueckux pooB B Cpoke recranuu 38 Hepelnb. Macca Tena npu pokJIeHUuu
3900r., poct 50 cMm. Jlo 3-x JieT pocna u pa3BUBajIach 0€3 0COOCHHOCTEH.

C 4-x ner”ero Bo3pacrta 3amnopsl. B 7 - neTHeM Bo3pacTe JeBOYKA IMEpPEHECa
4epenHo-mMo3roByro TpaBMy. [locne nmposenennoit KT rosoBaoro mMosra m ocMmorpa
HEHpOXUpypra TNaTOJIOTHH BBISIBJICHO HE Obuto. Yepe3 roa mocie CayduBIIETOCS
MOSIBWJICS. IPUCTYM CyJ0por. beuta o0cieqoBaHa B HEBPOJOTUUECKOM OTne/ieHnu. B
CBSI3U C TENaTOCIUICHOMETaJIMel, HaJuyueM CUHApOMa IUTOJM3a  Oblia
KOHCYJTBTUPOBAaHA  TaCTPOIHTEPOJIOTOM.  YCTAaHOBIEH  JUAarHo3:  (oKaiabHAs
smuiencus, remartociyieHomeranus. OT nanmpHedmiero oocinenoBanus 0Oadyiika
oTKazanack. HazHaueHHYI0 TPOTUBOCYAOPOKHYIO TEPANUI0 peOCHOK HE MOoJTyJal.

C 6 nernero Bo3pacta OaOymika oTMedalia  MOBTOPHBIE PBOTHI TIPH
yHOOTpeOJICHUN B THUILY MOJIOYHBIX MPOMYKTOB. OOpaTWiuCh 3a MEAUIIMHCKOMN
MOMOIIbI0 K yY4aCTKOBOMY Ieauatpy, Oblja BBISBIICHA TJUCTHAs WHBa3us. JleBouka
nojiyyajga B KauecTBE TEpanuu alb0eH1a301, OJHAKO, >Kajlo0bl Ha PBOTY IOCIHE
yHOTPEOIEHHUS MOJIOUHBIX TMPOAYKTOB COXPAHSIIUCH.

C 8 neTHero Bo3pacta OTMEUAIUCH MOBTOPHBIE CYAOpOru. J[eBouka HaxoauIach
Ha JICYEHUU B HEBPOJIOTMYECKOM OTIIEJIEHUHU C AuarHo3oM: MokaibHas SMUIIENCHS.
I'enatocnenomeranus. [lomyyana mpoTUBOCYIOPOXKHYIO Tepanuto: dhennuncud. Ha
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(dhoHE TTPOBOUMOM TepalU COCTOSIHUE JEBOUYKH HECKOJIBKO YIYUIITHUIOCH, STTU30IbI
CYJIOpOT CTaJIM PEXeE, OJJHAKO, MOSBUIIUCH PBOTHI HA (pOHE MpUMEeHEeHUs (PEeHIIUIICUHA,
YBEJIMUUBAINCH pa3Mepbl TMEYEHH U Celie3eHKH. balyilnka oTkazanach OT Ipuema
(beHnuICcuHa U JaJIbHENIEero 00ciieOBaHus.

Brnepsrie moctynuiia B ractpodHTeposiorudeckoe B 9,5 ner. C xanmobamu Ha
0JIeTHOCTh, PBOTY TOCIE YMHOTPEOJICHUS] MOJIOYHBIX  MPOAYKTOB, MPU OCMOTpE
OTMeuajach IenaToCIjICHOMETalusl.

Jlannvie oonoHumenbHulx Memoo08 UCCLe008aHUS.

- Kimenueckuii amamus kposu: Hb — 82 r/m; spurpommter — 3,1 102/,
tpombouuTel — 147 10%n, neiikomursr — 5,1 10%n, n/a — 1%; c/a — 63%; 1 —
31%; m— 5%; COD — 15 mm/4ac.

- Kimmanueckwit ananusz moun: pH — 6,0; 6emox — 0,039 r/n; ynenpHBIN Bec —
1,020; netikouuTsl — 25-30 B 1MoJie 3peHUS; SMUTENHIN MTepexoaHblid — 1-3 B mose
3pEHUS; COJIU — KPUCTAIBI MOUYEBOW KHUCJIOTHI; CIU3H, DPUTPOIIMTOB, caxapa
HET.

- buoxumuueckoe uccrnenosanue kposu: AJIT — 0,24 mmonw/d 1 (Hopma 0,06-
0,14), ACT — 0,32 mmonw/u 1 (Hopma 0,06-0,14), xonectepun — 4,4 (Hopma
3,15-6,29), menounas docdaraza 5800 E/I/n (nopma 1200-6300), Ounupyoun
obmmii - 15,4 MKoab/I.

- Dnekrponutel kpoBu: Ca — 1, 15 mmoaw/m(mopma 2,15-2,65), P — 3,4
MMmoutb/I(HopMa 0,81-1,45).

- PeBmarounnsiii ¢aktop, rantoriaobus, CPb, o-aHTUTpUniCMH, ME€b  KpPOBH,
CBIBOPOTOYHOE >K€JIe30, MMMYHOTpaMMa, YPOBEHb MapaTrOpMOHa, caxap KpOBH,
antutena kK JIHK wHartuBHble W JeHaTypupoBaHHbBIE OBUIM B IIpenaenax
BO3PACTHOW HOPMBI.

- OKIT': cunapom yanuaenHoro QT.

- Y3U opranoB OproirHOM MoyIoCTH: nedeHb 89x152 MM, CTpyKTypa OJTHOpOHAS,
HXOTE€HHOCTh TOBBIIIEHA, COCYAMCTasi CUCTEMa HE JePOPMUPOBAHA, KETUHHIC
IPOTOKU HE PACHIMPEHBI; KETYHBIA y3ypb 88x39MM, dopma oBanbHasi, CTEHKA
7MM, KOHKPEMEHTOB HET, XOJEA0X SMM.; MOJKETyJAouHas xenesa 22x16x23,
OJIHOPOJIHASL CTPYKTypa, OXOTEHHOCTh TIOBBINIEHA, KOHTYPbl HEYETKHUE;
cenesenka 112x50, cTpykTrypa OJHOpOJIHAs, OOBIYHAS IXOTC€HHOCTb, KOHTYPHI
YEeTKHE.

- XOATEepOBCKOE MOHUTOPUPOBAHUE: KU3HEYTOPOXKAEMBIX APUTMHI B TEUCHHUE
24 4acoB HE BBISIBJIICHO.

YCTaHOBJCH JUArHO3: KPUNMOSEHHbIU 2enamum, CcpeoHell  CcmeneHu
aKmueHocmu, OepuyUmHasi anemusi CpeoHell CmeneHu msdcecmu, SUNOKAIbYueMusl,
GoxanvHas snunencus, BMOPULHAS KAPOUOMUONAMUSL — CUHOPOM YOuHeHHo20 QOT.

Hasnaueno nedenue (remTpan, ypcoxon, Oeraprus,kpeon 10000,

GEHIMIICHH), ¢ pekomenoayuel NOS8MOPHO20 NOCMYNIEHUs. Olsl  OdIbHeUue20
00cne0o8anusl.
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[ToBTOpHO, uepe3 8§ MecsleB, eBOUYKa Oblja JOCTAaBIE€HA MAIIMHONW CKOPOH
IIOMOIIIM U3 LIEHTPAIbHON PaliOHHOW OOJIBHUIIBI B TSDKEJIOM COCTOSIHUU C jKajo0amMu
Ha KalleJb, OJBILIIKY, IOBBIILIEHUE TEMIIEPATYpPbI Tesla A0 (HeOpUIbHBIX LUPP.

3a 2 Hemenw 10 MOCTyIUIEHMs OalOylika 3aMeTwia y peOeHKa NIpUCTyI
BSJIOCTH M COHJIMBOCTH, KOTOPBII OHAa PACLICHWIIA KaK «MHTOKCUKALIUIO).

[Ipu nocrymienuncocrosinue Tspkenoe. Temmnepatypa Tena 37.0 °C, YA 26
B 1 mun,YCC 124 B 1 mun. KoxHbie MOKpOBbI OJieHbIE, TEPUOPOUTAILHBIC TEHU.
Kamens cyxoi. IlepkyTopHO Haj JErkMMu ONpPEAENSAIOCh YKOPOUEHHUE JIETOYHOTO
3BYKa B MEKJIONATOYHOM 00acTu crpaBa. AyCKyJIbTaTUBHO B 00JIACTH YKOPOUEHUS
KPENUTHPYIOIINE XPUIIbI, MO TMEepeAHEeW W 3aaHel MOBEPXHOCTH - OOWIIbHBIC
MEJIKOIy3bIpuaThie Xpullbl. TOHBI cepAlla TPOMKHE, PUTM NpaBWIbHBINA. JKHUBOT
MSATKUN, 0e300JIe3HEHHBIN MpU Malblalliid BO BCEX OTHENaxXx M Todkax. [leueHp
nanenupoBasiach A0 4-Xx cM HWKe Kpas peOepHort nyru. Cene3eHka He
NaJIbIIUPOBAIACE.

B rteuenne 10 pgHeil Ha QoHE MNPOBOAUMON Tepanmuu CaMOYYBCTBHE
nocteneHHo yiaydmanocs. K 10 1gHIO Kpenutupyromue Xpumnbl B JIETKMX HeE
BBICITYIIMBAJIMCh, OJJHAKO HaJ BCEW MOBEPXHOCTHIO I'PYAHOW KIIETKH IPOIOJIKAIN
BBICITYIIMBATHCSl BIIAYKHBIE MEJKOMY3bIPYaThIC XPHUIIBI.

beita mpoBeleHa  KOMIIBIOTEPHAass TOMOIpaMMa  JIETKMX:  IPU3HAKU
WHTEPCTULMAIBHBIX W3MEHEHUH B JIETKUX, XapaKTEPHbIC I MHTEPCTULHAIBHON
MTHEBMOHHUH MPaABOTO Jierkoro. ®udpo3upyromuii aabBEOIHT.

[locne mpoBeneHHON KOPPEKLHMH Tepanuu (HAa3HAYEHWHW NPEIHU30JI0HA —
0.88 wr\kr\cyr) Ha BTOpBIE CYTKM XpHUIBI HE BBICIYIIMBAINCH. [lOBTOpHOE
MOSIBJIEHUW XPHUIIOB OTMEYAJIOCh II0CIE OTMEHBI NapeHTEpPaJIbHO BBOJIMMOIO
MPEAHU30JI0HA. XPHUITBl UMETH HEMOCTOSHHYIO JOKAIU3aLHIO.

[Ipu crabunuzanuu COCTOSIHUS JI€BOYKa ObUIa BHUIKCAHA C BbIIICYKA3aHHBIM
JUArHO30M JOMOM C PEKOMEHJALMSIMU: JUETA ¢ UCKIIOUYEHUEM OCTPOTO, KUPHOTO,
’KapEeHOro, KOMMUYEHOT0, COJICHOT0; MEIMKaMEHTO3HOe JieueHue (nmpeanusoiona — 0.88
MI\KT\CyT, ypcoxoj, Kajbuud [l3, TMaHAHTHH), TOBTOPHAs KOHCYJbTAIUS Y
racTposHTeposiora yeped | wmecan [ Koppekuuu Tepanud. OpHako,Ha
KOHCYJIbTAIIMI0 JI€BOYKA HE SIBUJIACh, M3BECTHO, uTO Oalymika uvepe3 1 mecsll
CaMOCTOATEJIbHO OTMEHMJIA HA3HAYEHHYIO TEPAIUIO.

B 11 ner mnoBTopHO 00cCienOBaHa B raCTPO3HTEPOJIOTHUECKOM OTACIICHUHU.
CocTrosiHuEe NI€BOYKM OCTABAIOCH 0O€3 MOJOKUTEIbHOW IUHAMUKH, COXPAaHSIUCH
CYJIOpPOTH, LIUTOJIN3, OTMEYEHO OTCTABAHUE B MIOJIOBOM Pa3BUTHH.

Jlannvie 0onoiHumenbHblX Memooo8 UCCie008aHUA.

- Kiunnueckuii amamus kposu: Hb — 80 r/m; sputpoumter — 3,1 10/,
TpomGouuTel — 157 10%n, nelikomursr — 5,4 10%n, n/a — 1%; c/a — 63%; 1 —
31%; M — 5%; COD — 8 mm/uac.

- Kinunanueckwit ananusz moum: pH — 6,0; 6emox — 0,021 r/n; ynenbpHBINA Bec —
1,020; neitkouuThl — 5-7 B moJjie 3peHUS; SIUTEIUN MepexoHbld — 1-3 B moiie
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3pEHHUs, COJIM — KPHUCTAIBI MOYEBOW KHCJIOTHI; CIU3H, dPUTPOIMTOB, caxapa
HET.

- buoxumunueckoe uccinenoanue kposu: AJIT — 0,32 mmonw/g 1 (Hopma 0,06-
0,14), ACT — 0,24mmomnb/u 11 (HopMma 0,06-0,14), xonectepun — 4,4 (Hopma 3,15-
6,29), menounas gocdaraza 5800 E/I/n (mopma 1200-6300), OmnupyOuH oOImiz
- 15,6 MKoOJIB/mI.

- Caxposu: Ca— 1,2 mmoias/in (Hopma 2,25-2,65).

- OKI': cunapom ynnunenHoro QT.

- XonTepoBCKOE MOHUTOpHpoOBaHHWE: yanuHenwe uHtepBasnia QT . JlaHHble B
II0JIb3Y BBIPAKEHHOM CUMIIATUKOTOHWU. [lapoKCH3MallbHOW NEATENBHOCTH HE
BBISIBIICHO.

- mpoba MaHTy — 5 MM;

- anturena kK BUY — orpuniarensHo;

- JUOUAHBIA CHEKTP, AHTUHYKJIEAapHbIE AaHTUTENA, aHTUMUTOXOHApPUAIbHBIC
antutena, LE kneTku 3-X kpaTHO — B mpeziesiax BO3paCTHOM HOPMBI.

beuto HasHaueHo Jedenwe: mnpeanus3oigon — 0,63 wmr\kr\cyr, ypcoxou,
OeTaprus, Kanelui /3, mananrud. Jloma JiedeHue moirydaina HEpEeryIsipHoO.

[Ipn mnocryminenun B Bo3pacte 14 jer »xamo0 He mnpenbsBisia. Ilpu
KOHTPOJIBLHOM OOCJICIOBAaHMM TI0 MECTy JKHUTEJIbCTBA BBIABICHO CHHXCHUU
reMoryioouHa a0 84 r/i, NoBbIlIEHUE aKTUBHOCTH AJNAT 10 5,5 1MMoub/4 1 (HopMa
10 0,64), AcAT no 2,98 mmonw/u 1 (HopMma 10 0,45).

OOBEKTUBHO: COCTOSIHUE CpeIHEU TSKECTH, CaMOYYBCTBUE HE HapYIICHO,
AMOIMOHANILHO JabuibHa. Ko)XHBIE MOKPOBBI OJIEAHBIC, CyXHE€ C BBIPAXKEHHBIM
BEHO3HBIM PUCYHKOM Ha XKMBOTE U TPy, OOMIME MACCUBHBIX METEXHUM Pa3IMuHON
cTerneHu nBeTeHus. ['prubkoBoe MmopakeHUEe HOTTEBBIX IJIACTUH Ha pykax. KuBOT
yBEJIMYEH B pasMmepax. OTMmeyaercs yBEJIWUYCHHME TEYEHH J1I0 7 CM HHUXKE Kpas
pebepHoit nyru. CKIOHHOCTH K 3aIopam.

Jlanumnvie dononnumenbHulx Memooos Uccied08aHUs.

- Knmanueckuii anamms kposu: Hb — 100 r/m; spurpormter — 3,22 10'%/n,
tpomborutel — 147 10%n, nelikomurer — 5,1 10%m, n/s — 1%; c/a — 63%; n —
31%; M — 5%; COD — 5 mM/ugac.

-  Knunnueckuit ananusz mouu: pH — 6,0; 6enox — 0,039 1/;; ynenbHbIN Bec —
1,020; metikonuTtsl — 25-30 B TI0JI€ 3pEHMS; STUTEINHN EPEXOaHBINA — 1-3 B TIOJIE
3pEHUS; COJM — KPHUCTAJUTBl MOYEBOW KHCIIOTBI, CJIM3U, DPUTPOIIUTOB, caxapa
HET.

- Bak moces moun: 6akrepuypus 5x10°, E.coli.

- Ananus mouu 1o Heuunopenko: gedkoruTsl - 9250 , sputpouutsl - 750.

- Ananu3 MouM 1o 3UMHULIKOMY: yAenbHbIH Bec 1,003-1,015.

- Komporpama: HEMHOro MBIIICYHBIC BOJOKHA HEIEpEeBapHMbIe, HEHTPAIBHOIO
KUpa, BHYTPUKIIETOYHOTO Kpaxmalia, BHEKJICTOYHOTO Kpaxmalia.
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buoxumuueckoe uccnenoBanue kposu: AJIT — 0,8 mmonw/a 1 (Hopma 0,06-
0,14), ACT — 0,44mmonb/4a 11 (Hopma 0,06-0,14), xonectepun — 4,3 (Hopma 3,15-
6,29), menounas gocdaraza 5800 E/I/n (Hopma 1200-6300), 6mmnpyOun oOImmii
- 15,8 MKoiB/m.

[Iporennorpamma:oOuuit 6enok — 83,4; anbOymunbsl — 50%; ri100yIUHBI O -
2,5%; 02 - 12,5%; B - 7,5%; v - 27,5%; A/T" - 1,0.

CuaioBble KUCJIOTHI - OTHIIATEIbHO; rantorioouH —1,1;CPb — orpuiarensHo.
Koarymorpamma: Bpems pekanbitndukarun — 2" 06”; ToIepaHTHOCTh MJIa3MbI K
renapuny — 6'15"; Tpomborect — 4ct; pudpunoren — 200; TPOTPOMOUHOBBIIA
unjekc — 80%; AUTB —30; DTanoHKeIaTUHOBBIA TECT — OTPUIIATEIbHBIN.
Perpakius kpoBsiHOTO crycTKa 46,15% (44-66%).

AHanu3 KpoBU Ha caxap C Harpy3Koi:o Harpy3ku — 3,9mmmons/m;uepes 30
MUH-5,6;49epe3 60 muH —5,6; gepe3 90 mun — 5,4;9epe3 120 mun — 5,2.
DNEeKTpOoauThl KpoBuU: Kamii — 4,41; natpuii — 143; HOHM3UPOBAHHBIN KAJIbIIUI
—1,18; pH — 8,17; xnmop — 102,3; maruwuii (0,7- 1,0 MM/n) — 0,75 MM/n.

YpoBens naparropmona - < 1 npu Hopme 8,7 - 79,6 nr/mi.

epynomnazmu — 322,0 (Hopma 180-450mr/m).

V3]l opranoB OptomHoinonoctu: Iledens — yBenuuenue npaBoit poiaun KBP —
131mMMm (HOpMa — 10 125 MM), Tonmmuaa — 94MmM (Hopma — 10 100 mMm); JeBast
JI0JIS1 HECKOJIbKO YMEHBIIICHA, BbicOTa — 38MM (HOpMa — 710 50 MM), TONIMHA —
55 mm (Hopma — mo 80 MM), Kpall 3aKpyrJeH, JXOT€HHOCTh IMOBBIIICHA,
KOHTPAaCTUPOBAHUE CTEHOK JKEIYHBIX IPOTOKOB, BoporHas Bena — 11 mm,
pacIuMpeHa, NEeYEHOUYHbIE BEHbl 8 MM, HE pacimiupeHbl. JKelmdHbId Iy3bIph —
53x23mmM, 3arub melku, CTeHKa yTOJIIEHa 0 3,5 MM, X0JIeIOX HE pacCIIUpEH,
kamHell HeT. [lomkenynounas xene3a — BU3YaIU3UPYETCsl YACTUYHO (BBIPAKEH
MeTeopu3M), TojoBka — 19 mm, Teno — 13 MM, pa3mepsl B HOpME, KOHTYpbI
YeTKHEe, CTPYKTypa M IXOTeHHOCTh He HM3MeHeHbl. Cene3eHka — 125x51 mw,
yBenuueHa, onHopoaHas. Cene3eHouHass BeHa 8MmM, pacmupeHa. llouku —
pacnionoxkensl TUNYHO. [IpaBas 103x59mmMm, neBas 110 x 50mMm nmapenxuma —
19vmmM, omnopoanas, YJIC ne pacmupena. ConeBoit quare3. MoueBoil my3bIphb -
HOpMa. ACLUT HE ONPEAEIACTCS.

3akOUYeHUE: YBEJIWYCHHE JIMHEHHBIX pPa3MEpOB TNI€YEHW U CEJIE3CHKH,
MOBBIIIEHHAS YXOT€HHOCTh NIEYEHHU.

V3]l opranoB masioro Taza: wmatka B anteflexio 19 x 7 mMm, ymeHblleHa,
SHJIOMETPUN HE Jouupyetrcsa. AnyHuKuU: npaBbiil 17x9 mMm, neBbid 15 x 8 M,
YMEHBUIEHBI, 0€3 Mpu3HaKoB (osuMKyjIoreHeza. Y3/ kapTuHa COOTBETCTBYET
6-7 meTHeMy BO3pacTy.

OKI': HCC 83 B 1 MmuHyTy, puT™M cHHYCOBBIM. CuHApPOM yanuHeHHOTo QT.
JnOxoKI' cepaua: nmponanc MATPaIbHOIO KianaHa.

Homnmneporpadus opraHoB OPIOIIHOW TMOJIOCTH: TeNATOJMECHATBHBIN CHHAPOM.
Hubdy3aple u3MeHeHUs TapeHXWMbl TiedeHW. [Ipu3HAKOB TOPTaILHOM
TUIIEPTEH3UU HE BBISBICHO.
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- OxosHuedonorpamma: M 3xo0 D = M sxo S = 64. Illupuna M sxo 5,0.
Cwmenienus He BoIsiBIEHO. HopMmoTeH3us.

- O0I': mpu3HaKy HUKHECTBOJIOBOM AUCHYHKIMU. JJ€CHHXPOHHBIN THII, TUIOCKHMA
BAapUaHT.

- Dxopomneporpadust cocynoB I'M: pernonapHasi aHrTHOJIUCTOHUSI B KAPOTUTHOM
OacceilHe ¢ Ba30CIaCTUYECKUMU PEaKIIUSIMH.

- Penrtrenorpadusi opraHoB rpyaHON KJIETKA: Ha OO30pHONM PEHTIEHOIpPaMMe
OpraHoOB IPYJHOM MOJOCTH B MPSMON MPOEKUNHU JETOYHbIE MOJISI YKOPOUYEHBI 32
CYET HEMOJHOIO BJOXA, YAOBJIETBOPUTENBHOM NPO3PAYHOCTHU. JIerodHsbIH
PUCYHOK HEUYETOK, CTYIIEH B HIKHUX oTnenax. KOpHU Jerkux He pacuIupeHbl,
cTpyktypHbl. CuHychl cBOOOmHBI. Kymomer nuadparmMbl HMEIOT pPOBHBIC
KOHTYpHI. Ceplie MUTpalIbHOM KOH(UTYpaIuy, B pa3Mepax HE YBEITUYCHO.

- Y3/ muTOBUAHOM KeJe3bl: paCcloJIOKEHA TUIIUYHO, TTpaBast 10 40x12x11 MM,
neBas gons 37x9x11 mm, nepenreek 2 My, V=4,6cm®, He yBelIuueHa, CTPYKTypa
OJIHOPOJIHAsI, DXOI€HHOCTh HE N3MEHEHA.

- XO0JITEpOBCKOE MOHUTOPUPOBAHUE B TE€UEHUE 24 4acOB: YJJIMHECHHE MHTEpBaJa
QT . /lanHble B MOJIb3y BBIPAKEHHOM CHUMIATUKOTOHHMH. [lapokcuamaiibHOM
NEATEIIBHOCTH HE BBISIBJICHO.

- B cockobe u3 mopakeHHBIX HOTTEBBIX IJIACTUH OOHAPYKEHBI HUTU TPUOOB
(Microsporumcanis).

- OcmoTtp sHIoKpuHOJOTa: MUu(dy3HbI 300 | cTenenu, oTcTaBaHUE B MOJIOBOM
pa3BUTHH.

- OcMOTp MyJIBMOHOJIOTa: HHTEPCTULUATBHOE MOPAKEHHUE JIETOYHOM MAPEHXUMBI.

- OcMOTp HEBPOJIOTA: MATOJIOTUH HE BBISIBICHO.

- OcMOTp I€TCKOTO TMHEKOJIOra: 3a/Iep KKa MOJIOBOIO Pa3BUTHS.

- OCMOTp TEHETHKA: YUYHUThIBasi HAJMYME ayTOMMMYHHOTO TemaTuTa, Mu(]y3HbII
300 | creneHn M TUMOKAIBIIUEMUIO, 33JIEPKKY TEMIIOB IOJOBOTO Pa3BUTHS, a
TaK XK€ OHMXOMHKO3 KHUCTE€Hd KIMHUYECKH YCTAHOBJIEH JHAarHo3: CHUHIPOM
MEDAC- ayTouMMyHHBIH MTOJTUIHIOKPUHHBIN CUHIIPOM.

OxonuatenbHbld  AuarHo3:  cuwopom  MEDAC -  aymoummynmsiii
NOJUIHOOKPUHHBINL ~ CUHOPOM.AYMOUMMYHHbILL ~ 2enamum  cpedHell  CmeneHu
AKmMueHOCmu,  Hapyulenue QYHKYUU NeyeHu, 2emMoppasudeckuti  CUHOPOM.
T'unoxanoyuemus. Cunopom yonunennoeo QT. 3adepocka memnog nonoo2o
pazeumus, nepeuunas amenopes. lunonapamupeos. Onuxomuxos Kucmell.
Jugysuviit 306 1 cmenenu.3adepicka memnog noi08020 pazeumusi, NepeUYHdsl
ameHopest.

Jleuenue: nuera cron Ne 5, mpemuusonon— 40 wmr/cyr. (0,88 wmr/kr/cyr),
acrapkam, Kainbluit /{3, ypcoxoJi, 6eTaprus, aiMeTHH.

[Ipu mnocrymiienun depe3 2 Mecslla J€BOYKAa >KAIOO0 HE MpeIbsBIsa.
OOBEKTUBHO: COCTOSTHUE MO 3a00yieBaHHIO cpeaHel TsokecT. [lomoxurenpHas
JUHAMUKA:  CaMOYyBCTBUE€  HE  HaApYIIEHO, OSMOIMOHAIBHO  JaOWIIbHA.
Kymunrounnoe tenocnoxenue (Ha (oHe mnpuemMa TIIFOKOKOPTUKOCTEPUOIOB).
KoxHble MOKpOBBI OJieHBIE, CyXHW€ BEHO3HBIH PHUCYHOK BBIPAKEH B MEHBLICH
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CTETEHH, TIETEXUH HE OMPENeIaIoTCs. [ pubKoBOe mopakeHNue HOTTEBBIX IUIACTHH Ha
pykax coxpansiercsa. KHBOT yBelnyeH B pazMepax. I[ledeHb cokparuiach 10 5 cM
HUKE Kpasi peOepHoit yru. CKIOHHOCTD K 3alI0paM.

Jlanmnvie dononumenbHulx Memooos Uccied08aHUs.

- KIMHUYEeCKWH ananm3 kposu: Hb — 108 r/m; spurpormtser — 3,89 10/,
TpomGouuTel — 176 10%n, nefikorursr — 5,1 10%n, n/a — 1%; c/a — 63%; 1 —
31%; M — 5%; COD — 5 mMm/4ac.

- KJIMHAYeCKHWi aHamm3 mouu: pH — 6,0; 6eJ0K — OTHIaTeNbHBIN; T/1T; yASTbHBIN
Bec — 1,020; neiikonutsl — 2-3 B moJie 3peHMs; SMUTENHNM nepexoanbiii — 1-3 B
MOJIE 3PEHUS; COJM — KPHUCTAUTBI MOYEBOW KHCIIOTBI, CIIM3H, SPUTPOIIUTOB,
caxapa Her.

- buoxumunueckoe uccnenoanune kposu: AJIT — 0,19 mmons/a 1 (Hopma 0,06-
0,14), ACT — 0,12mmonb/4a 11 (Hopma 0,06-0,14), xonectepun —5,4 (HopMma 3,15-
6,29), menounas ocdaraza 2400 EJI/a1 (Hopma 1200-6300), 6umupyOuH oOImit
- 12,8 mxomb/m.

[Iporennorpamma:obuuit 6emnok — 81,1; anbOymunbl — 50%; TI0O0YIUHBI 04 -
2,5%; 02 - 12,5%; B -7,5%; v - 27,5%; A/T" - 1,0.

CuanoBble KUCIOTHI - OTUIaTENbHO; Tantoriiooud —1,1;CPb — orpunarensHo.
AHanu3 KpoBHM Ha caxap ¢ Harpyskoil:n0 Harpy3ku — 3,9 mumMons/m;uepes 30
MuH-3,6;9epe3 60 muH —5,6; uepe3 90 muH — 5,4;9epe3 120 mun — 5,2.

Jleuenue: guera ctoa Ne 5, mpemnusonon— 50 wmr/cyr. (1,04 mr/xr/cyr),
acrapkam, kanbuuit /{3, ypcoxod, aqmetuH. [{ucnancepHoe HaO0ICHUE.

Jlumepamypnas cnpaexka no KiuHuveckomy Haodooenuio Nel2

AYTOMMMYHHBIA NOJUTAAHAYJIApHbIA cuHApoM 1-ro tuna (AIIC-1, kanaumo-
noJMAHIOKpUHHBIN  cuHapom, MEDAC — Multiple Endocrine Deficiency
Autoimmune Candidiasis) — peakoe MOHOTEHHOE 3a00JICBaHHE C ayTOCOMHO-
peleccUBHBIM TUIIOM HacienoBaHus. l[IpuumHoit pasButug AIIC-1  saBisercs
MyTalus rena ayroummyHHoro perynstopa (AIRE), pacnonoxkeHHOro Ha JJIMHHOM
wiede 21 xpomocomsl (21q22.3), nposiBistomascs UMMYHOAS(PUITUTOM C pa3BUTHEM
ayTOUMMYHHOW arpecCuu TMPOTHUB TKAaHU HHJOKPUHHBIX Kejle3 U HapylIeHUEeM
KJIETOYHOM uMMyHHOUW peakuuu npotuB Candida albicans BMJIOTH 10 TMOJMHOU
anepruu. AIIC-1 eauMHCTBEHHOE ayTOMMMYHHOE 3a00JI€eBaHHE€ C MOHOTECHHBIM
XapakTepOM HaCIIEIOBAaHMS.

TpaaMuMOHHO AayTOMMMYHHBIA TMOJUIJIAHAYJISAPHBIA CUHAPOM l-rO THDA
XapaKTEepU3yeTCsl COYETAHUEM THUIIONapaTUPE03a, XPOHUUECKOTO KOKHO-CIU3UCTOTO
KaHIUJ03a W TEPBUYHOM HAANOYECYHUKOBOW HEAOCTATOYHOCTH. Bo BceM mwupe
MPUHATO CYUTATh KIMHUYECKUM KPUTEPUEM YCTAHOBIICHMS JIMArHO3a JaHHOTO
CUHJI[pOMa COYETAaHUE JIBYX M3 TPEX BBIICYNOMSHYTHIX KIMHHUYECKUX CHUMITOMOB.
Opnako KIWHWYECKas KapTWHA 3a00JieBaHMS 3HAYUTENIBHO pa3HooOpasHee U
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BKJIIOYAET B ce0s1 ayTOUMMYHHOE MOPAKEHUE Psiia SHTOKPUHHBIX U HEIHJOKPUHHBIX
opranoB.Knaccuueckoii Tpuazae 3a0o0sieBaHHS MOTYT COIYTCTBOBaTh IE€PBUYHBIN
TUIIOTOHAIN3M, (KIMHUYECKM OH TMPOSBISICTCS TEPBHYHOM WM BTOPHYHOM
amMeHopeeil), MEepBUYHBIM TUNOTHPEOo3 Ha (POHE ayTOMMMYHHOIO THUPOUIUTA,
caxapubii auaber 1 tuma. Cpenu HEIHAOKpUHHBIX 3a0oneBanuii mpu AIIC-1
BBIABISIIOTCSL  @IONELUs,  BUTWINATO,  IIEPHULMO3HAsI  aHEMus,  CHHIPOM
ManbaOCcopOIMM,  ayTOMMMYHHBIM  TemaTtuT, aHoMmaius  3yOHOH  sMaiu,
AKTOJIepMalIbHAsA AUCIUIA3US, U30IUPOBaHHbIN neduuut Ig A, OpoHxuanbHas actMma,
TJIOMEPYJIOHEPPHUT.

[lepBbIM NPHU3HAKOM AYTOMMMYHHOT'O IOJIMTJIAHIYJSIPHOTO CHUHApoMa 1-To
TUIAa Yalle BCEro SABIIAETCS KaHIUI03, KOTOPBIA NpOSBIAET ce0d HAa MEPBOM IOy
KU3HU. KOKHO-CIM3HUCTBIM KaHIWI03 HOCHUT XPOHUYECKUM W PEUUIMBUPYIOIIMI
xapakrep. [Ipum 3TOM OTMEHaeTcs NOPAKEHUE CIM3UCTBIX POTOBOM IOJIOCTH,
TEHUTAIINNA, KOXKH, HOITEH, PEKE B IPOLECC BOBJICKACTCS KEIYJOYHO-KHUILIECUHBINI
TPaKT, IbIXATEJIbHBIE U MOYEBBIBOJSAIIMUE ITyTH. [[pyrue cMMOTOMBI MOTYT Pa3BUTHCS
yepe3 MHoro jer. Ha ¢oHe kaHmmpo3a B NEpBYIO JAeKaay >KU3HM peOeHKa
IUArHOCTUPYIOT Trumnomnapatupeos. KiMHMYecKue NpOosBICHHS THIIONApaTHpeo3a
pa3HOOOpa3Hbl: NApeCTe3MH W MBIIEYHbIE CYAOPOTH, CXOJHBIE C JIHJICHCHUEH.
[lepBUYHBII TMIOKOPTULIM3M JUIMTEIBHOE BpPEMs MPOTEKAET B JIATEHTHOM (opme U
MaHU(peCTUpYET y OONBIIMHCTBA MAIUEHTOB B TEYEHNUE BTOPOIO JIECATUIIETUS KU3HU
OCTPOM HAJIMOYECYHUKOBOW HEAOCTATOYHOCTb.

JleueOHast mporpaMMa BKJIIOYAET 3aMECTHTENIbHYIO TE€PANi0 TOPMOHAIbHBIMU
IpernapataMm, a TaK )K€ JICUCHHE KaHAUA03a KOXKHBIX ITOKPOBOB M CIM3HUCTHIX.
IIporuo3 3aBUCUT OT NMPUCOECINHEHUS TAKUX OCIOKHEHUN KAKMMH SIBISETCS CETICHC,
a TaK K€ HeOoIlJJaCTUUECKHE 3a00JIEBaHNU.
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Kiananyeckoe Haooaenne Nel3

Pebenok b., 11 MecstieB, MOCTymuI ¢ )Kajlo0aMu MaTepH Ha: OJIBIIIKY, IITYMHOE,
MEPUOANYECKH  CTOHYIIEE JIbIXaHWe, MPOAYKTUBHBIA Kalllelib, IOBBIIICHUE
temmeparypbl tena 1o 38.2°C, BsIOCTh, €1abOCTh, OTKa3 OT €/bl, OJHOKPATHYIO
PBOTY.

U3 anamnesa swcusnu u 3ab6o0ne6anusi N3BECTHO,YTO peOEHOK OT | HOpManbHO
nporekaBuen oepemeHHocTH. Poabl B cpoke rectanuu 40 Henenb co CTUMYISIIUEH
ponoBoit nesitenbHOCTH. Macca Tena npu poxaenun 3850 r. PeGenok poauncs ¢
kedasoremaToMO Ha TMpaBOMl TEMEHHOM KOCTH, KOTOpas CaMOCTOATEIbHO
paccocanack Ha 4-e¢ cyTku. J[o 5 MecsueB HaXOAWICAd Ha TPYAHOM BCKapMJIMBAHUMU.
Poc u pa3BuBazncs ¢ 3aepKKOW: TOJIOBY Hayal JepxkaTb ¢ 4 MeCSUEB, CUIAETh C 8
MecsleB. BsuiocTe oTMewanach ¢ 3 MecCSEB, AMU30/lbl HAPYUIEHUS TJIOTaHUS C S5
Me€C., B 7 MECSIEB MOSBWIOCH LIYMHOE XPHUILIOE JbIXaHUE, B 9 Mec. - pBOTHI, HE
CBSI3aHHBIE C MPUEMOM MHUIIM. 3a MocjeaHue 2 mecsna norepsia B macce a0 800
rpamM. B Teduenue 11 mecsueB 3pa3a octpbie OpoHXUTHL.B 8 MecsiieB Haxoauics Ha
CTAallMOHAPHOM JICYEHHH IO TMOBOJY OCTPOro OpOHXWUTA, THApOLEe(PaTBHO-
TUIIEPTEH3UOHHOTO  CHUHApoMa. Ha 3-e CyTku mocliie BBIIUCKH W3 CTalroHapa
COCTOSIHE MallbUuKa yXYIIIWIOCH, JIMXOpaausl Ha (HeOpriIbHBIX IMdpax, Hapocia
OJIBIIIIKA, OTKA3bIBAJICS OT €/Ibl, MOSIBUIIACH PBOTA, B CBSI3U C U€M IOCIUTAIM3UPOBAH B
MHOTONPO(UIBHBIN CTalMOHAP 00JACTHOM JETCKOU OOBHUIIBI.

[Ipy mocTtymiaeHuH B CTAallMOHAp  COCTOSIHME — TSDKEIOE 32 CYET
KapIHOPECIIUPATOPHON  HENOCTATOYHOCTH, HEBPOJOTMYECKOW  CHUMIOTOMATHUKH,
MeTaboIMYeCKUX HapylieHui. B co3HaHuu, Bsul, OSCIOKOWHBIN,TUTIEPTOHYC MBIIIIIT
KOHEUYHOCTEH, 3amax areToHa n3o pra. Koxkabie MOKpoBkI OJeAHbIC, Kalllelb U3PEIKa,
OJIBIIIIKA CMEIIAHHOTO XapakTepa. BrisiBIeHbl (QeHoTunuuecknue OCoOEHHOCTH:
roJjioBa ruzpoiedanbHoi POpMbI, BBICOKUI 7100, YIUIOMICHHBIN 3aTHIJIOK, HACEYKU Ha
JIEBOM yX€, MPaMOPHOCTh KOKH, M30JIaKTHJIUS TNalblEB CTON. AYCKYyJIbTaTUBHO B
JIETKUX YKECTKOE JbIXaHUEe, OOMIME CYXHX U MEJIKOMY3bIPUaThIX BJIAXKHBIX XPUIIOB C
o0eux cTopoH.TOHBI cepAlla pPUTMHUYHBIC, MNPUTITYHIEHBI, Taxukapaus 10 1108
MUHYTY, ApTepuanbHoe naBiaeHue 95/50mMm.pt.cT.)KuBOT He B31yT, MArkuil. [leuenn
Ha 2 cM HIKe Kpast pedepHoil nyru. Cesne3eHka He najgpnupyerca. Juarnos: ocmpuiii
oocmpykmusHwii opouxum. I'uopoyegpanvro-eunepmeH3UOHHbIUL CUHOPOM.

[Tomywyan nedenue: cmech «DpuCO», OBOIIHOW CYI, AHTHOAKTEPHAIHHYIO
Tepanuio (HeGunuM,aMHKaIiH, BaHKOMHMIIMH), KOPOTKHH KypC MapeHTepaTbHbBIX
TIIFOKOKOPTHUKOCTEPOUIOB,  [B-aipeHOMUMETHKHA (BEHTOJWH), MPOTUBOBUPYCHBIC
npenaparsl (TpOnpUHO3WH, Ha30(hepoH), KammisipocTadun3upyomwme cpeacraa (L-
JM3UH), UMMYHOMOYJIHPYIOIIHE cpeacTBa (OMOBEH-MOHO), HHTAJSIIAN, 3yOHOTHKH
(«Preema»). Ha ¢one npoBoauMoro jedcHus oOIIee COCTOSHHE YIyUIIHIOCh.
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JIpIxaHue MpOBOAMIIOCH BO BCE OTAECIBI JIETKUX, XPUITBI HE BBICTYIUBAIACH. CIyCTs
4 mHS OTMEYaroCh HapacTaHWE HEBPOJOTHYECKOW CUMITOMATHUKH, METAOOTHMUECKUX
HapymieHuid  (OTCYTCTBHE  MPOAYKTHBHOTO  KOHTaKTa C  OKPYXKAIOUINMH,
MaJIOAMOJIITUOHATIBHOCTh, aJUHAMISI, MBIIICYHAS NUCTOHHUS TIO THUIEPTOHUYECKOMY
TUITy, pa3TuOaTeNbHBIN THIIEPTOHYC, YBEIMUECHUE Pa3MEpOB TICUCHU JI0 7 CM HIDKE
Kpast peOepHOil 1yTH).

B nunamuke HaOMIOAEHUS TPOBOAUTHCA AUQPGEpPeHINATBHBIA JIHArHO3 C
6oie3nnto Ilomme (o—rmroko3umaza 0,57 HMOIB/94/MIT - aKTUBHOCTD MCCICAOBAHHOIO
dbepmenTa cooTBeTCTBYET 3HaueHHsM HOpMBI (0,3-1,2), 6onesnpto Humana — Iluka
(xucimas chuaromuenuuaza — 1348 nvons npu Hopme 200 — 3500 moitb), 60JI€3Hb
lNome (B — rmoko3mmaza — 1862,5 mMons mpu HOpMe N 200 — 2000 mMoub),
6one3npro Pabpu (B — ramakroszumgaza — 3,12 amons npu Hopme 0,5-3,2 HMoOIB).B
KaueCcTBe KOHKYPUPYIOIIMX JIHArHO30B paccMaTpuBaiuch Oone3nb KonoBasoBa-
Bunscona (meap kpoBu — 16,8 MkMow/i1 (N 8 —19 mxmonb/in), niepynomniasmMus — 329
mr/n (N 180 —450 wmr/m), 6one3ns bpyToHa (maHHbIE UMMYHOTpaMMBbI TTO3BOJISIIOT
UCKIIIOUUTh 00JIe3Hb bpyTOHa), MyKOBHUCIHI03 (MHJIOKApIIMHOBAs Mpoda 24,7 MIKB
(N nmo 40 MdKB.), HACJIEICTBEHHbIC HAPYIIIEHUS OOMEHa.

JlanHvie OononHumenbHbIX UCCIe008AHULL:

- Kinunnueckuii ananns kposu: sputpouutsl 2,31 (4,0-5,0 10'%/11), remorno6un
95r/n1 (130-170r/1), TpomGoumTel 184-10%n (180-320-10%n) nelikomuts 10,4
x 10° /n, rpanynouutsr 55,7%, mamountsl 34,3%, monouuts! 11%, COD 10
MM/4, TOKCHYECKasi 36pPHUCTOCTh HEUTPOPHUIOB.

- Mopdomorusi SpUTPOIUTOB:  SPUTPOIUTHEI HOPMOXPOMHEIE, AHW30IUTO3
BBEIPQKEH B CTOPOHY MHKPOIIMUTOB, MAKpPOIIUTBI — MHOTO, MHUKPOITUTHI —
HEMHOTO.

- Caxap kpoBu — npu noctymienuu 9,1 mmons/n, B nunamuke —2,83 — 3,75 —
5,3MMOJIB/II.

- Caxap KpoBHU C Harpy3kom: caxap KpoBU Haromak — 4,8 mmoub/i, gepe3 30
MHH. TIOCJI€ eabl — 6,2 MMOJIB/1, Yepe3 60 MuH. mocie easl — 6,5 MMOJIb/II,
yepe3 3 yaca nocne eabl — 3,4 MMOJIb/II.

- Ilporennorpamma: oOmumii Oemox — 57,4 1/n, ansOymuner — 74,0%,
rno0ymuusr: a-1 - 4,3% ,a-2—-8,7% ,b—-8,7% ,vy—4,3%, AT —2,85.

- Yposenb ACT — 39,8 En/in (N 0-31), AJIT —38,7 En/a (N 0-29).

- CMBIB W3 3¢Ba W HOCAa Ha BHUPYC: AaHTHTCHOB BHPYCOB TpHUINNA U
peCIUpPaTOPHBIX BUPYCOB HE HAWEHO.

- TILP repnec VI tuna, BOb, LIMB — oTpuw.

- HNmmynorpamma: T — mumdomuter (CD 3) — 75 % (N 58 — 67 %),B -
mamporuter (CD 22) — 19 % (N 12 — 23 %), T — aumdoruter (CD 4) — 44%
(N 38 — 50%), T — mumdonuts! (CD 8) — 30% (N 18 — 25%), HK — k. (CD
18) — 15 (N 8 — 17%) , T — numdoruter aktuB. (CD 25) — 31 (N 32 — 41%),
IgA-0481/n (N0,37+-0,18), [gM—-0,72r/n (N 0,54+-0,23), IgG -
571 t/n (N 6,61 + - 2,96),paromuro3 ¢ marekcom, ®H — 50 % (N 45 —
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65%), JIKb — 1,03 ex. (N 1,23 +- 0,015), [IUK 3,5% ITIEI" — 8,4 (N 10 + -
2), PO — otpuir., ACJIO — oTpuil.

- MoueBas kuciaota KpoBu — 75,7MkMoin/1 (N 149 — 458).

- Hbs-Ag — otpunarensubiii (0,046<K=0,10), cymmapusie AT rematura C
(0,072<K=0,28) — oTpuniateibHbIC.

- Pentrenorpamma OI'K: Ha pentrenorpamme OI'Tl B mpsiMoil mpoekuuu
JIETOYHBIE TI0JIS TIOBBIIIEHBI B MTPO3PAYHOCTH, yAJTUHEHBI. JIeroUHON pUCYHOK
nmo mnepudepun obemHeH. KopHU: mpaBoro JErKOro — paclIupeH,
MaJIOCTPYKTYpPEH; JIEBOTO — 3a TEHBIO cpenocTteHrs. CHHYChI CBOOOJIHEL.
Ceparie — B mipeiesiax HOPMBI. 3aKIIFOUCHHE: OOCTPYKTUBHBIA OPOHXUT.

- VY31 OBII ¢ pommieporpadueii: yBeandeHUE JIMHECHHBIX pa3MepoB IIPaBOi
nonu tiedeHu + 4,3 oM, nudy3HOE MOBBIINIEHUE AXOTCHHOCTU MAPEHXHMBI
nedeHu, Au¢@y3HbIE W3MEHEHUS TMapEeHXUMBI cele3eHKH. KpoBOTOK B
cocylJax II€YEeHH B TMpeenax HOpPMAaTUBHBIX 3HaueHuil. [IpuszHakoB
MOPTAIILHOU TMIIEPTEH3UU HET.

- OKI': cunycoBas Taxukapaus. BoJbTaxx CHUKEH.

- J12xoKI': dyHkuuoHupyroimee oBajbHOE OKHO auamerpoMm 2,0 MM, cOpoc
JeBo — npaBblil. Kimamannslii anmapat 6e€3 0COOEHHOCTEH.

- Y3U, pomnmep cocy0B MUTOBUTHOM Kelle3bl: 00bEM IIUTOBUIHOM HKeJIe3bl
COOTBETCTBYET BO3PACTHON HOPME. DXOCTPYKTYpa HE U3MEHEHA.

- Heiipoconorpadus: poaHuuok 3akpbiT. HapyxHas BbIpakeHHas JIUKBOPHAs
runepreH3us. Mexnosnymapsas menb — 10,8 mm.

- O0I': rpyOble HapymeHus mnarrepHa 201, IlpusHaku BBIpaKEHHOTO
CHUIKECHUSI YPOBHSI OHMODJIEKTPUUECKON AKTUBHOCTU B JIOOHBIX M TIPaBBIX
BUCOYHBIX  OTBeACHUAX. JlOMHHUpYET  BBICOKOAMIUIMTYJIHAs  Tymas
MEJIJIECHHOBOJTHOBAsE pUTMHUKA C aKIIEHTOM B OTBEJCHUSX JIEBOU TeMucepsl.

BoipaxkenHass ~ meamoOasanbHas — JUCHYHKIIHSL. I[Ipuy  mpoBeneHUH
(GYHKIIMOHATBHBIX TTPOO — BBIPAXKEHHBIN (POTOKOHBYJILCUBHBIN OTBET (OBICTPO
HCTOIIACTCS).

- SMPT ronoBHOro Mo3ra: Ha CEpMA TOMOTPAMM B BEIIECTBE TOJIOBHOI'O MO3ra
00BEMHBIX 00pa30BaHHMI U OYArOBBIX TMOPAXKEHUN HE BBIABICHO. BOKOBBIC
KEIYJOYKH YMEPEHHO CHMMETPUYHO paciiupeHbl. JKemyIo4KoBas cucTeMa
YMEpPEHHO pacliMpeHa. BHYTpeHHUH JIMKBOPOTOK COXpaHeH. Mo3osmcroe
Teno ymepeHHo auddy3Ho uctoHyeHo. OnpenensroTcss TUnoTpopuyecKre
M3MEHEHUSI KOPKOBBIX OTAEIOB 00eux remucdep, Hanbosee BbIpaKEHHBIE B
30HE€ JIOOHBIX M BHUCOYHBIX foJie. KoHBekcuTanibHOE CyOapaxHOUIATLHOE
IPOCTPAHCTBO, MEXIOJyIIapHas Iejb B 30HE JOOHBIX Jojied u o0e
CuJIbBUEBBI 1€ YMEPEHHO PaCIIUPEHbl. Y MEPEHHO pacIIupeHbl 0a3aibHbIC
nucTepHbl Mo3ra. CTBOJOBO — MO3KEUKOBBIE CTPYKTYphI, KpaHUO —
BepTEOpaNbHBIN Mepexo1 — 6€3 aHATOMHUYECKIX 0COOCHHOCTEH.

Koncynpranuu cnenuaincTos:

- Helpoxupypr: no nanaeiM JAMPT Henpoxupypruueckor MatojiorTud He
BBISIBJICHO.
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- Hesponartonor:Bpoxaennas mnarojoruss IIHC. 3agepkka TeMmoB
MOTOPHOT'O Pa3BUTHS.

- HWmmyHonor: cHmwkenwe y — riao0ynuHoB, IgG mo3BONSAIOT Aymarh O
nepunure cyoknacco IgG. [lo maHHBIM UMMYHOTpaMMBbl UMEET MECTO
aktuBaiust T — nmumdouuroB kwwepo(CH 8) CH3, 1gM u IgA, uto
MO3BOJISIET MPEOJIOKUTH KJIETOUHYIO U TYMOPAJIbHYIO aKTHBAIUIO.

- OKyJUCT: MaTOJIOTHH HE BBISBJICHO. [ Ta3HOE JTHO B HOpPME.

- DOHJOKpHUHOJIOI:  JIaHHbIE B  MOJb3y  DSHIOKPUHHON  IATOJOTUU
OTCYTCTBYIOT.

- CeplieyHO — COCYAUCTBIA XUPYPT: NaHHBIX B 03y BIIC He BbIsSBIEHO.

B nanbHelieM 3a0osieBaHME UMEET MPOTPAJUECHTHOE TEUECHHE U ykKE K 9-My
AHIO  TpeObBaHMS B~ MHOTONPO(HUIBHOM  CTallMOHApe  UHTCHCH(HUKAIUSI
NaTOJOTUYECKOW HEBPOJOTHYECKONM CUMIITOMAaTHKA B BUIEC MHUOKIOHUYECKUX
CyJlopor LA, IPOXKATEIbHBIX TUIIEPKUHE30B, KJIOHYCOB CTOII,
KpyIIHOPa3MallkuCcTOro  TpeMOpa  BEPXHMX W HWKHHUX  KOHEYHOCTEW,
MEJIKOPa3MallMCTOr0 TpPeMopa KHUCTEH, MOABEMTEMIEPATYPBI Tela JO0 BBICOKHMX
(beOprIIbHBIX THD.

HaGmonenne 3a  peGeHKOM B JWHAaMUKe, [EPUOJbI  JIMXOPAIKH,
nporpeccupyromue usMeHeHuss co croponel [[HC, mno3Bonmwim 1npoBOIUTH
g depeHurpoBaHHBIM TUAarHo3 ¢ BUPYCHBIM SHUedanuToMm. MccienoBaHa KpoBb
MetogoM umMmyHodepMmentHoro ananuza Ha BIID I, II, IV tunos, IIMB, BOBb.
Pe3ynbTaT OTpULIIATENBHBIN.

- PeOeHOK KOHCYNIBTHUPOBAH MOBTOPHO HEBPOJIOIOM: HaJIW4ME dHIEaIUTa
Majgo BeposiTHO. Bpoxnennas mnaronoruss IHC, uepeOpanbHblii
TeTpamape3, HeJIb3sl  UCKIIOUWUTH  HACJIEJICTBEHHbIE  HEPBHO  —
JlereHepaTuBHbIE 3200IE€BaHUSI.

- OKyJIUCT: CXOIAIIEECS CONPYKECTBEHHOE KOCOIJIA3HE.

Manp4rK OCMOTPEH T€HETUKOM CTICITHATM3UPOBAHHOTO METUKO-TCHETHIECKOTO
LIEHTpa, MPOBEACHO HccieoBaHne Metadbonuueckoro craryca: KOK — 163,2en/a (N
167 — 190), JIAT — 100,0 en/m (N 225 — 480), dochop - 3,9 mmons/m (N 0,67 —
2,91), nakratr - 2,44 mmonws/n(N 0,56 — 1,67), romorucrens> 50,0 mmoas/m (N
6,26 — 15,07), Tmamun — 40,24 amone/n (N < 75,4), pubodnaBun — 20,56 HMOJB/IT
(N < 33), nuxotunoBas kuciora — 6,73mmons/n (N 4,70 — 8,34), dhonuesast kuciora
— 60,23 mmouns/a (N 52,56 — 119,59), nmanokobanamun — 0,245umons/1 (N 0,074 —
0,516), mupunokcun — 33,05 amons/i (N 14,6 — 72,80), mupysat — 70,23 mmonb/it (N
45, 6 114), ammuax — 27,03 mmoaw/i (N 21 — 50).

- BricokoaddexTuBHas KuAKOCTHAs XpomaTtorpadus aMUHOKUCIOT KpPOBH:
taypun - 0,018 wmmons/n  (wopma 0,019-0,139), tpuntopan - 0,021
MMOJb/11,(0,027-0,059), ananun - 0,418 mmonw/n. (0,144-0,349),neitiun -
0,190 mmomns/n, (0,053-0,149), uzonerinua - 0,026 mmons/n. (0,032-0,092),
au3uH - 0,055 mmoue/n (0,056-0,148).
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- MonexkynsapHbI aHaIu3: WCCIENOBAaHBl MOJIUMOpP(HBIE BapHaHTHl TEHOB
cucteMmbl (hepMeHTOB (poslaTHOTO IMKIa. YcTaHoBieH reHoTun: reH MTHFR
677 CT (rereposurota), redH MTRR 66 GG (mar.romo3urora), rek MTR 2756
AG (rerepo3urora).

- Kapuorun 46, XV, G — C — okp. 1% XxpoMOCOMHOI HECTaOUIBLHOCTH.

[IpoBeneH kIuHUYECKUN pa3d0p MO TOCHUTAIBHOMY THUITY: COUYETAaHUE JTaHHBIX
aHaMHe3a (3amepikka (PU3NYECKOro pa3BUTHS), kKano0 (pBOTa, Ci1abOCTh, BSIIOCTS,
BEHTWIALIMOHHBIC HAPYIICHHS ), 0COOCHHOCTEH (heHOoTHNA (TOI0OBa ruaporiedaTbHON
bopmpI, BBICOKMM JI00, YIUIONIEHHBIA 3aThUIOK, HACEYKHM Ha JIEBOM YXe,
MpPaMOPHOCTb KOKH, U30JIaKTHJIHS NaJbLEB CTOM), IPOrPECCUPYIONIEH KIIMHUYECKON
MOJIMOPTAHHOCTH MOPaXeHUs] (MHONMATUYECKUA CHUHAPOM, MOPAXKEHUE HEPBHOU
CUCTEMBbI,TelIaTOMETaINsl), OMOXUMHUYECKHX MapKepOB METa0OINYECKON MaTOJIOTHH,
MO3BOJIMJIA JTMarHOCTUPOBATh y peOEHKa HACJEeICTBEHHOE HapyllleHHe oOMeHa
BEILIECTB: HapyuieHue oOMmeHa cepocooeparcauux AMUHOKUCTIOM,
eunepeomoyucmeunemuro, oepuyum xooanamura. UMmyHHas HedocmamoyHoCms no
eymopanvHomy muny (Oegpuyum cybrnaccos Ig G). [Jedpuyumnas anemus
CMEMAaHHO20 2eHe3d, CPeOHell CMeneHy MANCeCmu.

YyuthiBasi KIMHUKO-META0OJIMYECKHE OCOOCHHOCTH K Tepamuu J00aBJICHBI:
neyeOHoe muTaHue nerckoir cMmecbio Xymana JIII+CLT co cpenHenenoyedHbIMU
Tpurmuuepuaamu; arsairap 1,0 mn 1 pa3 B cyTku, Kynecan S5 kamnenb lpas B CyTkH,
¢donueBas kucnoral Mr 2 pasza B CyTKH, TUPUIOKCHH 20MI. B CYyTKH, KapOOMa3enuH
50 mr 2 pa3a B CyTKH, MUAOKanM 25 Mr 2 pasa B CYTKH, JieBUIUATaM 125 mr X 2 pa3a
B CYTKH.

[To HaAcTOAHMIO pPOIMUTENEH C TMOJIOKUTEIBHOM KIMHUYECKOW JUHAMHUKOU
pebeHOK OBLT BBIMMCAH M3 CTallMOHapa ¢ pekoMeHaanusMu:cMmech «Xymana MCT»
150,0 6 pa3 B CyTKHM, C NIOCTENEHHBIM BBEJICHHM OBOIIHOTO MPUKOPMA, MSICHOTO
¢dapma 10 30 rpamMm B cyTkH, TBopora a0 50 rpamMMm B cyTkH, kedupa g0 150 cyTku
(c yueroM cyTouHOro norpebienus Oenka He 6ojee 2,9 I/KT);Ipoa0JDKUTh JICUCHHUE
npenaparamMu B TeueHue mecsna. [Ipu KoHTposibHOM oOcienoBanun depe3 1,5
Mecsila Ha (oHe MPOBOAMMON TEpalmuM COCTOSIHME peOeHKa YIyYlIMIOChH:
HOpPMaJM30BaJIaCh TEeMIeEpaTypa Teia, OABIIMIKA M Kalulsl HET, UCYE3Nd IIYMHOE
CTOHYLIEE JIbIXaHHWE, THUIEPKUHE3bl, TPEMOpP KOHEYHOCTEW, KJIOHYChl CTOII,
aHu3okopus, kocornasue.llpudaBka B macce tena cocrasuia 600 r. PekomeHaoBaHo
HaOJII0IeHNE HEBPOJIOra, IeAnaTpa, TeHETHKA.

JlanHO€  KJIMHMYECKOE€  HAOJIOJEHUE  HMHTEPECHO C  MPEeXIE  BCEro
JUArHOCTUYECKUM MOMCKOM M TIOCTAHOBKOW JMAarHo3a HacjleJICTBEHHOTO HapyILIEHUs
obmena. beictpas u  3¢dexTuBHas  JIUArHOCTUKA  TO3BOJIMIA  TPAMOTHO
CKOPPEKTHUPOBATH TEPANUIO U 0003HAUUTD JATbHEHIIYIO TAKTUKY BEACHUS MAlUEHTA.
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Jlumepamypuas cnpaska no KiuHu4eckomy Haoooenuro Nel3

Hapymienue wmertaGonu3Ma  aMHUHOKHCIOT, OCOOCHHO — CEpOCOJEpKAIIUX
(METMOHMH, ILHMCTEMH) M WX TNPOU3BOJHBIX (TOMOILIMCTEHH, ILUCTHH, TaypuH),
CKa3bIBACTCS JIOCTATOYHO OUIYTUMO Ha 370poBbe. OCHOBOM MeTabosiM3Ma KIETKH
npu3HaH MeTabonu3M ¢GosiaToB U MeTeoHnHa. Hapyiienne mertabonu3ma METHOHUHA
NPUBOJUT K TSKEJIBIM HACIEICTBEHHBIM OOJIE3HSIM, YTO CBSI3aHO C €r0 BIUSHUEM Ha
SIUTCHETUYECKYI0 PETyJSLUUI0 3KCIPECCMM MHOIMX T€HOB, B TOM 4YHCIE, B
mutoxoHpusx. De Vigneaud B 1932 romy OTKpBLI TOMOIMCTEUH, KaK MPOIYKT
JEMETUINPOBAaHNS METHOHWHA, & Yepe3 HECKOJBKO JIET ObUT OTKPBHIT U BTOPOM MYTh
MeTadoJiu3Ma TOMOLMCTEHHA — TpaHccylb(ypanusa. CHHAPOM TOMOUMCTEUHYPUU
BbIIeNieH B 1962 rofy, cBsA3aHHBIN ¢ AepuuUTOM (pepMeHTa UCTATUOHUH CHHTA3bI.
[Ipu nanHOM 3a00J€BAaHUM OTMEUAIOTCSd YMCTBEHHAs OTCTAlOCTh, JehopMaiiuu
KOCTEH, CMEIIEHHE XPYCTAJIMKa, MPOrPECCUPYIONIUE  CEPAECUYHO-COCYAUCTHIE
3a00JIeBaHUsl U BBICOKAs YaCTOTa TPOMOOIMOOIUU. ] OMOLIMCTUHYPHS BCTPEUaETCs C
gactoroit 1 cmyuait Ha 50 000 - 250 000 HOBOpPOXKACHHBIX JETEH W MepesaeTcs 1o
ayTOCOMHO-PELIECCUBHOMY THITY HACJIEI0BAHMSL.

I'omouumcrenn (I'L]) — cepoconepxaiiias aMUHOKHUCIIOTa, 00pa3yromascst B X0
oOMeHa MeTuoHMHA. Ero koHIeHTpamuss B IUla3Me€ 3aBHCHT OT JBYX peakIui
MeTabonM3Ma, BKIIOYAIOMIMX JEMETHJIMPOBAHUE T'OMOIIMCTEMHAa C 00pa3oBaHUEM
LMCTENHA W PEMETWIMPOBAHUE 10 METHOHMHA. KitoueBbIMU (pepMEHTaMH B 3THX
MpoIieccax sBISIIOTCS IucTaTuOHUH-f-cuHTeTasa (LIbC) n Mmetunenterparuapodonat
penykraza (MTHFR) cootBercTBenHo. Butamun Bg BoicTymaeTr B poiu kodakropa
Ipu  JEMETUIMPOBAHMM TOMOIIMCTEMHA, a BUTaMUHBI Bix u Qonar sBistoTcs
Ko(akTopaMM B TIIpPOLIECCE PEMETUIMPOBAaHUSA. ['OMOLMCTEMH HE SABIAETCA
CTPYKTYpPHBIM 3JIEMEHTOM O€JKOB, a MOTOMY HE MOCTYyHaeT B OpraHU3M C MHILEH.
OcHoBHo#l mpuunHoii runepromouucrennemun (I'TL]) sBnsercs cHuXeHUE
akTuBHOCTH (epMeHTOB, oOecreunBamux wMetabomusm [T, B pesynbTaTe
TEHETUYECKUX HApYUIEHUM W/WIM CHUXEHUS YPOBHS BHUTaMUHOB-KO(akTOpoB. B
OOJBIIMHCTBE Cily4yaeB MoOBbIIeHWE YpoBHs 'Ll sBisercss cieAcTBUEM CyMMalluu
pana QakropoB. OcoOeHHOCTH mNHUTaHUA U oOpaza KU3HM, 3a00JICBaHMUS,
COMPOBOXKJIAIOIIMECS] HAPYIIEHHEM BCACBIBAHMS BUTAMUHOB rpynnbsl B u
MOBBIILIEHUEM MOTpeOeHus saBistoTcs npuunHamu jerkoit [TH. Jdedumur donara B
couetanuu ¢ C677T nonumopduzmom rena MTHFR, a Taxke nepuuur kobaramuHa
M TI0YEYHAs HEAOCTAaTOYHOCTh JOMUHUPYIOT Kak mnpuuuHbl ymepeHHou  [T'LI.
Boipaxkennsiii nedurut donara B coueranuu ¢ TT reHorunom rena MTHFRumm
romo3uroTHeii nedext LIbC npuBonut k tsoxenoit I'TT,

['omorucTenHn 00aaeT BBIPAXKEHHBIM TOKCHYECKUM JICMCTBHEM Ha KJIETKY.
[Tpu u30bITKE TOMOIIMCTENHA B OpraHU3Me, OH OBICTPO OKHUCIISIETCA B IJIa3Me KPOBU C
oOpa3oBaHMEM TOMOLIMCTHHA, TOMOIIMCTEHHOBOM KHUCJIOTBI, B pE3yJbTaTe YEro
oOpa3yercs OO0JbIIOE KOJIMYECTBO PAJMKAIIOB, COJIEPKALIUX AKTUBHBIM KHUCIOPOI.
[Ipy »>TOM TPOUCXOIUT TMOBPEKACHHE KIETOK OHHAOTENUs, MPHUBOASIIICE K
HapYILIEHUIO X MHOTOYUCIEHHBIX QyHKIMN. CHUKasg OMOIOCTYTHOCTh OKCHJIA a30Ta
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(NO), moBsbllIasi arperaiMoHHYI0 CHOCOOHOCTh TPOMOOIIMTOB, YCHJIMBAsi CHUHTE3
MHTEpJICHKNHA-0, TUIIEPTOMOIIMCTENHEMUS OKa3bIBACT HEOIArOMPHUSTHOE BIUSHUE HA
MEXaHU3MBI, YUYaCTBYIOIINE B PETYJSIIIUN COCYANCTOTO TOHYCa, OOMEHa JUIUIOB U
KOaryJISIIMOHHOTO Kackasna. JlelicTBre rOMOIMCTEHHA HAMpaBJICHO Ha TTyTaMaTHbBIE
NMDA-peniennitopsl Ha HEHpOHAxX, 4YTO CTUMYJUPYET BXOJ B HEWPOHBI HOHOB
KaJIbIUs U TIPUBOANT K HAKOTUICHUIO CBOOOTHOPAINKAIBHBIX COCTMHEHUIN B TKAHSX.
['myTaMaTHBIE PELENTOPHl PACIpPOCTPAHEHBI B HEPBHOW TKaHW, KapIUOMHOIUTAX,
MerakapuoIMTax, TPOMOOITUTaX, IPUTPOITUTAX, KIIETKaX KOCTHON TKaHU U IMMYHHOU
CHCTEMBI, UTO pacIIUpseT apean BO3ACHCTBUS TOMOIIMCTENHA Ha TKaHH.

[IpookcugaHTHBIE CBOMCTBA TOMOILMCTEHHA MPOSBIISIOTCS €r0 ayTOOKUCICHHUEM
(HedepMEeHTATUBHBIN TyTh) B MPUCYTCTBUU HMOHOB MEPEXOAHBIX METAIOB (B TOM
yrcie Cu*™), BOCCTAHOBJICHUE KOTOPBIX SBJISETCSI HCTOYHUKOM 3JIEKTPOHOB BO BpeMst
oOpa3oBaHMs aKTUBHBIX (HOPM KHCIOPOJa, KOTOpBIE, pearupysl ¢ HEHACHIIICHHBIMU
KUPHBIMH KHCIIOTaMH, BXOJSIIAMHU a COCTaB MEMOpaHHBIX JIMITHI0B, HHUITUUPYIOT
pPEaKIMI0 TMEPEKUCHOTO OKHUCICHMs NUNUIoB. JlunuaHas ¢aza memOpaH aenaercs
MPOHUIIAEMON JIJIE MOHOB BOJOPOJIa M KalblUA. OJTO MPUBOAUT K TOMY, YTO B
MUTOXOHJPUSIX OKHUCJIEHHE U (PocPopuiIupoBaHre pa3olMmIaloTCsT W KIETKa
okasbiBaeTcs B ycioBusix Henoctatka AT®. Hapymienne oOMeHa cepocoaepxaminx
AMUHOKHUCIIOT TPUBOAUT K MHOTOOOPAa3HBIM CEpPbE3HBIM MOCIEICTBUSIM IS
opranusMa (TMOBpPEXKICHUE CTEHOK apTepHil, KJIETOK TOJIOBHOTO MO3Ta, CTPYKTYPhI
JIHK, pa3ButHe MIUPOKOro CHEKTpa MATOJOTUN, HApyIIEHHWE BHYTPUYTPOOHOTO
Pa3BUTHUS U T.]1.)

B 2012 roxy mms Vademecum Metabolicum (GeorgF.Hoffmann, u Johanne
Zschocke)  Oputa paspaboTana HoOBas Kiaccuukanus HapymieHus oOMeHa
cepocoJiepKaliux aMUHOKHCITOT (Tadi. 3.4.).

Tab6maua 3.4.
Knaccudukanus HapyleHuid oOMeHa cepocoJepKaliuX aMUHOKHUCIIOT
Jedbuuut MeTHOHUHAACHO3MWI-TpaHchepasbl.
[Tpu3naku: 3a4acTyro O€CCUMITOMHBIE; 3aMax,
N3ommupoBanHas .
HAIIOMUHAIOIIMI KaITyCTy; 3a1ep’KKa YMCTBEHHOIO
TUIEPMETHOHUHEMHUS
pa3BUTHS, HEBPOJIOTHUECKOE 3a00JIeBaHUE,
JNEMHEITMHU3ALINSL.
IloBbIlIEH YPOBEHP METUOHHMHA, S-aJEMETHOHUHA U
Henocraroynocts S-aneHo3miIromMouMCTENHA.
S-anenosuin- [Ipu3Haku: mporpeccupyromas 3a1epKKa yMCTBEHHOTO
TOMOLMCTENHTUAPOIA3BI pPa3BUTHS, HEBPOJOTHYECKOE 3a00JIEBaHUE,
TUIIOMHENIMHU3AIMS U aTpodus Oeoro BemecTsa Mo3ra.
[ToBbIlIEH YpOBEHH METUOHMHA U TOMOLIUCTEUHA,

Merajio0JIacTHasi aHeMHUsl, B MOUY€ — BBICOKHI YPOBEHb

Henocrarounocts .
METWJIMAJIOHOBOW KUCJIOTHI.
METUOHUHCUHTA3bI
[Ipuznaku: Bip-nedunuraas anemusi, mporpeccupyroias
3aJIepKKa YMCTBEHHOT'O Pa3BUTHsI, HEBPOJIOTMYECKas U
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NCUXHUATPHUUCCKAA MaHI/I(i)eCTaIII/II/I.

JI€rkas Hedurut dhepmenTa
TUIEPrOMOIIMCTEHHEMHUS METUJICHTeTparuapodonaTpeyKTasbl.
Jedurut nmucTaTHOHUH-3-CUHTA3bI.
Kiaccnueckas [Tpusnaku: Mmap@aHono100HbII BHEIIHUHN BUI,
TOMOIMCTUHYPUS SMUJICTICHS, 3aJIeP’)KKa YMCTBEHHOTO Pa3BUTHS,

nporpeccupytoiias 0Ju30pyKocTh (PaHHUM CUMIITOM),
BBIBUX XPYCTaJIMKa, OCTEOIOPO3, TPOMOOIMOOIIHSI.

CHuxeH YPOBCHDb T'OMOIIMCTCHUHA U TUCTHUHA, ITOBBIIICH

Henocrarounoctb yPOBEHb TaypHHa
CYJIb(PUTOKCHUAA3BI 1 )

ynb( [Tpu3Haku: nHOAHTWIBHAS TTUICTITUYCCKAs

HEJIOCTaTOYHOCTDH

sHIe(aIoNaThs; IPOrpecCUpyromias 3aaepxKa

ko(akTopa MonubIeHA ’
TICHXOMOTOPHOTO Pa3BUTHS, TSDKEIAs MUKpoIedaus.

]_II/ICTaTI/IOHI/IHypI/IH HCI[OCT&TO‘-IHOCTI) OUCTaTUOHHMH-TaMMaJIna3hbl.

Jlnst mpeBparieHuss u30bITKA TOMOIMCTEHHA B METHOHWH HY)KHBI BBICOKHE
KOHIIEHTpAIlUU aKTUBHOU (opMbI (HOIHEBOM KUCTOTHI (S-MeTriITeTparuapodosara).
OcHoBHBIM (hepMeHTOM, 0OeCTIeUnBaIOIIUM TpeBpalieHre (HOoIMeBON KUCIOTHI B €€
akTuBHYIO (popmy, sBisgercs 5,10-MTHFR. CHmkenne akTMBHOCTH ATOro (pepMeHTa
— OJIHA W3 Ba)XHBIX MPUYUH HAKOIUICHUS TOMOIIMCTEMHA B opranu3Me. B Hacrosiiee
BpeMs M3yYEHbl [aTOJOTHYECKUE BApUAHTHI aJUIeNield, aCCOIMUPOBAHHBIE C
TUIEPrOMOIIMCTEMHEMHUEH U 11epeOpOoBacKyIIpHBIMU HapylieHusmMu — 310 MTHFR
677C>T, MTHFR 1298 A>C u MTRR 66A>G.

BrocuHTE

HY KNeoTHAoE

LMCTATHOHMH
//} .
Pl Lincrarnonmm cnrasa
Euramay BE
rﬂHﬂuﬂﬂTE“H_

S B
w S-AAEHOIMAPOMOUMCTEMH

(SAH)
METHOHWH '

NG
\ / =

T . aNeHO3MA
TR
(SAM])
DHE, Sensi|, AWNHIE
Puc. 3.4. MeTaboin3M roMoIcTeENHA
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OcHOBHBIE HATIPABJIEHNS JeYeHUNA: KOPPEKIMS MUTAHUS (UCKIIOYHUTH: KOode,
yail (4epHbId U 3€JeHbIN), TPEUKy, TBOPOT, MOJOYHBbIE MPOAYKTHI, KPaCHOE MSCO
(cBMHUHA, TOBsAWHA, OapaHWHA), TBEpAbIE U MATKHE COpTa Cbipa (JOMAIIHUMH,
aJbITEHCKUI); OTPAaHUYUThH: KPyNbl W Kamu (He 0o0Jiee CTOJIOBOM JIOKKU CyXOWu
KpyMbl), OCTAJIbHBIE COPTA CbIpa; YBEIWYUTH MOTpeOIeHHE: WINUHATa, cajaTta,
CTPY4KOBOH (haconu, OPOKKOJIH, IIBETHOM KaIlyCThl, THIKBbI, XypMbI, MOPKOBH, PHIOHI,
Msica MITHUIIBL.) U KoaKTOpHas Tepanwusi (BUTAMHUHBI, MUKPO- U MAKPOAJIEMEHTHI).

OCHOBHBIM 3BE€HOM BUTAMHHOTEPANUU CIAEAYET CUUTATH (POJTUEBYIO KHCIOTY,
KOTOpasi B psijie CIIy4aeB MOKET HCIIOJIb30BaThbCsl B KAa4eCTBE MOHOTEPAIIUU.
Monotepanust (HoiaueBoil KUCIOTOM oOmpaBliaHa B TOM Ciy4ae, KOTJa THIaTeIbHO
coOpaHHBIM aHaMHE3 U MPOBEJICHHbIE AHAIM3bl MO3BOJISIIOT MOJTHOCTHIO UCKIIOYUTH
HE TOJIbKO KJIMHUYECKUH, HO M CYOKIMHUYECKHH NePUIMUT APYrMX BUTAMUHOB
rpynnsl B, 1160 npu HanWuMy y nanueHTa ajuIepruyecKuX peakiuii Ha BUTaMuH Bg
u/unn Bio. @onueBas KUCI0Ta MPU Ha3HAYEHUU B J103aX OT 1 10 5 Mr/meHn Kypcom
He MeHee 3-x Hexenb. Ilpu W30JJMPOBAHHON TUIEPMETUOHUHEMUU H
HEJ0CTaTOYHOCTU  S-aJI€HO3WJITOMOIIMCTEUHT UAPOIIa3hl Ha3HAayaeTcs JHueTra C
OTpaHUYEHUEM TOTPEOJICHUs METHOHMHA. HemocTaTouyHOCTh METHOHMHCHUHTA3BI
(6one3npb cblG) KOppUTHPYIOT MNpHUEMOM THApPOKCOKoOanamuHa (1 Mr B CyTKuU
HEJIETI0 BHYTPUMBIIIEYHO,103a 3aBUCUT OT Aedekra); 0etauna (75 MI/Kr/cyT) u
¢donueBoil kucnoror 5-10 mr/cytku. JI€rkas runepromouucTenHeMus - (poauenas
Kuciota 5 wmr/cyT, uHorga ButamuH Bg (mupumoxkcun) 100 mr/cyr. Jleuenue
Kiaccudeckor romouuctuHypud: mmpuaokcud 50-100 mr/cyr (turoc donmenas
kucyiota 10 Mr/cyT); eciau 3To He OKa3bIBaeT BO3JCHCTBUS — JUETA C OTPAaHUYECHUEM
noTpeOiaeHus MetuonnHa, 6erann 100 mr/kr/cyt (B ciiydae HEOOXOAMMOCTH BIUIOTh
no 3 pa3 B cytku (300 wmr/kr/cyrt), ruapokcokobaiamua (1 mr/cyt mepopaibHO,
HauynHas ¢ Bo3pacta 5 yer), ButamuH C (100 mr/cyr).
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Kiananyeckoe Haooaenne Nel4

Peb6enok I'., 13 ner, moctynuia B ractposntepoiornueckuit nentp OJKD c
*Kano0aMu Ha U3MEHEHHS Ha KOXKe.

Anammnes scusnu u 3abonesanusi: peOCHOK POJUIICS OT NEPBON OEPEMEHHOCTH,
KOTOpas npoTekana Ha ¢GoHe yrpo3bl cpbiBa B 19 Henenb, recto3a BTOPOH MOJIOBUHBI
OCpEeMEHHOCTU C THUIEPTeH3UEeH, NpOTeMHypuen, orekamu. JleBouka poauIiach
HEJIOHOIIICHHOM B CpoKe rectauuu 35 Heaenb, macca tena 1800 rp., myTtem kecapeBa
CEUYEHHS B CBS3U C SIBJICHUSIMU DKJIaMIICUM y Matepu. Ha mepBbie CyTKH nepeBeeHa
Ha BTOPOM 3Tall BhIXaXXMBAHUS B MEPUHATAIBHBIN IIEHTP, 3aTE€M BbINIKCAHA MO0 MECTY
xutenbcTBa. C 2 MecsueB y peOeHKa UMENM MECTO CTOMKME M3MEHEHHS Ha KOXe:
JUIUTEJIbHO COXPAaHAIOIIMECS, MJIOX0 MOAJAIIINECS MECTHOM Tepamuu OMpesOCTH,
runepeMusi mwek. Jleymnuch aMOyJnaTOpHO: MPUMEHSUIM Ma3d, 0e3 CyIEeCTBEHHOTO
s dekta. B Bo3pacTe 4 MeCSIEB YCTAaHOBJICH AMArHO3: AmMONUYecKull 0epmamum.
[lonyyana nedeHne (aHTUTHCTAMUHHBIE TIpeNapaThl, Ma3u), COCTOSHHUE YJIy4IlIAJIOCh,
OJIHAKO COXPAaHSJIMCh HW3MEHEHHS HAa KOXKE€ BOJOCUCTOM YacTH TOJIOBBI, IIIEK,
€CTECTBEHHBIX CKJIQJIOK B BHUJAE THUIEPEMUHU, NEPUOJUYECKOTO MOSBICHUS
MHUKPOBE3UKYJ, KOTOPHIE B MOCJIEIYIONIEM CIMBAIUCH U O0Opa30BBIBAIM OOIIMPHBIC
spUTEMaToO3HbIe, TcopuatuOpMHBIE BBICHIIAHUS Ha Koxke. B Bospacte 1 roj
oTMeuajach TreHepanm3aius Tnporecca. PebeHok HaOmopaics B KOXKHO-
BEHEPOJIOTUUECKOM  JIMCIAHCEpPEe, KOIr/Aa TMOSABJSUINCh BBICHIIAHUS HA  KOXKE,
MEPUOANYHOCTh KOTOPBIX HE HMENa 3aKOHOMEPHOCTH M OIpPEIEICHHON Tie-
puonuyHOocTH. B 3 roma ycTaHOBJIEH AMArHoO3: HCopudas, pacnpoCMpaHeHHbl,
nycmynesnas gopma.

3a Bpems >KM3HM TIeHepaiu3alus mpolecca HaOmojganack | pa3 B KBapral,
MPEUMYILIECTBEHHO B OCEHHE-3UMHE-BECEHHEE BpeEMH. HeonHokpatHo
oOcnefoBasiach B CTalMoOHapax. B TropoacKoM JeTCKOM ILEHTpe KIMHUYECKON
MMMYHOJIOTUM CTaHOBJIEH JHWAarHo3. CUHOPOM eunepummyHo2nobynunenuu FE.
Ilcopuas. CybropueanvHuiti nycmynes.Ilonydana sHTEpOCTeNb, KPEOH, THOCYIb(hAT
HATpHs, PEOCOPOMIIAKT, HUCTATUH, (IYKOHA30T, MHOTOKpPaTHO — KYypCbl
mwia3Modepe3a, BEHOMMMYH. YIyUIlIEHHE COCTOSHUSI KOXXHM OTMEYaeT TocClie
Ha3HAYCHUSI HEOTUTa30HA — MEPUObl 0OOCTPEHUS CTAIM pexe, peMuccuu — 10 1,5
rojia. BriepBole ObUTH BBISIBIICHBI aHTHTENA K BUpycy renatuta C B Bo3pacte 7 JeT,
PEKOMEH/IOBAHO JI€UEHHE, KOTOpOoe He ObLIO MPOBEIEHO M3-3a OTKa3a POAUTENEH.6
7eT peOeHOK HaOIIoAANICS TOIBKO Y J€PMaTOJIora.

CocrosiHre pebeHka yxXyamuiaock nocie nepenecenHort OPBU, korna Hapociu
M3MEHEHHMS Ha KOXK€: OdYaru THUIEPpEeMHHM C IIyCTYJIC3HBIMU BBICHITIAHUSIMU Ha
TYJIOBHIIE, KOHEUHOCTX, menymenue (Puc.3.5.; 3.6.; 3.7.).
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Puc. 3.5.

-

Puc. 3.7. Peox I'., 13 mer.

[Tpu moctymennn B ractpodnTeponorudeckoe oraencaue OJIKb obpaman Ha
ce0si BHUMaHUE BBIPA)KCHHbIE M3MEHEHHs Ha KOXKE€, I'elaTOJUEHAJIbHBIH CHHAPOM
(meueHs mManemUpoBanach M0 3,5 ¢M HM3-TIOA Kpas pedepHO IyrH, Kpail TMe4YeHU
IUIOTHBIA, Celle3eHKa — J0 3 CM U3-TIoJ Kpas pedepHOM Jyrd, IUIOTHOM
KoHcucTeHuMHn). [lpu mpoBeneHN OMOXUMUYECKOTO MCCIEA0BAaHNs KPOBU BBISIBICH
LUTOJIU3 10 8 HOPM, IIPH ONPEAEIIEHUHA MapKepoB renatuTa no JaiHeiM 11LP u UDA
oOHapy:xeH Bupyc renatuta B u C. PeOeHky Obl1 yCTaHOBIIEH AMATHO3: XPOHUYECKULL

143



eupycnviti  eenamum B+C, ¢ ewvicokou cmenenvio axmuenocmu. Ilcopuas,
nycmyne3ublil, 2eHepanu308anHbll, Madxcendas popma.

HasznaueHna tepanusi:

- crod Ne5, pexxum craimonapa,

- nadepoOroH — 3 MJIH. X pa3a B HEJIeN0 B/M B TeUeHUE 24 HeNlenb,

- HeoTura3oH — 10 Mr B CyTKH,

- CUMIITOMAaTHh4ecKas Teparnus (TITIOKOKOPTUKOU/IBI,
JeCEeHCUOMITU3UPYIONIAst, IE3MHTOKCUKAIMOHHAS, MECTHAS).

B nuHaMuKe Mojy4yeH MOJIOKHUTENBbHBINA pe3yibTaT B TeueHuu renatura B+C,
KOTOPBIM TPOSIBIAJICA B HOPMAIM3allMM pPa3MEpOB IE€YEHU U CEJIE3EHKH,
Ky[IMPOBaHUM CHHApOMA LHUTONAM3a MW  BuUpemud. CoOxXpaHsuicsi yMEPEHHO
BBIPKCHHBI KOXXHBIA CUHAPOM C MEPUOJUYECKHMMH o0ocTpeHusiMu nociie OP3, B
CBSI3M C 4eM, OOJIbHOM Ha3HAaYeH METOTpPEKcaT.

B Teuenun 3 wMecsleB uMena MECTO MOJIOKUTEIbHAs JAUHAMUKA KOKHOTO
CUHJIpPOMA, IIOCJIE YETO POAUTEIMN CAMOCTOATEIBHO OTMEHWIM HA3HAYEHHOE JICUCHUE.
[Tocnennee yxynuieHue HACTYIMUJIO, CO CJIOB MaMbl, 0€3 BUAMMON MPUYUHBI Yepe3 7
MECSILEB.

XKanobpl mnpu  MOCTYIUIGHWU: OOWIbHBIE  BBICHIIAHUS ~ APUTEMATO3HO-
MyCTYJIE3HOI'O XapaKTepa, COMPOBOXKIAIOLINECS 3y1I0M, O0JIEBBIM CUHIPOMOM.

Obvekmuenvili  cmamyc.ipd  TOCTYIJICHUHW  COCTOsSIHME  peOeHka 1o
3a0oneBaHuto Tspkenoe. Ha Koke nMia, TyJIOBUINA, KOHEYHOCTEH — spKas
TUIIEPEMUS], SPUTPOAEPMHUS C MYCTYJE3HBIMU dyieMeHTaMu. Ha koxke TynmoBuima —
MHOKECTBEHHBIE IIMUTMEHTHbIE HEBYChl. CaMOYyBCTBME HApYyLIEHO 3a CYET 3yJa
KOXHU. AnmnetuT coxpaHéH. [lokazatenn (QuU3NYECKOro pa3BUTHS COOTBETCTBYIOT
BO3pacTy. 3€B PO30BbIH. S3bIKk 00si0keH OeybiM HaneToM. CIU3UCThIE PO30BHIE,
yucThle. MukpononunumdaneHonarus. [lepkyTopHO Haa JETKUMU SICHBIA JETOYHOU
3ByK. AYCKYyJIbTaTUBHO B JIETKMX - BE3HMKYJsIpHOE JbpixaHue. TOHBI cepaua
pUTMUYHBIC, TPOMKHE. JKUBOT MATKHM, 6€300JIe3HCHHBIN MpU Nanbnaiuu. [leuens u
celie3eHKa He yBennueHbl. Mouencnyckanue He HapyuieHo. CTyn opopMIIeH.

ﬂOﬂO]lHumefleble Memoobl UCCIe008AHUSL:

- Knmn. anmamms xposu: remornobun - 138\, spurpormrtsr - 4,3x10%%/n,
neiikormTel - 17,3x10%71, mamdomurer - 25%, cermeHTosaepHsle - 62%,
najgoukosiaepusie -1% , so3uHOGUIABI - 1%, monoumtel - 11%, COD- 10
MM/4, TpoMOOLUTHI - 220x10%11.

- KimH.aHanmu3 Mo4u B HOpME.

- Komporpamma: ymMmepeHHass KpeaTtopes, aMuIOpes, HelepeBapuMas M
nepeBapumMasl KjierdaTka — MHOTO.

- AHanu3bl Kajia Ha filla TJIMCTOB, MPOCTEUIIINE, CTPOHTUIION 103, OITUCTOPXO03,
COCKOO Ha HJHTEPOOMO3 — OTPULIATEIIBHBI.

- OctpodazoBblie MoKa3aTeiu — B HOpMeE.
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- OynaknuonansHbie ipoOsl euern: ACT - 25 ( mopma mo 37), AJIT - 20
(Hopma nmo 31), xonecrepun -7,3 (Hopma 1o 6,0), B-munomporeuant 64
(Hopma J10 55),menounas docdaraza 1200 (Hopma 1200-6300), ormupyoun
obmuii - 11,9, cBsi3annblii - 2,1, cBoOoAHBIM - 9,8. TumonoBas npoda - 3,2.

- Ammunaza KpoBH -25 r/9*]1.

- Jlmacraza mouu - 73 r/a* 1.

- LE KJIEeTKH HE BBISBIICHBL.

- Anbpa-peronporens — 9 (Hopma 9,5HT/ ™).

- AHamu3bl KpoBM Ha mapkepsl BUpycHbIX remarutoB — [P BI'B u BI'C —
OTPUIIATEIIHHBI.

- AHTHHYKJIeapHble aHTUTENa, auThTena K JIHK — otpuniarensHsl.

- Y3U opraHoB OpIONTHOW MOJOCTH: MEYEHb +3 CM, TOKCHYECKash 3€pPHUCTOCTh
IIAPEHXUMBI, HEpPE3KHU XOJaHruT. Benbl — Hopma. JKemuyHbll my3slpp —
CTEHKa sipKasi, yroniieHa 10 2-3 mm. [lomkenynounas xene3a — CMa3aHHOCTh
XOCTpYKTYyphl. Cene3eHka +2 cM, TOKCHKO3. [louku — ymMepeHHas OTE€4YHO-
TOKCHUYECKasl pEeaKUus MapeHXHMbl, ypocTa3a HET, €IHHYHas COJIeBas
WHKpPYCTAaIusI.

- Koncynbramusa  nmepMarosnora: — MMyCTYJE€3HBIM  mcopua3,  (BEpOSITHO,
MyCTYJIE3HbIN TICOpra3 reHepanu3oBanHbiil [lymOyia).

3a BpeMs HAOJIOACHHWS B CTAI[MOHApPE OTMEYAJIOCh BOJIHOOOPA3HOE TEUCHUE
1copuasa, C OTCYTCTBUEM TCHJICHIIMH K PEMHUCCHUU 110 KOKHOMY cuHapomy. Ha done
JICYCHUS TIIFOKOKOPTHKOMIAMH OTMEUajoch pa3Butre cuHiapoma Mienko-Kymmnra:
mpruOaBKa MacChl 10 4 KT, SIU30/bI apTePUATBHON THINCPTECH3UH, «KYIIHHTOWTHOES
JIMIIO0, OTJIOKEHUE TOJIKOXKHO-KUPOBOTO CIIOSi B oOiacTu Oenep, )KMBOTa, CTPUHU Ha
oenpax. OOpariaia BHUMaHUE JICKAPCTBEHHAs ajyIeprusi y peOeHKa: MPH TOIBITKE
MPUMEHEHUS TIperapaTa ypCcoaAe30KCHX0JIEBOM KUCIOTHl - YCUJICHUE SPUTPOJECPMHUH,
3yJia KOH, B BUAY YETO MOCIECTHUN OTMEHEH.

3a BpeMs mnpeObIBaHHUS B CTallMOHAape pPEOCHOK TONYUYUsl CIeayroIIee
nedyeHne: nH(y3MOHHAs Ie3MHTOKCUKAIMOHHASL Tepamnus, THOCYIb(}aT HATpusl, CBEUU
«Ilomuokcunonnit», B/B 4%  rayTrapruH,  aHTUOAKTepuagbHas  Teparus
(uedTpuakcoH), aHTUTHCTAMHUHHBIC (TaBErwi), B/B cynb(aT Maruus, HeoTurason 10
Mr-20 mr-10 mr.

PeGeHok OB BBIMHCAH B YJIOBJICTBOPHUTEIHLHOM COCTOSHHUU C JUATHO30M:
XPOHUYeCKUll 8upycHulli cenamum codemannou smuonocuu (B+C), ¢ makcumanvrotul
cmenenvio akmusHocmu. IenepanuzosanHvili nycmynesHviti ncopuas (06one3Hb

Lymbywa).
Jlumepamypuas cnpaska no Kiunudeckomy Haoawooenuro Neld

ITyctyne3nslii mcopuas MpeAcTaBIseT OO0 CPaBHUTENBHO DPEIKYIO (opMy
3a0osieBaHus. B nocnenHue roasl HaOMIOJAETCS YBEIMUEHUE CITy4aeB MyCTYJIE3HOIO
1CcopHasa, YTO CBS3BIBAIOT C MPUMEHEHHEM 0oJiee arpecCUBHBIX METOIOB TEpaluu.
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[lyctyne3nslii mcopuas MOXKET pPa3BUTbCS Yy JIML, CTPAJAIOLIUX BYJIbIapHBIM
ncopuazom (60%), win NMosiIBUTBCA cpa3y y 3A0poBbiX moaeit (40%). Paznuuaror
reHepaM30BaHHbIE W JIOKAJIW30BaHHbIE (OpMBI MMycTyle3Horo rmncopuasa. K
reHepaIM30BaHHOMY IyCTYJIE3HOMY Ticopuazy oTHocAT Tun LlymOyma. XapakrepHo
BHE3aITHOE TMOSIBJICHUE PACHPOCTPAHEHHBIX, HO AUCKPETHBIX, TOPSYMX Ha OIIYIb
APUTEM, COMPOBONKIAIOUIUXCS JOKEHHEM, Ha KOTOPBIX TMOSBISIOTCS HEOOJbIINE
NMy3bIpbKH, OBICTPO TpaHCHOpPMUpPYIOIIHMECS B CTEpUIIbHBIE MYCTyJbl. Mectamu
MyCTYJIbl CIIUBAIOTCS B OoJiee KpymHbie ovaru (o3epa). [lopaxkatorcst 00ble y4acTKU
KOXH, BKIIOYas JIMI0O M BOJOCUCTYIO 4YacTb TOJIOBBI, MOXET pa3BUTHCA
sputpojgepmus. B  TeueHme  HECKONBKMX  MecsAlleB  3a00JeBaHME  HMMEET
PEIULIMBUPYIOLINN Xapaxkrep. [Tycryne3npii rcopuas MOKET OBITH
pacipoCTpaHEHHBIM WM JIOKANIU30BaHHBIM. OCTpBIA pacnpoCTpaHEHHBIA BapHaHT
MyCTYJIE3HOTO Ticopra3a Has3biBalOT Oose3Hbto [lymOymia. Tedenwe 3aboneBaHus
CONIPOBOXKJIA€TCS OOIIMMHM peaklusIMU (JTUXOpajKor, 03HOOOM, CJabOCThIO) H
TUMMUYHBIMU U3MEHEHUSIMHU Ha KOXKE.

Bbonesnpio LlymOyina yamie BcTpeuaeTcs y JIUI )KEHCKOro nosja. JIokanusyroTes
BBICHIMTIAHUS OOJIbIIIEH YacThIO Ha IIee, BEPXHEH YacTH TPyAH, B MOIKPBUIBIIOBBIX
BIIAJIMHAX, Ha IUIeYax, IOJIOBBIX OpraHax, WHOTJAa Ha CIIMHE, »XUBOTE, Oeapax.
Jlokanu3anusi BBICHIIAHUN B 00JIACTU BYJIBBBI HA3bIBACTCS KPaypo30M BYIIBBBI, a Ha
KpaiiHell TUIOTH ¥ TOJIOBKE MOJIOBOIO WIEHA - Kpaypo30oM I0JIoBoro ujeHa. [Ipu stom
oyar TMOPaXEHUS OTIMYACTCS CYXOCTBbIO, CKIEPO3UpPYyeTCsa. Y JKEHIIMH BXOA BO
BJIATAJININE CYXKACTCsl, OTMEUYAETCSl HECTEPIHUMBIN 3yld. Y MYXKYHH CyOBbEKTHBHBIX
omyieHuit He ObiBaeT. Cy)XeHue KpailHel 10T NpUBOAMT K puMozy. Co BpemeHeM
HACTYTAeT aTpodusl KOKU, OTMEYAETCS MMTMEHTALNA KOXH 04ara MopakeHHU .

[Tatrorene3 mncopuaza IlymOyma  HeusBecTeH. bBOJBIIMHCTBO  aBTOPOB
paclieHMBaeT €ero Kak caMoCTosiTenbHOEe 3abojeBaHue. [wcTonormuecku B
SOUAEPMHUCE HA PAHHUX CTaAMSIX 3a00JIeBaHUS, OTMEYAlOTCS  YTOJIICHMUS,
TUIIEpKEpPaTO3, POTOBbIE MPOOKH B YCThSIX BOJIOCSIHBIX (DOJTUKYJIOB OIpEneseTCs
cyOKOpHeasbHas MOJIOCThb, coAeprKaiias HeUTpouibl,B mo3nuen - arpodus. Jlepma
oTeuHa, HaOmomaercss auMm@onuTapHas WHOUIBTpAIUs, KaWULIPbl PACIIUPEHBI,
KOJIJIAr€HOBbIE BOJIOKHA TOMOT€HHBIE.

Bce ¢opmbl micopuasza XxapakTepusyroTcs HEUTpodUIbHON HHOUIbTpAIHEH
poroBoro cnos snuuaepmuca.llycrynesnas  Qgopma ncopuaza  KIMHUYECKH
MaHU(ECTUPYyEeT B cllydae JAOCTATOYHO OOJBbIION WH(UIbTpaUUU HEUTpoduUIaMu.
HekoTtopeie mpemapaTtbl  MOTYT BBI3bIBaTh OOOCTpEHHE 3a0O0JeBaHUS 3a CUET
YBEJIMYEHUST MUTPAIH HEUTPO(DUIOB B 0Yaru MOPakeHUI.

[Iporekaer Tsxkeno, NpucTynoodpasHo. Hauany BhICHIIaHUN MpPEIIIECTBYET
MOJABEM TEMIEPATYpPbl 10 BbICOKUX LUPP. ConmpoBOXKAAETCS BAJIOCTHIO, CIA00CTHIO,
O0one3HeHHOCThI0. Ko’ka CTaHOBUTCS KpacHOM, ropsyed Ha OILIlydb. 3aTeM
MOSIBJISIFOTCSI  BBICBHIMTAHMS, KOTOPBIE BBITVIANAT KaK TMY3bIPbKA C TPO3PAYHBIM
COJICP’KUMBIM.

Ecnu nmpouecc pa3BuBaercs Ha (OHE yKe UMEIOUIETrocsl Icopuas3a, BhICHIIIaHUS
00pa3yloTcsl Ha MOBEPXHOCTH TCOPHUATHYECKUX OJISIIEK, MOTYT CIMBATHCA MEXKITY
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co0ol, OBICTPO paCIPOCTPAHAIOTCS MO BCEH KOXKHOW TOBEepXHOCTU. [lpm
NPUCOSTUHEHNU WH(EKIUN COACPKUMOE IMYCTYJ CTAaHOBUTCS MYTHBIM, THONHBIM.
NudunupoBanne omacHo Uis KU3HU. B mepuon paspemeHus Mmy3bIphKH
BCKPBIBAIOTCS M CCHIXAIOTCA.

JuddepeHnnanbHyl0 AUATHOCTUKY CIEAYeT MPOBOAWTH C KPACHBIM IUIOCKUM
JIUIIIAEM.

B nmeyennm Ha mepBoM MecTe WH(Y3MOHHAs Tepamusi - Mpernapar TeMoes3,
OBICTPO YJANSIIOIINIA TOKCUHBI U3 OpranuimMa. [IpuMeHsIoT npeHN30JI0H, HO CIIEAYyeT
y4ecTh, YTO MPETHU3O0JIOH CIOCOOEH caM CIPOBOIMPOBATH PA3BUTHUE IMyCTYJIE3HOTO
ncopuaza (B 40 % ciyuaeB). JlekapCTBeHHbIE aHAJIOTH PETUHOECBOM KHCIIOTHI
(3TpeTMHAT) BOCCTAHABIMBAIOT  SIUJEPMHUC, CHOCOOCTBYS OOHOBICHHIO U
pereHepamnyy KO>KHbIX MOKPOBOB. MECTHO MPUMEHSIOTCS KOPTUKOCTEPOUTHBIE Ma3H,
CpeICTBa, yJaydlIaloliue KpoBooOpaimieHue u Tpapuky TkaHeil. [lpu orcyrcTtBuum
apdekTa  BOSMOXKHO  TPUMEHEHHE  MPOTHBOIICOPHATHYCCKOTO  TIperapara
«HeoTurazonay («AIUTpETHHY).
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Kiananyeckoe Haoogenune Nelb

Hesouka C., 16 neT, HaX0AUTCS MOJ HAOJIOJIEHUEM C ABYXJIETHEIO BO3pacTa.
N3 anamue3za OOJNE3HM H3BECTHO, 4YTO pPEOCHOK OOJEH C MOIYTOPOTOAO0BAJIOTO
BO3pacTa, KOrja BIIEPBbIC OBLJIO OTMEUEHO PE3KOe yBEIMYEHHE KMBOTA B pa3zMepax,
OTEKH IepeIHel OPIOITHON CTEHKH, KOHEUHOCTE!,)KENTYIIIHOE OKPAITMBAaHUE KOXKHU.

Anamnes 6onesnu: B NOITyTOPOroJ0BaJIOMBO3pPACTE 3al0/I03PEHA OIYyXOJb
IEYEHU, B CBSI3M C YEM B XUPYPIrHUYECKOM OTACJIICEHHUH MHOTONpPO(HIBHOIO
CTallMOHapa TMpOBEACHAa OWONCHs TEYECHH, HE TMOATBEPIUBINAS OIyXOJIEBUIHOTO
oOpa3oBaHMs.YCTAaHOBJIEH JUarHo3 MOpPTalbHOro 1uppo3a. JleBouke ObLIO
PEKOMEH/I0BAaHO JUCHAHCEPHBIM HAONIIOJCHHUE, OJHAKO POAMTEIM IMPOXOJWUIN HA
KOHTPOJIbHBIE 0OCIEOBaHUS HEPEryJsIpHO, OT MEAMKAMEHTO3HOIO JICUEHMSI
POIUTENN OTKA3aNMCh./|aHHAs KIMHUYECKAass KAPTUHA COXPAHSUIACh HAa MPOTSHKEHHUH
MOCJIEAYIOIMX & JIET C NPHUCOECAUHEHUEM TI'€MOpPParnyeckoro CHHAPOMA B BHJE
CIIOHTAaHHBIX CHHSAKOB H JIECHEBOM KpPOBOTOYMBOCTH. B Bo3pacte9 ner npu
nposeaeHn Y3U OpromHoN MOJIOCTH MNPEANOI0kKEH TPOMOO3 IEUEHOUHBIX BEH.
Opnako OT JanbHEWIIero oOCIEeNOBaHUS W JIEUEHUS POJIUTEIN KaTErOpUUYECKU
OTKa3a1ach.

[Ipn moctymenuu B Bo3pacTe 14 JieT COCTOSIHME I€BOYKH IO 3a00JIEBAHUIO
Tskenoe. KokHble MOKPOBBI CyXue, OJIeTHBIE,)KENTYIIHOCTh BUIUMBIX CIU3UCTBIX U
KOJKHBIX IIOKPOBOB, “KYKOJIbHOE JIMLIO ', HA JIMLE — TEJIICAHTHOIKTA3UHA U COCYIUCTHIE
“3BE3I0YKM”, HA TPYTHOM KJIETKE M KMBOTE — pacCUIMPEHHAasl BEHO3Has ceTh. Bec mpu
noctyrieHun 48 Kr (—1,50). OKpy>KHOCTb KUBOTa 88 CM, MOJOKUTEIHHBIA CUMITOM
¢mroxtyanuu. Ileuens BoicTynaer Ha 10 cM Huke Kpast peOepHOM IyTH, cene3éHka
Ha 8 cM.

B Ouoxumuueckux M KIMHMYECKOM aHallu3e KpOBM oOOpallaiy BHHMAaHUE
TPOMOOLIUTONIEHHSI, TUIIONPOTEUHEMUS, TUN0aIbOymMmuHemus, ysenuuenue AJIT no 3
HOpM, THNepOmIupyounemuss - 74,8 MMOJB/J 3a CYET HEKOHBIOTHPOBAHHOTO
OowmpyOuHa, yBeauueHue nmporpoMOnHoBoro Bpemenu 110 20 cex. Ceposornueckoe
o0cneoBaHue HE BHIIBUIIO MAPKEPOB BUPYCHOTO T'eNaTUTA.

[lo gaHHBIM YJIBTPa3BYKOBOW AOMIIEPOrpa@uu — YBEIUYECHHE JIMHEHHBIX
pa3MmepoB oOeux noneit nmeueHn +9 cm. Cene3énka +8 cm. CTpyKTypa MapeHXUMBI
KPYIHO3EPHUCTAs], MOBBIIEHUE IJIOTHOCTU MAapeHXHUMbl IMEYEHH, KallCcysia IMeYeHU
BOJIHUCTAs (uMppoTHyeckre U3MEHeHMs). Busyanuzanus CcocyoB TEYEHH
HEY/I0BJIETBOPUTEIIbHASI, COCYJUCTBI PUCYHOK PE3KO Ne(HOpPMUPOBAH, YIIJIOTHEHHUE
CTEHOK BOPOTHOM BEHBI; MOPTaJbHAs THUIEPTEH3HsI, TUISATALUS NEYEHOUYHBIX BEH,
YMEHBIIIEHUE CKOPOCTH KPOBOTOKA. ACIUT 5-6 JTUTPOB.
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[Tpu IPOBEJICHUU ($ubdbporacTpoayo1€HOCKOHH: 3aCTOMHAA
racTpoJlyoIcHONAaTHsI, BAapPUKO3HOE pACIIMPEHHUE BEH IMHILEBOJA HUYKHETPYIHOTO
otnena Il crenewn.

Koncynpranus reHetuka: rimkoretos |V tumna (6ose3ub AHIepeceHa).

buoncus medeHn ¢ OKpackoil mpemnapatoB no Mak-MaHnycy: NMOATBEpkKAECH
MEJIKOY3JIOBOM LUPPO3 MEYECHH, HAKOIUIEHUE TJIMKOT€HA W3MEHEHHOW CTPYKTYpbI
MO3BOJIMJIO YCTAaHOBUTH AUArHo3 rMkoreno3 IV tuna.

VYuuTsiBas accolMaM0 CHHAPOMOB NOPTAJbHON TMIEPTEH3UU U IEYEHOYHO-
kierouHoit Henoctatounoctu (ITIKH), ObuT mpenmnonoskeH nuarHos: riamkorenos IV
tuna (0osie3Hb AHJIEpCEHA), IUPpPO3 IME€UECHH, OOMEHHBIH, MEIKOY3JI0BOMH,
c(OpPMHUPOBAHHBIN, C MOPTAIbHON TUNEPTEH3UEH, BAPUKO3HBIM PaCIIMPEHHEM BEH
MUIIEBOJa, HApYyIICHUEM OENKOBO-CHHTETUYECKOW (YHKIMMU Te4YeHH (M0 IIKaie
Yaiinpa-I1st0 A cTeneHu); aciur.

B cBsI3U ¢ COXpaHAIOMIKUMCS ACIIUTOM, PESUCTEHTHBIM K MPOBOAUMOM TEpaIlvH,
MPOTPECCUPOBAHUEM CHUMIITOMATHUKUA OOJBHOM Oblla TOKa3aHa TpPaHCIUIAHTAIUSA
IICYECHHU.

B Bo3pacre 15 nerobcnenonana B kinunuke "Cent Jliok" - bproccens, benbrus.

Pezynomamoi nabopamopHvix U UHCMPYMEHMATbHBIX MEMOO08 UCCAEO08AHUA!

Koarynmorpamma:  4acTU4HbIA  ACPUIUT  AHTUTPOMOWHA,  YBEIUYCHUE
IpOTPOMOMHOBOrO BpeMeHH A0 24 cek. PesucrentHocts (Qaktopa V K
MHAaKTUBUpYIOLIEeMy potenHy C- TpoMOOreHHbIe (DaKTOPHI.

O6napyxxena Mytauuss 1o ¢akrtopy V JleiineHa: reTepo3uroTHoe
HOCHUTEJIBCTBO (CBUACTEIBCTBYET O PUCKE BEHO3HBIX TPOMOO30B).

Hwuxusia neyenounast anruorpadus + kaBorpadusi: 3aTpyIHeHa KaTeTepu3aius
IIEYEHOYHOM BEHBI.BHYTpUIIEUEHOUHBIE BEHBI HE BHU3yalu3UpyroTcsa. OrMedaercs
HEOJHOPOJIHOE KPOBOCHAOKEHHWE B MPABOM J0JE TEYEHH 3a CUET OOETHEHHOIO
COCYJIMCTOIO PUCYHKA CETMEHTAPHBIX BETBEW BOPOTHOM BEHHI.

I'emaTtobuomncusi: aTpodus TEHmaTOIMTOB B IIEHTPOJIOOYJSIPHOM 30HE,
BEHO3HBIN 3aCTON, TPOMOO3BI B 00JIACTH NMEUEHOYHBIX TEPMUHAIBHBIX BEHY.

Hanuumne pedpakrepHoro acuura, MaTojordMd B CHCTEME T'e€MOCTa3a,
3aTpy/IHEHUE KATETEPU3ALMHM NEYEHOYHOW BEHBI M OTCYTCTBHE €€ BU3YyaIU3aLUU
CBUJETEIBCTBOBAIO B MOJB3y cuHApoma banna-Kuapu. [IpoBenena tpancnanramnus
MEYEHHU OT KUBOTO poACTBeHHOro noHopa — otua (II — III cermenTsr).

YcTaHOBJIEH AMArHO3: COCTOSIHUE MOCJE TPAHCIUIAHTALMM ME€YEHH OT >KMBOTO
POACTBEHHOIO JOHOpA, IUIACTHMKA BEHTPAJbHOM TPBDKH TIOCHE CPEAUHHOMN
nanapotomuu. Cungpom bagma — Kuapu. I'ereposurotHas myrtarus daktopa V
(Jletimen). BropuuHslil IMppo3 NEUYEHH, TOPTATIbHAS TUIIEPTEH3MU.

[locne omepanuu peOEHOK MPOJOIIKAET JIEYEHUE: JUeTa C HCKIOYECHUEM
OCTpOi1, )KUPHOH, KapeHOW MHUILK, Kode, MO0KOoIaaa, KOMUYESHbIX U3JIeIuil; nmporpad:
7.00 — 2,5 mr, 19.00 — 3,0 Mr - mmurenpHO; Meapon 7.00 - 4 Mr - JIMTENBHO,
oukapooHart 1 r x 2 p/cyT. - JUTENBHO, Ypcoxou (YKpiuB, ypcodanbk) 250 mr x 2
p/CyT. — IIUTENHHO,KYpPChl aHTHOAKTEpUATILHOM Tepanuu 1 ButamuHa K.
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OO1ee COCTOSIHUE YAOBIETBOPUTENBHOE, OOJEBOM CHHAPOM OTCYTCTBYET,
pa3Mep IeYeHHW, cele3eHKH O0e3 TeHAeHIMM K yBenauueHuto. Coxpansercs
HOpMaJIbHOE Ynciio TpoMOouuToB. Koaryiorpamma B rpeziesiax HOpMBI.

[THEBMONIEpPUTOHEYM: TPAHCILJIAHTAT NIEYEHU YaCTUYHO
BU3yanu3upyeTcs. BOpoTHBIMI  KpOBOTOK €O  cKopocThio okojo 40  cwm/c.
[IpucyTcTBYyeT WHTpaANapeHXWMATO3HbIN apTepUalibHbId  KpPOBOTOK. [leueHouHbIE
BEHBI [TPOXOIUMBL.

Dxo-pomnIiep OPOUTHON MOJIOCTU: COCYIUCTBIN U KETYEBBIBOISIIUN CTaTyC B
HopMe. Cene3eHKa rOMOreHHa, HECKOJIBKO YBEJIMYEHA B pa3mepe. Buzyanusupyercs
HE0OJIPIIOE KOJIMYECTBO KUJIKOCTHA OKOJIO XBOCTOBOM J0JIM NIEYECHH.

BapraGenpHOCTh KITUHUYECKAX CUMITTOMOB TIPH JAHHOM 3a00JICBaHHUH, HU3KAs
4acTOTa €ro BCTPEYAEMOCTH CPEAU JIETEN, OTCYTCTBUE TOCTOBEPHBIX U3MEHEHUN TTPU
MPOBEICHUH JIAOOPATOPHBIX W HMHCTPYMEHTAIBHBIX METOJOB  HCCIICIOBAHMSI
NPUBOJIUT K MOCTAHOBKE OITMOOYHOTO IMarHO3a.

B nepByio odepenr HEOOXOIUMO OOBSCHUTH (DAKT MOCTAHOBKH OUIMOOYHOTO
JMarHo3a — omyxoJib nedeHu. Kak ObU10 yKa3aHO BbIIIE, NMPU PA3BUTUU CHUHIPOMA
banna-Kuapu npoucxonut runeptpodus XBOCTaTOW JOJU TEYEHH, KOTOPYIO IpHU
npoBeaeHur Y3M omumOOYHO TPUHUMAIOT 3a OIYXOJIEBHJIHOE OOpa3oBaHUE.
KnuHuueckass kapTuHa, HW3MEHEHHE JIAOOpPATOPHBIX TMOKa3aTelaeil MpHU JTaHHBIX
3a00J1€BaHUSAX MOTYT OBITH CXOXKHMH, MOITOMY HEOOXOJIUMBIM SBIISICTCS aHAU3
KPOBU Ha OHKOMAapKEphI, a TAKKE TMCTOJIOTMYECKOE UCCIEI0BAHNE, KOTOPOE U OBLIO
MpoBeACHO Hamier 0opbHON. IIpu OMmMMOOYHOM MOCTAHOBKE JUArHo3a «pak IMEeUYCHH»
MOXET ObITh MPOM3BEICHA IEMUTEMATIKTOMUSA, KOTOpasi HE MOKa3aHa IMpHU JICUCHUU
cunapoma banna-Kuapu u npuBe€r K yXyIIIeHUIO COCTOSTHUS 00IBHOTO.

Juarno3 rnukoreno3 |V tuna (6one3np AHaepceHa) Obll YCTaHOBIICH B CBS3U
C TeMm, 4To MaHHdecTalusl ero MPOUCXOJAUT HMMEHHO B paHHEM Bo3pacte (0T 6
MECAIIeB J0 2-X JIET), B KJIMHUYECKOM KapTHHE — acCIHUT, OTEKU KOHEYHOCTEH,
renaTtocryieHoMeranus. Jluarno3 MOXKHO TOJATBEPAUTH MPU TMPOBEIACHUU OHOIICHUU
neyeHu (y OonbHOM ~ OOHApYKEH TIUKOTEH C W3MEHEHHOM CTPYKTYpoOil) W
OOHapy>)KEHMM  CHIDKCHMsI  aKTMBHOCTH  ammiio-1,4:1,6-rmrokanTpaHcdepassbl.
OCHOBHBIM METOJIaM TOJTBEPKICHUS NHArHo3a riaukoreHoza IV Ttuma sBusercs
MOJIEKYJISIPHO-TEHETUYECKUE HCCAEAOBaHUE. TpaHCIUIaHTALMS TI€YEHU SIBISIETCS
€AUHCTBEHHBIM J((EKTUBHBIM METOJOM JICYCHHUS TIpU TIEYEHOUYHOW opme
3a0oneBanus. TakTuka yeyeHus Oone3nn AnaepceHa u cusjapoma banna-Kuapu B
JEKOMIICHCUPOBAHHOM CTaJ WU COBIAJAIH, YTO MO3BOJWJIO YJIYUIIUTh COCTOSHUE
JI€BOYKH U MPOTHO3 TSI €€ )KU3HU U BBI3JIOPOBJICHHUS.

Jlumepamypnas cnpaska no Kiunudeckomy Haoawooenuro Nelb
BrniepBrie 3a06oneBanre ObuT0 onucaHo aHrauiickuMm Bpadom G. Budd B 1845 r.

[Tozmuee, B 1899 1. aBctpuiickuii matonor H. Chiari npegocrasun nadopmaiuio o 13
CITyJasiX 3TOTO CHHIpPOMA.
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bone3ny bapma-Kmapm — 3T0 HapymeHne OTTOKa KpOBH U3 IIEYEHH,
00yCIIOBJIEHHOE TEPBUYHBIM  OOJUTEPUPYIOMIUM TpoMOO(DIeOUTOM, MOPOKAMHU
pa3BUTHSL TIEYCHOYHBIX BEH, HMX TPOMOO30OM C TMOCIEAYIOMEH OKKIIIO3HUEH,
XapakTepu3yrolieecss  MOpaKeHUEM  TEUYEeHH W Pa3BUTHEM  TNOPTaJIbHOM
runiepreH3un.Cunapom banna-Kuapu - BTOpUYHOE HapylIEHHWE OTTOKAa KPOBU H3
NEYeHU MpU pAJE MATOJOTMUYECKUX COCTOSHUM, HE CBA3aHHBIX C H3MEHEHUSIMU
cocynoB nedeHu. Yacrora cunapoma banna-Kuapu HeBbicoka u coctasigeT 1:100
ThIC. HaceneHusl. Hanbosee yacThiMu npuurHamMu pa3Butus cunapoma bagna-Kuapu
ABJISIFOTCS reMaTOJIOTHYECKHE paccTpoicTBa (momuuuTemus, HOYHAas
napoKcu3MallbHasl reMorioounypusi, nepuut npotenna C, nedpuuuT TpoTpoMOnHa
II); B 9% cnyyaeB accOUMUPOBAH CO 3JIOKAYECTBEHHBIMH HOBOOOpa30BaHUAMH. Y
TpeTH OOJBHBIX HUKAKUX COIMYTCTBYIOIIMX 3a00JIeBaHUI JHArHOCTUPOBATH HE
ymaercs. CmepTh HacTymaeT B pe3yiabTare (QyJIbMHHAHTHOW  TMEYECHOYHOM
HEJOCTaTOYHOCTH, KPOBOTCUECHUU U3 BapUKO3HO-PACIIMPEHHBIX BEH MHUIIEBOA
(BPBII) wnm ocnoxkHeHuit aciuTa (CIOHTAHHBIM OaKTEpUAIbHBIA TEPUTOHMUT,
renaTopeHalbHbIl CUHAPOM, IMOpTajdbHasg TracTpo-, DSHTEPO-, KOJomaTusi C
OKKYJIbTHBIMU KPOBOTCUEHUSIMH ).

Cunapom banna-Kuapu pazgensiercd 1Mo 3THOJIOTHM, JIOKAIW3ALUUM MECTa
BEHO3HOU OOCTPYKIIMH, MO TEYeHHI0. DTHosiorus cuuapoma bagma-Kuapu Becbma
pa3zHooOpa3Ha. Beiaenstor:

1) MexaHHYeCKUE MPUUYUHBI: BPOKICHHOE MEMOPAHO3HOE 3apalllcHue HUKHEU
MOJIOM BEHBI 3-X TUIIOB, CTEHO3 NIEYEHOYHOM BEHBI, TUIOIIa3Usl HAJIMEUYEHOYHBIX BEH,
MoCJIeoNepalMoHHasl OOCTPYKUMSA TI€YEHOYHBIX BEH W HIKHEW TMOJOW BEHBI,
MOCTTpaBMAaTHUYECKasi OOCTPYKIIMS IEYCHOUHBIX BEH U HUXKHEH MOJION BEHBI;

2) napeHTepaibHOE TUTAHUE;

3) omyxoiH: TOYECYHO-KICTOYHAs KapIUHOMA, OMYXOJH HaJlIOYCYHUKOB,
JeOMHUOCapKOMa HUKHEH MoJoi BeHbl, MUKcoMma 10 mpaBoro npencepaus, OmyxoJb
Bunbmca;

4) HapyllIEeHHs KOaryJsiuu: reMaToJOTHYEeCKUEe PacCTPOICTBA, MOTUIUTEMHUS,
TPOMOOITUTO3, apoKCU3MasbHasl HOYHAas reMorjJoOuHypHs,
MuenonponudepatuBHbie 3a001eBanus, Koaryionaruu, aehunut nporenHa C u S,
nedunut antutpomOuHa II, antudochonunuaHeiii cuHAPOM, Ipyrue KoaryJaomnaTuu,
CHUCTEMHbIEC BaCKYJIHUTHI, CEPIIOBUIHO-KICTOYHASI aHEMUS;

5) XpOHUYECKHUE BOCTAIUTEbHBIC 3a00JICBaHUSI KUIIICUHUKA,;

6) npueM OpajbHbIX KOHTPAIENITUBOB,;

7) wuHbeKkuuoHHbIe 3a0oJieBaHuUs: TyOepKyJie3, acmepruuies, G(UIspuos,
AXMHOKOKKO03, amebuas, cudumce.

[To nokanu3anuu BEHO3HOW OOCTPYKIMH Pa3Inyaror:

I tunm — oOCTpyKUMS HUXKHEH TOJIOM BEHbl W BTOPUYHAS OOCTPYKIIMS
IICUYCHOYHOM BEHBI;

II Tun — oOCTpyKLIMS KPYIHBIX IEYCHOYHBIX BEH;

I T — OOCTPYKIIHS MEJIKMX BEH TMeUYeHU (BEHOOKKIIFO3MOHHAsI OOJIE3Hb ).
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[To TedeHuro pa3nuyaroOT: OCTPHIN (MIPUYMHA- TPOMOO3 MEYCHOYHBIX BEH HIIU
HUKHEHN MOJI0M BEHbI) U XpOHUYECKUH (MpuyuHa - pruOpo3 BHYTPUIIEUEHOUYHBIX BEH,
BbI3BaHHBIA BOocHaIMUTENbHBIM MporeccoM). [Ipu cunapome banna-Kuapu BeHosHas
OoOCTpYyKIMsI,  CHOCOOCTBYSl  HapacTaHWIO  JaBJICHUS B  CHUHYCOUJAJIbHBIX
OPOCTPAHCTBAX, NPHUBOAUT K HAPYIIEHUIO BEHO3HOIO KpPOBOTOKAa B CHCTEME
MOPTaJbHON BEHBI, ACHUTY U MOPQOJIOTHUUYECKHUM H3MEHEHHUSM B TKAaHU ICUYCHH.
3acToiiHble M3MEHEHUSI B TICYEHOYHOM JI0JIbKE CIOCOOCTBYIOT Pa3BUTHIO HEKpPO3a
renarouuToB 30HBI [II. Ilpm ocTpol 3aKymopKe IEYEHOYHBIX BEH IMOSBIIOTCA
MHTEHCUBHBIE OOJIM B ANUracTpajibHOM OOJlaCTH W B MpaBOM MoApeOepbe, PBOTA,
oTMedaeTcs Kenryxa. Ilpu octpoir dopme CHUMITOMBI 3a00J€BaHUS BO3HHKAIOT
BHE3aIITHO M HOCAT BbIpaXEeHHBIM Xapakrep. Ilpu npucoeguHuBIIEMCS TpPOMOO3€
HIDKHEW MOJION BEHbI HAOJIOIAIOTCA OTEKH HUKHUX KOHEUHOCTEH, paclIMpeHue BEH
Ha NepeIHel OpIOIIHOM CTEHKE.

[Ipu xponudeckoit gopme 00JIe3Hb AJIUTEIBHOE BpPEMsI MOXKET MPOTEKaTh
0ecCHUMIITOMHO, B JaJIbHEHIIEM MOSBISAIOTCA OOJM B MpaBOM Mojpedephe, pBOTA,
rernaTroCIICHOMEralnus, HeOOJbIIas XKenryxa, acuur. llpu 3arTsyKHOM TedeHUH
MOCTENIEHHO Pa3BUBAETCs KoJIIaTepajibHOE KPOBOOOpAIIEHHE, KOTOPOE MPOSIBISIETCS
pacUIMpPEHUEM ITOBEPXHOCTHBIX BEH KOXKH.

B ocHOBe IMarHOCTHKM JieXaT KIMHUYECKHE NpOsBICHUS 3a0o0ieBaHMUs,
JOIIJIEPOBCKOE YJIbTPA3BYKOBOE HCCIIEA0BaHUE(TUIIEPIXOTEHHBIH TPOMO B MPOCBETE
COCyJla, YMEHBIIEHHWE WJIH OTCYTCTBHE KpPOBOTOKAa WM THIEPIXOTCHHBIM TSIK
(monmoca) Ha Mecte omHOM (WM Oojee) TJAaBHBIX TI€YEHOYHBIX  BEH,
runepTpopupoBaHHas XBocTaTass A0 ImedeHu). JlocToBepHBI B JIMArHOCTHKE
JaHHble aHrHorpaguu (HWXKHAA KaBarpadus u BeHoremarorpadus). B HacTosiee
BpemMs Uil JUArHOCTHMKH cuHApoma baana-Kuapm mMpoOKO UCHOIB3yeTCA
MyJIbTHCIIMpPaIbHAsA TOMOrpadus ¢ O0JHOCHBIM KOHTPACTUPOBAHHUEM.

Jleuenne cuHapoma bapgma-Kuapu mpoBOOUTCS TONBKO B  CTal[MOHApE
MEIMKAMEHTO3HBIMH W XUPYPrMYECKUMHM MeToJaMH. B Tepanuu npuMeHSoTCs
JOUNYPETUKH, aHTUKOATYJISIHTBI, TPOMOOJIMTUYECKUE MpenapaThl.

Bun Xupypruyeckoro BMEIIATEIbCTBA OINPEHEISIETCS NPUYUHON Pa3BUTHUS
cunapoma. Ilpu meMOpaHO3HOM 3apallleHHH IIPOCBETa HIKHEH IOJIOH BEHBI
NPOBOAMTCS YPECKOXkHAsi YCTAHOBKAa CTEHTa Tocjae OauIOHHOM —JAujaTaluH,
BO3MOXXHO NIPOBEJCHHE TpaHCKapAuajibHOW MeMOpaHskTomMuu. Ecmu wumeercs
TpoMOO3 WM OOCTPYKIMS HMXKHEW MOJOM BEHBI, TO MAlMEHTaM YCTaHABIUBAETCS
ME€30aTPUAIbHBIN LIYHT. DONBHBIM C XPOHMYECKMM TEYEHHUEM CHUHIpoma bamna-
Kuapu mnpoBoauTcss MOpPTOKaBajibHOE WM ME30KAaBAJIbHOE LIYHTHPOBAHUE NPH
YCIOBUHM MPOXOJAUMOCTU TOPTaIbHOW BEHbI. TpPaHCIOTyJIIpHOE BHYTPUIIEYEHOUHOE
IIYHTUPOBaHUE yJIydlllaeT COCTOsIHME OOJbHBIX cuHApoMoM baana-Kuapu
.BrxuBaemoctsb uepes 4,5 roja nocie TpaHcIIaHTaluus neueHu cocrasisieT 50-95%.
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MMABA IV. CJIOXKHBIV MAIIMEHT B YHAOKPUHOJIOT UU

Kaunnunueckoe Hadaoaenue Nel6

Hesouka K. 12 ner, moctynuia Ha oOcieqoBaHUe MO MOBOAY 0Opa3oBaHUs B
00J1acTH CPETUHHOW JIMHUH IIIECH.

W3 anamneza w3BecTHO, 4TO pebeHOK OT | maTtonmormyecku mpoTekaBieH
O0epeMeHHOCTH. [leTanu paHHero aHaMHe3a YCTaHOBHUTH HE YJaJ0Ch BBUAY TOTO, YTO
poauTenu OT pebdeHKa OTKa3aJluCh M JIeBOYKAa BOCHHUTHIBACTCS B JO0MeE pPeOCHKA.
N3BecTHO, 4TO 00pa3oBaHWe B 00JACTH 1M MPUCYTCTBYET HA MPOTSHKECHUH BCEU
KHU3HU peOeHKa, ¢ 6 JeT MoCTOsIHHO yBennuuBaeTcs. He obcnenoBanaces. B cBssu ¢
3aTPYJHEHHUEM TJIOTAHUSI IOCTYIHWIIA B XUPYPTUUECKUN CTAIIMOHAP C MOJO3PEHUEM Ha
kucty meu. [lpousBenena Obuta Owuorncus oOpa3oBaHUs, BBISIBJICHA TKaHb
IIMTOBUJIHOM JKEJIe3bl, B CBSI3U C UYeM PEOCHOK HAIpaBJIeH Ha J000CiIeOBaHUE B
JNETCKUHI YHAOKPUHOJIOTUYECKUM LIEHTP.

[Ipu nocmynnenuu oOpatwin Ha ce0d BHUMAaHHE NPHU3HAKK CHUCTEMHOMN
Heau(ppepeHUUpPOBAaHHOW  AUCIUIA3UM  COEAUHUTENBHOW  TKaHU,  3a/IepXKKa
MHTEIJIEKTYaJIbHOTO Pa3BUTHUSI, BSUIOCTh, CHIKEHHE MamsiTu. Temmepartypa tena 36,5
C, Y1 — 22 B munyty, UCC — 78 B munyty, AJl - 110/60mMm.pT.CT.

du3nueckoe pa3BUTUE CpellHEe, rapMOHUYHOE: Macca Tena 42 kr, poct 155
cm (+1.2 CO), wunmekc wmaccel Tenma 17.5  (memuana). IlonoBas Qopmyna
Ax2/P2/Ma3/Mel.

KoHble TMOKpOBBI YHCTHIE, CyXHeE, MepuopOuTaIbHbie TeHU. B nérkmx
BE3UKYJIApHOE JbIXxaHue. TOHBI cepAlla — PUTMUYHBIE, CHUCTOJMYECKUN IIyM Ha
BepxyIike. JKuBotT markuii, 6e30ome3HeHHbId. [leuenp, cene3énka He yBelMUeHBI. B
BEpXHEW TPETU TMEpPEIHEH IMOBEPXHOCTU II€H NaJbIIHUPYIOTCS OIyXOJEBUAHOE
oOpazoBaHue OKpyrjaoil (opmbl,  Msarkoe, 0e300J€3HEHHOE, HE CHAasHHOE C
MOICXKAIMMU TKaHsIMU 0€3 MPU3HAKOB BOCMAIUTENbHOU peakiuu (puc 4.1 a, 6).

Jarnnvle 1abopamopnozo u UHCMPYMEeHMAalbHO20 00C1e008aAHUSL:
— KimHnueckuit aHamm3 KpOBH M MOYH O€3 TIaTOJIOTHH,
— caxap KpoBH: 4.8 MMOJIB/J;
— TIpH YABTPa3BYKOBOM OOCJICIOBAHUY BBISIBIICHBI TTTyOOKUIA IITIOPOBUTHBIN 3aTH0
Tela >KCIIYHOTO ITy3bIpsi, YMEpPEHHas CojeBas HWHKPYCTAIlUsS JIOXaHOK IOYEK,
IIPOJIATIC MUTPAJIBHOTO KJIAallaHa, aHOMajbHas Xopja JICBOTO JKEIyJ04Kka, B
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o0jacTu nepenHel MOBEpXHOCTH IIer 00pa30BaHHe HEONPEIEIEHHON (GOPMBI CO

CTPYKTYpOH, MOJOOHOM TKAaHW NTUTOBUTHOMN KeEJIe3bl;
a o

Puc. 4.1. Ob6pa3zoBanue B 00J1aCTH I1I€U y I€BOYKH 12 neT
(a - B cuepeau, 0 — BUJI COOKY)

— TOPMOHBI IIIUTOBUIHOM JKeJIe3bl: TUpeoTpomHbIi ropmMoH — 9.24 (N 0,23 — 3,4),
TUPOKCHH, TeTparoaruponnH — 2,44 (N 2,5 — 5,8), tpuiionruponun — 9,3 (N
10,0 — 23,2), anturena k tupeonuporcumaze — 38,0 (N xo 30 EJl/mn);
— Owuornicusi 00pa3oBaHUs — CTPOCHUE TKAHM IITUTOBUIHON JKEJIE3bl MPEACTaBICHO
KHCTO3HO-PAaCIIUPEHHBIMU (OJITUKYIaMHU.
— kommbloTepHass Tomorpadus mien — KT-mpusHaku MIedHON AMCTONUU
IIUTOBHUIHOM KEJIE3bl.
Ha ocHoBanunn aHamHe3a, KIIMHWYECKWX TaHHBIX, JTAHHBIX JOMOJTHHUTEIIBHBIX
METOZIOB O0OCIIeTIOBAaHUS OBIT JTHATHOCTHUPOBAH BPOJNCOCHHBIU HNOPOK DPA3GUMIUSL
WUMOBUOHOU dcelle3bl (OUCTMONUSL), 2UNOMUPEOD3.

Jlumepamypuas cnpaska no KiuHu4eckomy Hao.wooenuro Nelb

BpoxnenHass marosioruss UIMTOBHAHOM >Kelie3bl BCTpedaercss y 3-4 ThicAd
JeTe, PpOXKACHHBIX  JKUBBIMH.  BpOXIEHHBI  TUMOTUpPEO3 -  Haumbojee
pacmpoCcTpaHEHHOE BPOXKIEHHOE DHJIOKPUHHOE 3a00JIeBaHUE, KOTOpOE, TpH
HECBOEBPEMEHHO HA3HAYCHHON Tepamuu, COMPOBOXKIACTCS PAa3BUTHEM TKEIOU
koruutuBHOM nucynkmuu. CormacHo MKb muarnoctupyror: E 00 — Cuaapom
BpOXKJICHHON HoaHoW HempoctatouyHocTH, E 03.0 — BpoxaeHHbIH THUNOTHUPEO3 C
3000M, E 03.1 — BpoxxneHnsiii rurmotupeos 6e3 306a. I1lo maHHBIM MccnenoBaTeneit
OUCTONMSL TIUTOBUAHOM kene3bl BerpedaeTca B 30% cioydaeB BpOKIEHHOTO
TUIIOTUPEO03a, MPUYEM YacTOTa PETHCTPAIlMU JAHHOTO COCTOsHMS 3a mocieanue 10
net causmnack Ha 10%.

[[lnToBUaHAS Keye3a 00pa3yeTcs U3 OCHOBaHUS TJIOTKHU Ha 4 HeJlelle recTaluu
B BUJIC IUBEPTUKYJA. 3aT€M MPOUCXOAUT €0 JABMKCHHUE 1O TUPEOS3BIYHOMY TPAKTY
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B 007acTh IIeH, TAe NPUOOpPETacT ABYXIOJIbKOBYIO CTPYKTYPy M CIHBAcTCS C
BEHTPAJIBHON YacThIO 4YETBEPTOro (apuHreaqbHOro KapmaHa. TakuMm o00pa3om,
(dbopMHUpOBaHHE IMTOBHIHOW MeEJe3bl MPOXOJIUT B HECKOJBKO 3TaloB, OCHOBHOM
0COOCHHOCTBIO KOTOPBIX SIBIISICTCS JIBH)KCHHE OpraHa B KayJaJIbHOM HAIpaBJICHHU
(puc. 4.2).

J -.\ ’/'
/ \ NPMMHUTMBHAA \
/ \ f N A3bIK
/ . \ rNOTKa |
/ ‘. \
/ L 4 TPaXC Do :"’ | TuMpeoAsbluHbIK TPAKT
MBEPTURYNYM
\ . ANECRTRINY \ p . | NoabA3bIUHAA KOCTb
\ | | TMpeonaHan ) | i I Tpaxen
N novsa bopmupyrowanca
WMTOBUAHAA Keneaa
pt” N\ T —
N\, popmupyrowanca

WMTOBMAHAA Kenesa
\ rNOTKa

| yl
\ \ N noabA3bIYHAA KOCTb \  A3bIK
' l i \ noAbA3bIYHAA KOCTb
\ - | Tpaxesa \
\ /'/ | / \
it o | ,
| 'nmuweson
\ \ o‘
. ropTaHb
‘~ ' WUTOBUAHAA ¥enesa

Puc. 4.2 Kayz[am,Hoe ABUXKCHUC IHI/ITOBI/II[HOﬁ JKCJIC3bI B OHTOI'CHE3EC
(o DeLauro, 2003)

Hapymienne nBukeHus opraHa B paHHEM OHTOIEHE3€ MOXKET INPUBOAMTHL K
HIeiiHOM naucTonuu opraHa (Kak B paccMaTpMBaeMOM KIMHHUYECKOM cllydae), K
s3pIyHON auctonuu (puc. 4.3.a)., MArHOCTHKA KOTOPHIX HamOoyiee KOPPEKTHA IMpH
MPOBEJCHNUHN CKaHWPOBAHUS C MEUEHBIM HOIOMi23 JTUOO TEXHEUHs MEPTEXHUTATOM

(puc 4.3.0).

LINGUAL ﬁﬁ?om/‘

Puc. 4.3 SI3p1yHast AUCTOIUS IIUTOBUIHOM KEJIE3BI
(a — mpu KITMHUYECKOM OCMOTpE, O — CKAHUPOBAHHE C HOIO0M123)
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TupeougHas TUCTEHE3UsT MOXKET MPOSIBIATLCSA B BUIEC HAPYIIECHUS CTPYKTYPhI
0e3 u3MeHeHHs Tonuky oprana (puc. 4.4.).

Normal

N

Right Left
lobe lobe

~—

Pyramidal
lobe

Thyroid
hemiagenesis

~— —

N N
S e
Unique well Unique well
located left lobe located right lobe
without isthmus with isthmus

Puc. 4.4. Hapymenue ctpyktypsl LLDK 0e3 n3MeHeHust Tonuku oprasa.

OcobeHnocmu KIUHUYECK020 CYyUas.

Y nauueHTK MMEET MECTO BPOXKICHHAsI MAaTOJIOTHSI IIATOBUIHOM KEJIE3bl —
TUPEOUJHAS TUCTOIMSA, SIBUBIIASCA CJIEACTBUEM HAPYIICHUS IBWKECHUS OpraHa BO
BHYTPUYTPOOHOM IIEPUOJIE PA3BUTHS, B COUCTAHUU C TUIIOTHPEO30M.

OcoOEHHOCTBIO clTydas SIBJISICTCS MO3IHSS JUATHOCTHKA BPOKJICHHOTO TTOPOKa
Pa3BUTHUSA U TUIIOTUPEO3a Kak TakoBOro. IIpoBeleHHbIE MHBAa3WBHBIE MEPONPHUATHSA
NPOBOJWIIUCH B CTAHAAPTHOM PEKUME.

Takum 00pa3zoM, HelocTaTouHasi UHPOPMUPOBAHHOCTh Bpaue€i OTHOCUTEIIHLHO
OCOOCHHOCTEM pa3BUTHS IIUTOBUIHON Kejae3bl BO BHYTPUYTPOOHOM MEpPHUOJIC U
BO3MOXHOM (D OPMUPOBAHUM COOTBETCTBYIOIIMX HAPYIICHUNA MOXKET NPHUBECTH K
MO3JHEH TUarHOCTHKE.
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Kiananyeckoe Haorogenne Nel7

Pebenox M., Sner 10 mec. [locmynun w3 paioHOOM OOJBHUIIBI B TSKEIOM
COCTOSIHHHM C >Kaj00amMH Ha BBIPAXKEHHYIO CIIa00CTh, BSUIOCTh, HAPYIICHUE CO3HAHMUA,
TEMHYI0 OKpacKy KOXHBIX IIOKpPOBOB, OTCYTCTBUE anmnetruta. Ha ocHoBaHuu
AHAMHECTUYECKUX JAHHBIX MEPBBIC CUMIITOMBI 3a00JI1€BaHMUS MOSBIIIACH 32 7 MEC. 10
MOCTYIUICHHUSA, KOTJa peOCHOK cTaj ymoTpeOnsaTh Oojblie coiieHo muim. Yepes
MecAll ¢ MOMEHTa Havajia 3a0o0JieBaHMs MOSBHJIACH OpPOH30BAasi OKpacKa KOXHU.
CoctosiHue peGeHKa MOCTENEeHHO yXYyIIIaloCh M 4epe3 5 Mec. ¢ MOMEHTa jaelioTa
peOEHOK MOCTyNaeT B CTAIMOHAP C )KajobamMu Ha cl1aboCTh, BSJIOCTb, PBOTY, KOTOpHIE
OBLITM PACIIEHEHBI KaK MPOSBICHUS MUIIEBON TOKCUKOMHDEKITUH.
[Tocne BBIMUCKK COCTOSTHUE MPOTPECCUBHO MEJICHHO YXYJIIANOCh (HapacTaia
cabocTh, 00€3BOKMBAHUE) U Yepe3 2 Mecsiia peOEHOK BHOBb MOCTYIHII B CTAIMOHAD
M0 MECTY >KUTEIHCTBA B TSHKEIIOM COCTOSIHUHU, KOTOPOE OBLIIO PACIIEHEHO KaK OCTPOe
OTpaBJIeHHWE C SIBJICHUSIMU HEUpPOTOKCHMKO3a. B cBsi3u ¢ orcyrctBueM 3(ddekTa,
MalIMHOM CaHaBUAIIMM B OYECHb TSKEIOM COCTOSHUM pEOCHOK IMepeBe/ieH Ha
caenyromui stan meauuuHcko nomomy — OJIKb.
Obvexkmueno: TP MNOCTYIUICHUH COCTOSIHUE peOeHKa TSKENOoe, CO3HAHUE IO
mkaime I'masro  10-11  GammoB.  OrTmeuamach  MBIIICYHAs  THUIIOTOHUS,
runopediuexcus. Gu3zndyeckoe pa3BUTHE ¢ Pe3KUM JaedunuToM maccel Tena (poct 113
CM - MenaHa, Macca Tena 16 xr - < 5 mepuentwis, UMT 12,6 kr/m? — munyc 3 CO).
T=37,1, Y1=24, UCC 63, A/1=90-95/60-65 na (oHe BHyTpHBEHHOW MHDY3UU
nodamuHa 10 MKT/KI/MHUH.
KoxxHble = TOKpPOBBI ~ CMyIJIBIE C  CEpOBAaTbIM  OTTEHKOM,  YYacTKH
TUNEPIUTMEHTAMA B O0JIACTU II€H, €CTECTBEHHBIX CKIIAJIOK, MOIIOHKH, CyXHE.
Cnusuctbie po3oBble, YncThie. OpraHsl TOJIOBBI U IIeH 0e3 ocoOeHHOCTer. OpraHsl
IbIXaHus 0e3 maToyioruu. ['paHuilbl CepieyHOM TYMOCTH HE pPacIIUpPeHbl. TOHBI
cepAlla PUTMUYHBIC, TMPUIIYLIICHHbIE, KOPOTKHM CHCTOJMYECKUH IIyM Haj
Bepxymkod. Tennenuust k Opaaukapauu. [lynbcoBas BojHA Ha Jy4YEBBIX apTepUsIX
CHIDKCHHBIX XapaKTePUCTHK, TMEPUOJUYECKH BbiMagaeT. JKUBOT BTSIHYT, MpH
najbialuy MArkuii, 6e30ose3neHnbii. [leuens +1,5 cM, cene3eHka He yBeIMYCHa.
W3 anamnesa sxcuznuy Mambl ayTOUMMYHHBIA TUPEOUIUT C TUNEpyHKIIMEH.
JIabopaTopHble M1 HHCTPYMEHTAJIbHbIE METO/IbI 00CIEI0BAHMS:
— KJIMHUYECKUN aHaJU3 KPOBH — aHEMHUsS JIETKOW CTENEeHU, HOPMOIMTapHas,
HOPMOXPOMHAsI, KIMHUYECKUHM aHaJIN3 MOYH — 0€3 MMaTOoJIO0THH;

— Y3U opraHoB OpIONIHON MOJOCTU: HAATOYECYHUKA YMEPEHHO YMEHBIIICHBI B
pasmepax (21x17 MM), 3XOT€HHOCTh 3HAYUTEIBHO MOBbIIEHA. CTpyKTypa
CJIOEB CMa3aHa;
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— SNeKTpoyuThl KpoBu: Harpuih 120,1 mmonw/n, xkammit — 5,35 mwmoib/m,
KaybIui 1,16 MMOJIB/TI, TIIIOKO3a - 2,8 MMOJIB/J1, XJI0p - 94MMOIIB/ |

Ha ocHoBanum xano0, JaHHBIX aHaMHe3a (IMMOCTENEHHOE HAvalo, MOBBIIIEHHOE
yIOTPEOJICHUE COJIEHBIX MPOAYKTOB), JaHHBIX OOBEKTHUBHOTO 0O0CIEI0BaHUSA
(OpoH30Basi OKpacka KOXHM C ydacTKaMU THUIEPIUTMEHTAllud, CHUKEHHUE
apTepuajbHOrO JaBJICHUS), JAHHBIX JIA0OPATOPHBIX AHAIM30B (TUIIOHATPUEMHMS,
TUTIOXJIOPEMUS, THUTIEPKATUEMUN, THUIOTIMKEMHUs) OBbUT YCTAHOBJCH JHArHO3:
nepeuuHas XpoHuyeckas HeOOCMAmoOYHOCMb HAONOYEUHUKOS8 MANXCEN0U CHmenetu,
Gasza oexomnerncayuu. CocmosiHue nocie a0OUCOHUYECK020 KPU3d.

Crnemyet OTMETUTD, 9TO Y JAHHOTO peOeHKa Ham4ure 3a00JIeBaHUS MOYKHO OBLIO
MPEANOJIOKNTE €Ie Ha pPaHHUX CTAausAX [0 TOSBICHUS JEKOMIICHCAIINHM TIpU
U3MEHEHUM OKPACKM KOXM B COYETAHUU C  TMOBBIIICHHBIM MOTpeOJIeHUEM
MOBapeHHON coyM (KJIMHUYECKUM MNpu3HaK runoHarpuemun). OgHaKo OpOH30BBIN
OTTEHOK KOXKM B CBSI3M C MOSBJICHHEM B JIETHEE BpeMs Obljla paclieHeHa Kak 3arap, a
M3MEHEHUE THUIIEBBIX MPUOPUTETOB BOOOIE OCTaBICHO O€3 BHUMAaHUA Kak
POJIUTENISIMHU, TaK U METUITUHCKUMH paOOTHUKAMU.

Takue mpu3Haku Kak ciabOCTh, BSUIOCTh, CHIDKEHHE alllleTUTa, TOINTHOTA, PBOTA
3aKOHOMEpPHO OBUTM pACICHCHBl KaK TPHU3HAKA THUIICBBIX TOKCHKOMH(EKIIHH,
KOTOpBIE SIBJISIIOTCA 3HAYUTENbHO Oosiee pacnpoctpaHeHHbiMH, yeM HH. B 1o xe
BpEMs OTCYTCTBHE XapaKTEPHOTO SIHICMHOJIOTHYCCKOTO aHaMHE3a W YacThIC
PEIUANBEI TACTPOMHTECTUHAIBHBIX CUMIITOMOB MOTJIM HACTOPOXKHUTH CIEITAATHCTOB
B OTHOIIEHWY MPABMIHBHOCTH JUATHOCTUYECKOTO TOJIX0/1a, OCOOCHHO B COUYCTAHHH C
BBITIICU3JI0’)KCHHBIMU TIPU3HAKAMH.

CnabocTh, amaTUYHOCTh, HAPYIICHUS CO3HAHUS OBUIM PACIEHEHBI Kak
MPOSIBIICHUS] HEUPOTOKCHKO3a, YTO MOXKET BKJIAJBIBATHCS B KOHIICTIIMIO OCTPOIO
oTpaBiieHusa. B To ke Bpems mepMaHEHTHOE HAJMYUE MPHU3HAKOB HAa MPOTSHKEHUU
HECKOJBKMX MECSIEB B COYETAaHUU C TaCTPOMHTECTUHAIBHBIMH >KaloOamu,
M3MEHEHUEM OKPACKH KOXKM M TEHJEHIMEH K YMOTpeOJCHUIO MOBApPEHHOW COJU HE
BKJIQJIBIBAETCSA B  TMPOSBICHUS OCTPOM  MATONOTUU. Takke OTCYTCTBYIOT
yOenuTenbHbIE JaHHBIE O BO3MOXKHBIX (haKTaxX OTpaBICHUS U OAKTEPUOJIOTUYECKU
MOATBEP)KICHHBIC 3MHU30/bl KHIIeYHOW wWHpeknuu. CleayeT OTMETHTh, YTO BCE
AMU30/bI YXYAIICHHUS] OOIIETO COCTOSHUS TIPOMCXOJWIN B CBSI3M C BO3JCHCTBHEM
ctpecca (OPBU, ncuxosMoLMOHaNbHbIN GakTop U T.1.), @ B cuctemy 3 ()EeKTUBHBIX
MEPOTIPUATHIA HEOTJIO)KHOW TIOMOIIY BXOIMIA TIFOKOKOPTHKOWBI, MOCIE OTMECHBI
KOTOPBIX COCTOSIHHE HOPMAaJIM30BaJIOCh, a 3aTeM YXYIIIaJIoCh, HECMOTPS Ha
MpUMEHEHNE BCeX Ha3HAYEHHBIX MEIUKAMEHTO3HBIX CPEJICTB.

ITepeBon pebeHKka Ha CIAEAYIONIUN ATANl MEAUIIMHCKON MOMOIIM MPOBOJIUIICS Ha
done wHbY3UM [ONMAMUHA, YTO TMOAPA3yMEBACT KPUTHUUYECKOE COCTOSHUC
KapauoreMoauHaMuku. [lo-BuaMoOMy, THTMOTEH3Ws HE paccMaTpuBaiach B
JTMArHOCTUYECKOM TIPOIlecce KaK 3HAYUMBIM CUMMOTOM. [ TTMKeMHs Ha MPEeabIIyIIuX
ATamax MEeIUIMHCKOTO HAOJIOICHUS HE TTOTy4Ynia aJIeKBaTHON MHTEPIIPETAIUH.

B kauecTBe OCHOBHOTO JMarHo3a pacCMaTPUBAIUCH. OCTPOE OBITOBOE
OTpaBlieHHe HA(PTU3WHOM, pPACTBOPUTENIEM, JIAKOM [IJIi HOTTEHM M MPOIyKTaMu
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rOpeHuss — IUIACTHKOM, HEHUPOTOKCHUKO3, MeTabonudeckas dHIedamonaTus,
mubdy3Hble  O0JE3HM  COCMHUTENBLHOM  TKaHW, CENCHUC, MaHKpeaTomaTws,
(yHKIHMOHAJIBFHOE HAPYIIIEHHUE KETYHOTO My3bIps Ha ero ¢oHe nedopmaluu.

Takum 00pa3oM, HauMOOJNBIIEH JHUArHOCTHYECKOW CJIOKHOCTHIO B JaHHOM
KJIMHUYECKOM  Ccllydyae oOKas3ajach HeCNeUU(PUYHOCTh CHUMITOMOB, KOTOpPbIE
paccMaTpUBAINCh KaK MPOSIBJICHUS HAWOOJIEe YaCThIX MATOJOTUYECKHX COCTOSHUMN
U1 TIEAUATPUYECKOW MPaKTUKH. B TO e BpeMs, COBOKYIHOCTb apTepHaIbHOU
TUNIOTCH3UHU, TIEPMAHEHTHOW CIa0OCTH, »SIHU30/I0B PBOTHI B COUYETAHUEM C
MOBBINICHHBIM YIOTPEOJICHNN TOBAPEHHOW COJIM y peOeHKa ¢ MpOrpecCUpyromen
MOTEpe MacChl Teja U OPOH30BOM OKPACKOW KOXKHU SIBISICTCS MaTOTHOMOHWYHBIM
CUMIITOMOKOMIUIEKCOM. [Ipu mpaBUNIbHOW UWHTEpIpeTaluu J00ro H3 ITUX
MPU3HAKOB, 4 TAKXKE HAPYUICHUN CO3HAHUSI JUATHOCTHYECKUN KOMIUIEKC JOJKEH
BKJIFOYATh OLICHKY AJIEKTPOJIUTOB KPOBH, TJIMKEMHUH, YTO B JAHHOM CJIy4ae SIBJISIETCS
pemaronmMM  KpuTepreM, TpeOYIOIUM  OLEHKH  aJIpeHaloBOro  craryca C
MIPUBJICYEHUEM SHIOKPUHOJIOTA.

Jlumepamypnas cnpaska no Kiunudeckomy Haoaooenuro Nell

HenoctatoyHOCTh HAANOYEYHUKOB — TSKEIOE COCTOSIHUE, CBA3AHHOE C
nepuUUTOM B OpPraHU3M€ TOPMOHOB KOpbl HAANOYEYHUKOB. (OCHOBHBIMU
KJIIMHAYECKHUMHU TPU3HAKaMU SBIISIIOTCSA: AHOPEKCHs, CHIDKEHHE MacChl Tena,
TUIEPIUIMEHTalUs KOXKU (TPEUMYUIECTBEHHO Ha OTKPBITBIX YYacTKax KOXH U B
MecTax TpEeHHus), YTOMJISIEMOCTh, o0Om@as ciaaboCTh U  TOJOBOKPYKEHHE,
YCWIMBAIOIIMECA TPHU IEpPEMEHE MOJOKEHHsS Tejla B IMPOCTPAHCTBE, T'MIIOTEH3US,
TOIIHOTA, PBOTa, OOJM B JKUBOTE, Uapesi, apTpalru U Muaiaruu. JlabopatopHbIMU
auarHoctuyeckumu kpurepusasmu HH sBisitoTCs rumoHatpuemusi, TUIEpKaTUEMHs,
MOBBIIIEHNE YPOBHSI MOYEBUHBI B KPOBH, THIIOTJIUKEMUSL.

HaubGonee yacto nmepBuunass HH siBrsieTcss KOMIOHEHTOM TOJIMTIIAHTYJISIPHBIX
SHAOKPHHHBIX CUHAPOMOB. [IoIMOpraHHOCTh MOpaXEHUI 4acTO BEAET K HEJTOOLEHKE
COCTOSIHUSI Ha PaHHHUX dTarax.

Octpas HH (ampeHanoBbiii Kpu3) pa3BUBAETCA NPU PE3KOM CHIDKCHUHU WIIU
MOJIHOM MPEKPaIIeHUH BBIPAOOTKHM TOPMOHOB KOpbI HAANOYEYHUKOB; XPOHHUYECKAS
HH Bo3Hukaer npu aeduuuTe rOpMOHOB KOpPHI HAJANOYEYHUKOB (QJIbJOCTEPOHA U
koptuzoiia). Knaccudukarus xponnueckoit HH (manee — XHH). Ilepsuunas XHH
(6one3nb AnaucoHa) — CBSI3aHHAs C TMOPAKEHUEM HAANMOYEYHUKOB: BPOXKICHHAS,
npuoOpereHHas. Bropuunas XHH — cBsizanHas ¢ mnartojorueid runodusa:
BpOXJ€HHas;, mpuoOpereHHas. Tperuunas XHH — cBd3anHas c martosioruei
TUNOTalaMyca: BpOXkKICHHas; IPHUOOpeTeHHasl.

Hannmoueynuk mnpuiieraer K TMOYKE CBEpPXYy, KakK IIanoyka. YUYHUTbIBas
aHATOMUYECKYI0 M (DPM3MOJIOTMUECKYI0 HE3pEeJIOCTh HAAMOYEYHUKOB Yy neTeil ao 3-
JIETHErO BO3pacTa, OCTPYIO HAJIMOYEYHHUKOBYIO HEJIOCTATOYHOCTH MOXKET BBI3BATH
m000#1 13 MHOTHX (DaKTOPOB: Psii MHPEKIMOHHBIX 3a00seBaHuil (OaKTEpHAIBbHBIX,
BUPYCHBIX, IMapa3UTapHBIX, TPUOKOBBIX); CTPECCOBAs CHUTYaIlMs; AyTOMMMYHHBIN
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MpoIIECC (pa3pyuieHue HaJIMOYEYHUKOB COOCTBEHHBIMU AHTUTENIAMU);
KPOBOM3JIUSHUE B HAJIMIOYEUHUKH (HapUMep, IPU MEHUHTOKOKKOBOM MH(EKIIUU UITU
IIpU TPaBME).

OcTpblii CUHIIPOM MOKET Pa3BUTHCS U MPU POJIOBOM TpaBME HAANOUYECYHUKOB (B
cllydae Ta30BOro MpejiekaHus Ijonaa), 1 Ha ¢oHe xponHumyeckod HH, m kak
noOoYHbIA A(PPEeKT MpU JIEUEHUH HEKOTOPHIMHU JIEKAPCTBEHHBIMU CPEJCTBAMU
(a"HTHKOAryNsIHTAaMHU), U TpU OTMeHe TiokokopTukouaoB. [lpu mnepsuunoit HH
MIPUYAHON SBIISIETCA MOPAXKEHUE HAATIOUECUHUKOB.

B Hacrosmee BpemMs OCHOBHOM IpuuumHOM passutus HH  cuumraror
ayroumMmyHHbIH miporiecc (o0 80% OonbHbIX). Knnauyeckue mnpusnaku HH
MOSBISIOTCS TNpU  paspymieHud 95% kopsl HaanoueyHukoB. HepoctaroyHOCTh
aNbJIOCTEPOHAa MOXKET coueTaTbcs ¢ nepBuuHod HH wmm ObIT caMOCTOSITENBHBIM
3a00JIeBaHUEM.

[Teppuunas HH wMoxxer ObiTh BpoxiaeHHOM (Oosbiie 20 TEHETHYECKH
oOycioBiieHHbIX 3aboneBanuii npuBoAsT Kk HH) u mpuoOperenHoii (mopaskeHue
HAJIIIOYECYHUKOB TP MH(GEKITMOHHBIX OOJIE3HIX, HApUMeEp, Mpu Tyoepkynese). Ho y
MHOTHX JeTell NnpuyruHa aTpoduu HAIAMNOYEYHUKOB OCTaeTcsi HesicHou. [lpuunmHoin
Bropuunoit HH siBnsiercss nedunut ropmona runodusa (ropmona pocta — AKTI),
KOTOPBI CTUMYIIUPYET padboTy HaAmouyedHUKOB. [laTonorus runodusa MoxxeT ObITh
BPOXKJICHHON M mpuoOpeTeHHou (mpu omyxoisx runodusa). [IpuauHoil TpeTHaHOU
HH sBnsercs npe@uuuT ropMoHa runotajaMmyca KOPTHUKOJIMOEpHUHA, KOTOPBIM
peryiaupyeT (yHKIHIO HAAIOYEYHUKOB.

B rpymmy pucka mno passuturo HH Bxomar: netm ¢ HaciaeaCTBEHHBIM
3a0oneBanueM, Juisi Kotoporo xapakrtepHa HH, xoTh oHa moka W He NpOSBUIIACE;
JIeTH U3 ceMel, B KOTOphIX ecTh Juia ¢ HH wim ¢ kakum-nubo HacyiencTBEHHBIM
3a001€BaHUEM; JI€TU C AyTOMMMYHHBIM 3a00JI€BaHHEM 5SHIOKPUHHBIX OpraHOB
(Tpekae BCero MUTOBUIHOM kKeJe3bl); JETH MOCie ONEpalliy WM JTy4eBOW Teparuu
B 0o0nacTu runodusa Wik TUMoTAIaMyca; I€TH C BPOXKICHHBIM KapIHMKOBBIM POCTOM
(runoduzapHBIM HAHU3MOM).

Cumnmomol ocmpoti HH. HayanbHBIMU TIpU3HAKAMH aJJIMCOHUYECKOTO KpH3a
SBJISIFOTCSI: MAaJIOMOJBUKHOCTh PEOCHKA, CHIDKCHHBIM TOHYC MBI, CHUKEHHOE
KPOBSIHOE JIaBJICHUE; IIYJbC yYall€H, OJBIIIKA, YMEHBIIEHO CYTOYHOE KOJIMYECTBO
MOYU. XapakTEPHBIMU SIBISAIOTCS M CHMIOTOMBI CO CTOPOHBI ITHILIEBAPUTEIIHLHOTO
TpakTa: 0OJIb B JKMBOTE PAa3JUYHON JIOKAJIM3allMM U WHTEHCHUBHOCTH, TOLIHOTA U
pPBOTa, MOHOC, OBICTPO MPUBOAAIIME K 00€3BOKMBAHUIO peOeHKa. KOoXKHbIe MOKPOBBI
C CHHIOIIHBIM OTTEHKOM, MOSIBJISIETCS «MPaMOPHOCTBY» KOXKHM, KPOBOM3JIUSHUS Ha
KOXK€ pa3Horo pasmepa v ¢popmbl. KOHEUHOCTH Ha OILyIb XOJIOAHBIE, TEMIIEpATypa
TeNla CHWKEHA. Eciau Kpu3 ABISETCA CIEACTBUEM KPOBOM3IUAHUSA B HAANOYECUHHUKHU
Pa3IMYHOTO  MPOUCXOXKACHUS WM  OTMEHBl  TNIFOKOKOPTUKOCTEPOWZIOB,  TO
KJIIMHAYECKUE CUMITOMBI MOSBIISIFOTCS BHE3AITHO M OBICTPO HAPACTAIOT JI0 Pa3BUTHUSA
KOMAaTO3HOTO COCTOSIHUSI. 3HAUUTEJIbHOE CHIXKEHUE YPOBHSI KaJIMSI B KPOBU MOXKET
MPUBECTH K OCTAaHOBKE cepjia. B Oonee penkux ciydasx TaKUMHA MOTYT OBITh
HavyaJbHBIC MPOSBICHUS MOJHHEHOCHOW (hopmbl AnmmucoHoBoit Oonesnu. Ecnm ke
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OCTpPBII TUITOKOPTHLIM3M SIBJISIETCS NPOSBICHUEM JEKOMIIEHCALUHA MTPU XPOHUYECKOU
HH, To xnuHuyeckue mposiBICHUS pa3BUBAIOTCS MOCTENEHHO, 3a HENEI0 U Oosee:
YCUJIMBACTCS NMHUTMEHTAllUsl KOXH, HApacTaloT ciaboCTh, YXYAIUICHUE —amleTuTa,
CHUKEHUE AaKTUBHOCTHM M TMOABUKHOCTH pPEOCHKA, TIOJaBICHHOE HACTPOCHHUE.
[TosiBnsitoTCSt pBOTA M 0OJIM B KUBOTE, HAPACTAIOT MPU3HAKU CEPACUHO-COCYIUCTOM
HEJ0CTaTOYHOCTH y peOeHKa ¢ MOCIeIYIOUUM Pa3BUTHEM KOMBI.

Cumnmomovr  xponuueckou  HH. Ilpu  BpOXIEHHOM  HEIOpPa3BUTHU
HAJIIOYEYHUKOB KIMHUYECKHE IMPOSABICHHUS MOTYT IIOSABUTHCS Cpasy IIOCiE
POKIEeHUA: (PU3HOIOTMYECKas MOTEPS] BECa BBILIE HOPMBI, JIETH BSUJIbIE, CPBITUBAIOT,
Majo MpUOaBISAOT BEC, TOHYC TKAHEH CHHM)KEH, MOYEHCIYCKaHUs OOWJIbHBIE.
OOpamaer Ha ceOs BHUMaHUE MOTEMHEHHE KOXKH, a MHOT/IA W CIM3UCTHIX. JIroboe
3a00JIeBaHNE WJIM JUCIICTICHYECKUE MPOSBICHHUS MOTYT CIPOBOLIMPOBATH PA3BUTHE
octporo kpuza HH y Ttakoro pebenka. Y crapmmx pgereit xponmueckas HH
pPa3BUBAECTCA MEIJIEHHO, POAMUTENM 4YacTO HE MOTyT YKa3aTb BpEMs Hadaia
3a00JIeBaHU. Bce mposiBieHHMs CBSI3aHBI € HEJOCTATOYHBIM  KOJIMYECTBOM
aNIbJOCTEPOHA M KOPTU30Ja B OpraHW3Me, 4YTO NPUBOJUT K HapyLICHUSIM
MUHEPAJILHOTO W YIJIEBOAHOTO 00MeHOB. (CilabocTh M CHU)KEHHE aKTUBHOCTH
peOeHKa OTMeuaroTCs OOBIYHO K KOHILYy JHS M MCUE3al0T IOC/Ie HOYHOrO CHa. DTH
IpOSIBIIEHUS MOTYT OBITh CHPOBOLMPOBAaHbl KaKMMH-IMOO 3a00JI€BaHUSIMM,
onepanusMHu, ICUX0-3MOLUUOHAIBHBIMYA HAarpy3kaMu. /[0cTaTOYHO YacTO OTMEYAIOTCA
00JIb B KUBOTE, CHWKEHUE aNleTUTa, TOIIHOTA, PBOTA, KaXk/a, 3all0pbl U MOHOCHI.
[loHOC M pBOTa BBI3BIBAIOT €€ OOJBIINE NOTEPU HATPHUS, U MOTYT CIIPOBOLIMPOBATH
BOo3HMKHOBeHUEe ocTpoit HH. IIpu AnnnconoBoil 0071€3H1U CHUKAETCS CUCTOIMYECKOE
M JUACTOJMYECKOE KPOBSHOE [IaBJIEHME B CBSI3U C YMEHBIIEHHBIM O00BEMOM
HUPKYJIHPYIOMEH KpOBU U JeDUIHUTOM TIIIOKOKOPTHKOMAOB. Ilynsc mpu 3TOM
3aMEJUIEHHBIN; PE3KOE U3MEHEHHE TOJIOKEHUS TENA BBI3BIBAET T'OJOBOKPYKEHUSA U
oOMOpOKHU. JlepuuuT TIIIOKOKOPTUKOUAOB BBI3bIBAET MPUCTYNBl TUIOTIUKEMUN
(cHIKEeHHE caxapa B KPOBHM) MO yTpaM U CIyCTs 2-3 4aca TOCIe €lIbl: MOSBIISIECTCS
BBIPOXKEHHOE YYBCTBO TI0JI0Ja, OJE€IHOCTb, MOTJIMBOCTh, JpPOXb B  TEIE.
['unornukeMus NpUBOIUT K (PYHKIMOHAJIBHBIM HW3MEHEHUSM CO CTOPOHBI HEPBHOMU
CUCTEMBI: TMOSABJISIIOTCS CHWIKEHUE NaMATH, anaTus, PACCESIHHOCTb, IOJABJICHHOE
HaCcTpOEHUE, CTpaxH, HapyILIEeHUe CHAa. BO3MOKHO IOSIBJIIEHUE CYIOPOT.

Eciu HH conyTtcTByeT renernueckoMy 3a00JIEBaHUIO aJIpEHOJICUKOIUCTpOduH,
npu KotopoM mnopaxaercs Oenmoe BemectBo [IHC wu xopa HaanmodyeyHUKOB, TO
HEBPOJIOTUYECKUE TPOSIBJICHUSI B BUIE HAPYLIECHUS MOXOAKH, CyIOPOT MOSBISIIOTCS
3HAYUTENBHO paHbllle, yeM npusHaku HH.

[lurmMeHTanMs KOXHM W CIM3UCTBIX OTMEYAIOTCS MOYTH Yy BCeX JeTed —
OecnurMeHTHasi popMa peko BcTpeuyaercs nmpu BropuyHoit HH.

[lurmeHTUpOBaHME  MOXKET BO3HUKATh HAMHOIO paHbIle, YeM JApyrue
nposieienust xpoandeckoit HH. Koska npruobperaer cBeTa0-KOpuyHEBbIN, OPOH30BBIIM
WIH 30JI0TUCTO-KOPUYHEBBIH OTTEHOK. OCOOCHHO 3aMeTHa MUTMEHTAalus B 00JacTu
TeHUTAJINI Yy MajlbYMKOB, COCKOB TPYIHBIX >Ke€jle3, pyOllOB, MEIKHUX CyCTaBOB, Ha
CIIM3UCTOM JleceH. JlmuTenbHOe coOXpaHeHHE 3arapa MOKET ObITh MEPBBIM CUTHAJIOM
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nMeromercs HH. Horna nurMeHTMpoBaHHbIE Y4aCTKU KOXKH PACIIOararTCs psaaoM
¢ aenurmMeHTrupoBaHHbIMU. C pazutueM HH nurmenTanus ycuinBaercs.

UYem panbliie nposBiisieTcs 3a001eBaHue, TeM OO0JIbIIE OTCTAIOT AETH B MOJIOBOM
U (U3MYECKOM pPa3BUTHM OT CBOMUX CBEpCTHUKOB. [lpu HempaBHIBHOM
(repMapoAUTHOM) CTPOCHHM TIOJOBBIX OPTraHOB HEOOXOJUMO  HCKIIIOYATh
pa3IMYHbIE BApUAHTBl BPOXKIECHHOW HEJAOCTATOYHOCTU KOPbI HAANOYEUYHHKOB.
Huarnoctuka CHUMOTOMBI CEpPJIEYHO-COCYIUCTOM HEIOCTATOYHOCTH Yy peOeHKa
(komamic, TMIOK), OTCyTCcTBHE 3(¢deKTa OT IEe3MHTOKCHUKAIMOHHOW Tepanud |
MPUMEHEHUSI COCYAOCYKMBAIOIIUX CPEJICTB IPU OCTPOM 3a00JIEBaHUU y JE€TEl
CBHUJIETEJILCTBYIOT O HAJAIIOYEYHUKOBOW HETOCTATOYHOCTH.

Kpome yuera BblI€ONMCAaHHBIX KIMHWYECKUX cumnromoB HH, mid
JAMArHOCTUKH TPUMEHSETCA PAld JTabOpaTOpHBIX METOJOB: OMPEICIICHUE YpPOBHS
TOPMOHOB M DJJIEKTPOJUTHOIO COCTaBa KpOBH, YPOBHS caxapa B KpOBH.
N3051MpoBaHHOE CHUKEHHE YPOBHS HATPHUS XapaKTEPHO ISl TIFOKOKOPTHUKOMWIHOW
HEJIOCTaTOYHOCTH, a CHI)KCHUE HATPUsI MPHU IOBBIILICHHOM YpPOBHE KaJlWs — IS
MUHEPAJTOKOPTUKOMIHON HEIOCTaTOYHOCTH. IIpm wucciienoBaHUM TOPMOHAIBHOIO
npoduis B cirydae octpoit HH BbIsiBIsieTCs CHUYKEHHBIN YPOBEHB B KPOBH KOPTHU30HA
WIM anpjocTepoHa (Wiaum oboux TropMOHOB) u 17-okcumporectepoHa.  Ilpu
neppuuHoi HH ypoBenp AKTI' B KpoBM NOBBIIIAETCA, a MPU BTOPUYHOU —
cHmkaercs; camkarores Takke 17-KC u 17-OKC B moue.

N3 wuHCTpyMeHTaNbHBIX METONOB mnpuMeHsitorcss OKI'  mis  BeIsABIEHUA
MPU3HAKOB TUNepkamueMud U Y3W HaaMmo4yedyHUKOB, YTO TIO3BOJISIET BBIIBUTH
HEJIOPa3BUTUE HAMOYEUYHUKOB, KPOBOM3IUSHUE B HUX. O0S3aT€NbHO B IMATHOCTUKE
YUUTBHIBAETCS CEMENHBIA aHAMHE3.

Jlst panneit quarnoctuky HH netu u3 rpynmsl pucka A0HKHBL 00cae0BaThCs 2
paza B Trog UM HaOmoaarbcs  3HAOKpuHOoiorom. Kpome ocmoTpa H
BBIIIICTIEPEUNCICHHOTO J1TaOOpPaTOpHOro O0O0CHEOBAHUSA TAKUM JETSIM IPOBOJST
cnenuanbHyo npody ¢ AKTI. TlpoGa mo3BosisieT BBISIBUTH PE3EPBHBIC PEaKIUU
HAJAMOYEUHUKOB Ha CTPECC: €ClIM MPU MPOBEACHUN MPOObI YPOBEHb KOPTU30JIa HIKE
550 mmons/n — 'y pebenka umeercs cyoknunndeckas HH.

Jlevenue ocmpor HH  nOpoBOIUTCS B PEAHUMAIMOHHOM OTHAEJIeHHH. B
WHJUBUAYAJIbHOM MOPAJKE  HA3HAYaloTCs: JE3MHTOKCHUKAIMOHHAs  Tepamnws,
KOPPEKIMsl DJEKTPOJIUTHOTO JucOanaHca W THUNOTIMKEMHUH (CHIDKCHHSI YpPOBHSA
caxapa B KpPOBH), TOPMOHaJIbHbIE MpenapaThl (TUAPOKOPTU3OH WM MPETHU30JI0H).
BripaxkeHHbIM MUHEPaTOKOPTUKOUTHBIM NENCTBUEM obnanaer
JI€30KCUKOPTHUKOCTEPOHA anerar. [Ipn HE00XOIUMOCTHU ITPOBOJAMTCS
MPOTHUBOILIOKOBAs Tepamnus. JledeHne mpoBOIUTCA MOJ MOCTOSIHHBIM JIa0OPaTOPHBIM
KoHTpoJieM. B caywae mnpexomsuieit octpoir HH, Bo3nukmield npu wuHdexuuu
BCIICZICTBUE KPOBOMZIUSHUA B HAANOYEHUHHUKH, TIFOKOKOPTUKOMIIBI, B 3aBUCUMOCTHU
OT COCTOSTHUS peOeHKa, MPUMEHSIOT KOPOTKUM KYPCOM.

Jleyvenue xponuueckou HH. T'opMOHallbHBIE TMpENaparbl C 3aMECTUTEIBHOU
LEJIBIO0 ITPUMEHSIOTCS BCIO M3Hb. [Ipu nepBuunoi xpoHnueckorn HH npumenstorcs
U TJIIOKOKOPTUKOWIBI, U MHUHEPATOKOPTUKOUIBIL. M3 TIIIOKOKOPTUKOWAOB JUIst
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3aMECTUTENIbHOM TE€panuu Yallle BCEro NpuMeHsiercs [ uapoKOpTU30H, TaK KaK y HEro
HauMeHee BbIpaxkeH NM0OOUYHbIM pocTonoaasisomuil 3¢dext. Ilocne npexpamenHus
pocta peOEHKa MOTYT Ha3HA4aTbCsd JPYrHe TOPMOHBI C 0o0Jiee IIUTENbHBIM
neiicreueM (JlekcamerasoH, [IpeaHN300H) — 10361 TOAOUPAIOTCS B 3aBUCUMOCTH OT
KJIMHUYECKUX TPOSIBICHUA M JaOOpAaTOPHBIX AAHHBIX. J03bl TIIFOKOKOPTHUKOHMIOB
KOPPUTHUPYIOT MIPU BO3HUMKHOBEHMH MH(EKLMHU, IIPU CTpeccax, TpaBMax, Oleparusx.
B kauecTBe 3aMECTUTEIBHOM TEPANMM MHUHEPAIOKOPTUKOMAAMHU HCIOJIB3YETCs
OnynpokopTu3zoH. B koppekuuu 1036l mpenapara HET HEOOXOJUMOCTH, TaK Kak
BbIpa0OTKa albJOCTEPOHA B MPOIIECCE KUZHU MEHIETCSI OU€Hb MaJlo.

JUIsi HOBOPOXKJEHHBIX U TPYJHBIX JETEH NPUMEHEHUE MUHEPATOKOPTHKOHUIOB
Ui BO3MENICHUS ACPUIMTA allbJOCTEPOHA SIBISIETCS 3aJJOTOM MX YMCTBEHHOTO U
¢usnueckoro paszputusa. ['pyaauukam mpu nepsuunoil HH Ttpebyercs mobaBnars B
nuiry noBapeHnyto coinb (0,5-1 4.1. B cytku). Ha pone 3amecturensHON Tepanuu He
UCKJIFOYAETCS Pa3BUTHE OCTPOIO aJpPEHAIIOBOTO KPU3a: IPU BO3HUKHOBEHUHM KaKOIO-
6o 3abosneBaHus (OCOOEGHHO Y MaJeHbKHX JI€TeH); NPHU HEPEeryJsipHOM MpHUeMe
3aMeIIAIOUINX MIPENapaToB; IPU CTPECCOBOM CUTYaIMH (Yallle y CTapLIuX JETei).

s obecrieyeHUs CBOEBPEMEHHOTO M IMPaBWIIBHOIO OKAa3aHHs IOMOILIM Ha
cllydail Kpu3a pPEKOMEHIyeTCs HaJeBaTb peOCHKY CHEelUalIbHbIM Opacier, Ha
KOTOPOM YKa3aHbl 3a00jieBaHME, Ha3BaHHE M /103a NPEnaparoB, KOTOpbIe PEOECHOK
M0JIy4aeT, HOMEpa TeNe(OHOB Bpaya U pOIUTEIECH.

Kpurepusimu 3¢ hexkTuBHON NOIEPKUBAIONIEH Tepanuu TIIIOKOKOPTHKOWIAMHU
ABJISIIOTCS: XOpOILEe CaMOYYBCTBUE, HOPMaJbHBIM BeC peOEHKa W HOPMaJbHOE
KPOBSHOE JaBJIEHUE, OTCYTCTBHE€ CHUMIOTOMOB HE€PEIO3UPOBKH T'OPMOHAIBHBIX
npenaparoB. Ecnu pebeHok He MpuOaBIIsSIeT B BECE U JaBJIECHUE HE HOPMAIIU3YETCS, TO
clelyeT KOMOMHUPOBATh MPENapaTbl C MUHEPAIOKOPTHUKOMAAMH — OOBIYHO 3TO
HE00X0AMMO TpH TshKenol popme xponnueckoid HH.

IIpr CBOEBpPEMEHHON NMArHOCTUKE W MPABUIIBHOM JICUEHUU B TEUYEHUE BCEU
’KU3HU HE TOJBKO MCYUE3aeT yrpo3a AJs KU3HU peOCHKa, HO U CO3JA0TCSl YCIOBHS
IUIsL €10 HOPMAJIBHOTO Pa3BUTHS.
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Kianan4yeckoe Haoronenue Ne 18

Manpuuk M., 2 Mecsna, ot Il 6epemennoctu (I-s1 3akOHUMIIACH POXKIICHHEM
JI€BOYKH, CTpajaromien snuiencuen, I1-1 — caMonpon3BoiibHBIM a0OPTOM B paHHEM
cpoke). bepemenHoCcTh mpoTekana Ha ()OHE Yrpo3bl MPEPHIBAHUS B TEUYCHHUE BCETO
CpOKa, apTepHaIIbHOM THIEPTEH3UH, MUMMYHOJIOTHYECKOr0 KOH(pukTa. Poaurenn
paboTatoT Ha QepMe Mo yXoAy 3a KUBOTHBIMHU. OTeI] CTpagaeT ankoroau3mMoM. bpak
He 3apeructpupoBaH. Poasl B cpoke 33-34 Henenu, no mkaine Amnrap - 4-6 6anos. B
HEOHATAJIbHOM MEPHUOJIC UMENIA MECTO JJIMTENIbHAS KENTYyXad, CTPUIOP, B CBSI3H C UYEM
HaXOQWJICS B OTACJIICHWM I1aTOJIOTMU HOBOPOXKIEHHBIX. B 3HIOKpHHOJIOTHUYECKOE
OTJIECJICHHUE TIOCTYIINII 10 IIOJO3PEHUIO HA TUIIOTUPEO3.

Hanuvie kauHuuecko2o ocmompa TPU TOCTYIUIEHUH: COCTOSIHME peOeHKa
TSKEJOE MO COBOKyNHOCTU matosioruu. [Ipu ocmorpe oOpamianu Ha ceOsi BHUMaHHE
MHOKECTBEHHBbIE MpPU3HAKW HeAUu(PPepeHIupOBaHHON COEIUHUTENBHO-TKaHHOM
nucrutazuy. Ha ocMOTp ¥ 3BYKOBBIE pa3IpakKUTENN pearupyeT Bsuio. Kpuk XpuUILibIi,
HErpOMKHUH, JbIXaHHWE CTPUAOPO3HOE. ['oyoBa OKpyrioil ¢opMmbl, MHUKpouedatus.
bonpmioi poaHuydok 2 X 2 ¢M, HE HalpshKEH, HE BbIOyxaeT. B3rmsan He Qukcupyer,
IJIaBAIOIIKME JBWKEHUS TJA3HBIX sI0JOK. Pedrekcbl BbIpaXke€Hbl CHUMMETPUYHO,
CHWKEHBI, PABHO KaK M TOHYC MBI KOHEYHOCTE. Buanmble CIM3UCTBIE BIAKHBIE.
KoxHble MOKpOBBI 0J€AHO-PO30BBIC, MPU OECIIOKONCTBE BO3HUKAET MPAMOPHOCTH
MPEUMYIIECTBEHHO B  NEpUPEpPUUYECKUX  OTAeNIaX KOHEYHOCTEH, a TakKkKe
HE3HAYUTEIbHBIA NEPUOPAIbHBIM 1MaHO3. I[lOAKOKHO KUPOBOM CJIOW BBIPAKEH
ciabo, pacnpezeneH paBHOMEpHO. IlepkyTopHO Haa JErKUMH JIETOYHOM 3BYK,
ayCKyJIbTaTUBHO - IIyDPHWJIBHOE JbIXaHUE, KOTOPOE MPOBOIAUTCS BO BCE OTHAEIIBI,
BBICIIYIIMBAIOTCSI IIPOBOJHBIE XPHUIBI M3 BEPXHETO PECHHUPATOPHOIO TPaKTa
(ctpumop). I['paHUIlBI  OTHOCHUTEIBLHOW CEPACYHOM TYNOCTH HE PaCHIUPCHBI.
AyCKylbTaTUBHO TOHBI CEpJALA TPOMKHE, PUTMHYHBIC, BBICIYIIMBACTCS MATKHM
CUCTOJIMUYECKUN IIYM C ONITUMYMOM B 3 MexXpedepbe y JeBoro kpast rpyAuHsl. JKUBOT
MPaBWJIBHON OKpPYTJIOM (OpPMBI, pABHOMEPHO YYaCTBYET B aKT€ JIbIXaHUS, HE B3IYT,
MaJbIIAlMK  JOCTYIIEH, IYNOYHOE KOJIBLIO pacCIojoKeHO Hu3ko. llewenp y kpas
pebepHOM nyrH, cene3eHKa He naiubnupyeTrcs. HapykHble MOJOBbIE OpTraHb
c(hOpMHUPOBAHBI IO MYKCKOMY THITY, IMYKH B MOILIOHKE, MUKPOIIEHUC (JJIMHA MTEHHCa
- 1 cm, npu Hopme 3,5+0,44 cm). Anyc cdopmupoBan. CTyn KEIThIH,
KalluieoOpa3Helif, 0€3 NaToJIOTMYeCKUX mpumMecei, 2-3 pa3a B CYTKH.
Mouencnyckanue B J0CTaTOYHOM oObeMe. PeOeHOK Ha HCKYyCCTBEHHOM
BCKapMJIMBaHUU C POXKJICHHUS.

@du3znyeckoe pa3BUTHE HA MOMEHT POXIECHHS COOTBETCTBOBAJIO CPEAHUM
3HAUYCHUSM I peOeHKa, poXKAeHHOro Ha 34-i Henene recranuu (75-1 MeprEeHTUIIH
MO TOKa3aTeNIM Macchl U JUIMHBI Tena). OneHKy (u3MYecKoro pa3BuUTHS peOeHKa,
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POKJIEHHOTO HEIOHOIIICHHBIM, IIeJIeCO00Pa3HO MPOBOJIUTH C YUYETOM KOPPEKIIMH Ha
recTallMOHHbIA BO3pacT coryacHo pexkomenaanuii BO3. Tak, Ha MoMeHT ocMmoTpa (B
BO3pacTe 2 MeCSIEeB), C YYEeTOM KOPpEeKIuH, mokaszatenu maccel Tena (3700 r) u
pocta (51cm) coorBercTBYIOT 10-# mepueHTHwIM. MaTh coOOIIMIIAa, YTO TEPHOIBI
MOBBIIIEHHOTO AIMETUTa MEPEMEKAIOTCS C MU30AaMH O0TKa3a OT €[Ibl.

Jlannwvie obcredosamusi.

— TJI0KO3a KpOBHM HaTomak - 4,2 MMOJB/J, depe3 2 daca mocie easl - 5,9
mmodb/, K — 4,60 mmons/i; Nat — 135,2 mmons/m; Ca?" — 2,5 MMOJIB/T;

— TOPMOHBI IMUTOBUIHOMN JKEJIE3bI: TUPEOTPOIHbIA TopMoH — 3,2 MKME/Min (N
0,23 — 3,4), TupoKcuH, TeTpaoATHPOHHUH — 12,99 nmoas/n (Hopma 10,0-23,2),
HEOHATAJIbHBINA CKPUHUHT Ha BPOXACHHBIM THIIOTUPEO3 OTPUIIATEIbHBIN;

— CTT 6a3ansnsiii — 4,7 ur/miu (HopMma 0,02-1,23), UDP-1 = 110,3 ur/mi (HopMa
90-120); xoptu3on kpoBu — 198,9 amonw/n1 (Hopma 150-660), AKTI" — 24,72
nr/mi (Hopma 5,0-60,0), JII' — 3,4 MME/n (Hopma 0,8-8,4), ®CI" — 6,29 MME/n
(mopma 1,0-11,8);

— KOHCYJBTAIlUU: CYPJ0JIOT/OTOJAPUHTOJIOT — TYroyXocTh I CT./BpOXACHHBIN
CTPHUIIOP; HEBPOJOr — THUIOKCHYECKU-uIiemMuueckoe mopaxenue [[HC,
BOCCTAaHOBUTEJIbHBIN MEPHO/I, CHHAPOM TOHYCHBIX HapYIIEHU; 0(TaIbMOJIOT -
TUIOIUIA3KS JIUCKOB 3PUTEIIbHBIX HEPBOB.

— MOJIEKYJISIpHO-TEHETHUeCcKoe o0cienoBanue: kapuorun 46,XY; nomumopduzm
B reHax ¢onartHoro mukia (B reie MTRR — B romo3urornom, MTHFR — B
TrE€TEPO3UTOTHOM COCTOSIHUU);

— HeilpocoHorpadusi: NpU3HAKU BPOKIAEHHBIX NOpokoB pa3sutus LIHC, anna3us
MOJIOCTH TIPO3payHOM MEeperopoaku, aedopmalus U TUIOTUIa3Us COCYIUCTBIX
crieTeHuid, nedopmanus penbeda Oopo3a B 007aCTH BHCOUYHBIX JIOJIEH,
nopaHiedanua. MexmnonyiapHas meib B HOPME, IXOT€HHOCTh MAPEHXUMBI HE
U3MEHEHa, COCYIUCTas MyJIbCallus yIOBIECTBOPUTEIIbHAS,

— MPT ronoBHOro Mosra: amiasvs IPO3PaYHOW IEPErOPOJKH, IUCTEHE3Us
XHa3Mbl, THIIOTAJIaMO-TUIIo(u3apHas 001acTh 0e3 ocodenHocrek (puc.4.5.).

Takum 00pa3oM, y pebeHKa, pOKICHHOIO OT HEOIAaronmpusiTHO MPOTEKaBLIEH
OEpeMEHHOCTH, HMEET MECTO CeNTOONTUYEeCKas IUCIUIa3usi, MpeACTaBICHHAS
aryiasve Mpo3payHOM NEPEeropo/iKv, IJUCTEHE3WEH XWa3Mbl C THUIOIUIa3UEH
JTIMCKOB 3PUTENIbHBIX HEPBOB 0€3 aHATOMUYECKOT0 W (PYHKIMOHAJIBLHOrO AedexTa
TUNOTaNaMO-TUNIO(U3apHBIX CTPYKTYp. COTJIacHO CHEKTPY TSHKECTH HapyIIeHUH
IpU  CENTOONTHUYECKOW JUCIIIA3UM, WMEIOT MECTO KIACCHYECKUe MPU3HAKU
nebroTa, KOTOphle TPeOYIOT JAMHAMUYECKOTO HAOMIONCHHS 32 MAalUCHTOM,
OTHOCAIIMMCS B TPYIIy  BBICOKOTO  pucka 1m0  (GOPMHPOBAHUIO
MaHTUTIOTIUTYUTapU3Ma.

3aperucTpupoOBaHHBIE TaKXe y peOCHKa THUIMOIUIA3Hs IUTOBUIHON >KEIe3bl,

Tyroyxoctb | cTeneHu, BPOXIEHHBIM CTPUIOpP, MHUKPOIEHUC [EIeCO00pa3HO
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paccMaTpuBaTh Kak JPYrue MPOSBICHUS MHOKECTBEHHBIX BPOXKIEHHBIX MOPOKOB
pa3BUTHs, CGOPMUPOBAHHBIX B MEPUOJI€ PaHHETO (heToreHesa.

Puc. 4.5. Annazust npo3padyHoi MeperopoIKy, BEISIBIICHHAS TIPU 00CIEI0BAHUN
pebenka M.

PebGenky ObLI BBICTABIEH NHATHO3: MHoocecmeennvie 8pOMCOeHHble NOPOKU
paseumusl;  Cenmoonmuyeckas OucCnIa3us (aniasusi npo3pavyHou nepe2opooKu,
OouceeHe3uss Xuasmvl, 2UNONIA3Usi OUCKO8 3PUMENbHLIX HEPBO8 00oux 2nas),
Muxkpoyeghanus, 2unoniasus WUMmMoBUOHOU dHcenesvl, my2oyxocms I cm., 8poircoeH bl
cmpuoop). [lonumopgusm 6 cenax ¢horamnoco yukna. Pesudyanvno-opeanuueckoe
nopaxcenue L[THC, 6occmanosumenvubiii nepuoo, CUHOPOM MOHYCHbIX HAPYULEHUT .

Habmronenne B auHamMuke (uepe3 6 MecsleB, peOSHKY & MecsIeB).
du3nuecKoe pa3BUTHE C YUETOM KOPPEKIMU HA TECTAlMOHHBIN BO3pacT: pocT 65 cMm
(- 1,4 SD), npubagrka pocta 3a 6 mecsieB 14 cm (- 1,5 SD), macca tena 7,3 kr (25-5
MEPIEHTHIIb ), OKPY>KHOCTB TOJIOBBI 42 cM (9-51 IepIIeHTIIIb). SIMUKU NaNIbIIUPYIOTCS B
Momonke. JlnmuHa mnenuca 2,0 cM  (HIWKHME Tipefen sl JOHOIIEHHOTO
HOBOpOXkAeHHOr0). [Ipu o01eM ocMoTpe peOeHOK anaTU4yeH, Ha OCMOTpP pearupyer
cnabo, KpUK HErpoMKuid. BpelpakeHHas 3amepkKKa ICHUXOMOTOPHOTO pa3BUTHUSA
(aKTUBHO HE MEpPEBOpPAYMBACTCS, HE CIEIUT 3a UTPYILIKOM, HE TBITAETCS CHUJICTh,
TYJIUT peaKo, He auddepeHupyeT OKpyxaroumx). Pedrekcbl CHUXKEHBI,
CUMMETpUYHBL. BbIpaxkeHHass OJeIHOCTh KOXHOro mokpoBa. Co  CTOpPOHBI
BHYTPEHHHUX OPTraHOB 0€3 3HAUUMBIX OTKJIOHCHUH.

JlaGoparopHnoe obOcaenoBanue B auHamuke: TTI, cB. T4, CTI, JII', ®CT,
KOPTU30JI, TJIIOKO3a B KPOBH - B Tpeneliax pe(epeHTHhIX 3HA4YeHHM, YTO
CBUJIETEIHCTBYET 00 OTCYTCTBUHU KIIMHUKO-TA00PATOPHOM MPE3EHTAIIMU THIIOTaIaMO-
rUno(gu3apHOr0 KOMIOHEHTA CENTOONTHYECKON TUCTIIIA3uK K 6 MecsIiam.
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CenToonTuueckasi JUCIIIA3Usl SBISETCS PEAKUM JIe(EKTOM, MPOSBIISIOIIUMCS
reTepPOreHHbIMU KIMHUYECKUMU TPOSBICHUSIMHU, T'€HETUYECKAsl MPUYUHA KOTOPBIX
ompenensieTcss JMIIb Y HE3HAYMTENbHOIO0 4Wcia nanuMeHTtoB. HawanbHbie
KJIMHUYECKUE TPOSBICHUS SBJSIOTCS MPEPOTaTUBONM JIMarHOCTHKHU 3a00JIeBaHUs
HEOHATOJIOTaMU W TeAuaTpaMH, B TO BpeMsi KaK HEMOCPEJACTBEHHBIM PUCK s
3JI0POBbsI HAXOIUTCS B paMKax 3HJIOKPUHHOMN MaTOJOTHUH.

C yueroM mnoJuMoppuU3Ma KIMHUYECKHX TPOSBICHUM U UX COYETAHUI
HEOOXOUMBIM TPEACTABIACTCA ITUHAMUYECKOE KOHCYJIBTHPOBAHHME TAKUX JIETEH B
paHHeM BO3pacTe C TMPUBICYCHHEM KOMaHJIbl CIICHUAJIUCTOB  (MeAHuarpa,
SHIOKPUHOJIOTA, 0()TaTIBMOJIOTa, HEBPOJIOTA, HEHPOXUPYPra, CEMEHHOTO MCUX0J0ra U
COLIMAJIbHOTO Pa0OTHHKA) A KOMHCCHOHHOTO PEUICHHS BOMpOca O JaibHEHIIeM
BEJICHUM.

Jlumepamypnas cnpaexka no kKiuHuveckomy Haodnooenuio Nel8

Cento-ontrueckas auciuiazus (mudp MKB -10 — Q 04.4.), u3BecTHas Takxke
Kak cuHapoM Mopceepa (de Morsier syndrome), — KIMHUYECKHA CHHIPOM,
MPOSIBJISIIONTUICS TPUAION NPU3HAKOB: TUIIOIUIA3Usl 3pUTEILHOTO HEPBa, CPEAMHHbBIC
naedeKxTsl (MOPOKH pa3BUTHS MPO3PAUYHON MEPETOPOAKH W/WUIM MO3O0JIUCTOTO Tea,
runogusa), TMIOMUTYUTAPU3M.

CenroonTtuueckas Auciuiasus Opuia Briepebie onrcana Reeves B 1941 rony kak
accolualys OTCYTCTBYIOUIEH MPO3pavyHON MEPErOPOJIKH C MATOJIOTUEN ONTUYECKOrO
HepBa. Ilo3mHee  ObUIO  yCTAaHOBJIEHO, YTO  HAMMEHOBAaHHBIE  JE(EKTHI
CONIPOBOK/IAIOTCS TUNOTAIaMO-TunoduzapHoit nucynknuent. Kiaccuuecku auartos
YCTaHABIMBACTCA NpPU HAIMYUU JIBYX W Oonee KOMIOHEHTOB. [lo pa3nmuHbIM
naHHbIM y 30% umeet mecTo nosHas Manudecranus, y 60% peructupyercs aTpe3us
MpoO3payvHoil meperopoaku, y 62-80% - runonutyutapusm.

Amnaromus aedekra. [Ipospaunas neperoposaka (Septum pellucidum) — ronkas
TpPEYroJibHAs IUJIACTUHA, Pa3JIeNsiolias MepeHre pora MpaBoro U JEBOT0 OOKOBBIX
KEJTyI0YKOB OOJILIIOr0 MO3ra, MpOXoAsiias OT MO30JUCTOro Teja J0 CBoJa U
cocrosmas M3 AByX JHUCTKOB. Ha puc. 4.6.-a mpencraBieHa cxema pacroioKeHUs
MpO3pavHoil meperopoaku, Ha puc. 4.6.-0 — tomorpadmueckmii (IMPT) cpes,
MO3BOJIAIOIINN BU3YATM3UPOBATH €€, a TAKXKE XUa3My U TUTIO(H3.

Otnonorua.CuHapoM  peructpupyercs ¢ dactoroir 1 ma 10000
KUBOPOXKICHHBIX, MPUYEM OOJBIIMHCTBO CIYy4aeB SIBISIOTCA CIOPAJAUYECKUMHU U
MPEACTaBIAIOT coboi nedext amOpuoreresa. CyllecTBYIOT OTACIbHBIC MyOIUKAIIUU
0 JETEKTHPOBAHHBIX TCHETHUYECKHX HAPYIICHUSAX Y IMAIMEHTOB CO CPEIWHHBIMU
nedexramu, kak, Hanpumep, HESX1 myrarus win SoxB1-DependentSonic hedgehog
Expression in the Hypothalamus. B To ke Bpewmsi, peructpupyercsi CBsi3b C IOHBIM
BO3pacTOM MaTepei TakuxX JeTel, BHYTPUYTPOOHBIM BO3ACHCTBHEM KOKauHa,
BaJILIIPOATOB.
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TeM He MeHee, MPUYMHBI JAHHOW MATOJIOTUU BCE €UIE SIBISIIOTCS MPEAMETOM
JUCKYCCUHM, a KIMHUYECKHE TPOSBICHUS OOYCIOBIMBAIOTCS  3HAYUMOCTBIO
COBOKYIHBIX HapylICHUH.

AHaTOMHUSI CPEIMHHBIX CTPYKTYP

Foascia dentate
A prprcasn o

Puc. 4.6.a Carurransusiii paspes, cxema  Puc. 4.6. 0. ®ponransuslii paspes, SIMPT

1- runodms;

2- Hoxka runodmuza (Infundibulum)

3- xma3Ma 3pHUTENbHBIX HepBoB (chiasma
opticum);

4- OOKOBOM JKETyI0UCK.

5- mepeaHsisi MO3roBasi apTepus;

6- cpenHss MO3roBasi apTepus

7- KIMHOBHUIHAS Ma3yxa

Knunnueckue nposiBieHus.CylIHOCTh MPOSIBJICHUI, COOCTBEHHO, CBSI3aHA C
AHATOMHUYECKUM Je(PEeKTOM M MOXKET UMETh 3HAUMTENIbHYI0 BapuaOelbHOCTh. Tak,
HapymieHuss co cTtopoHbl [[HC wmoryr kak BoOOIEe HE NPOSIBISATHCS, TaK U
MaHU(ECTHPOBAaTh B BHUJE TPYOBIX ICUXUYECKUX HAPYIICHUH C KOTHUTHUBHBIMU
paccTporictBamMu M AedEKTOM  HHTEJUIeKTa,  IepeOpaibHOro  mapajiuya,
MOBTOPSAIOIIETOCA  CylOpPOXKHOTro  cuHApoma. Ilaromoruss opraHa  3peHus
Pa3HOIUIAHOBA: MOTYT PETUCTPUPOBATHCS TOJIHAS CJETNOTa Ha OJWH WM 00a Tiasa,
pacHIMpeHue 3padyka B OTBET Ha CBET, HUCTarM (OBICTpOE, HEMPOW3BOJILHOE B
BO3BPATHO-TIOCTYTIATEIbHOE  JIBIDKEHHME rja3), cTpabusm. CooOmarwr, 4YTo
3HAYUTEIBHOE HapylleHue 3peHus perucrpupyercs y 23%  ManueHTos,
OunaTepasibHasi TUNIOTLIA3Us 3pUTEIBHOTO HepBa — Y 57 %, yHunarepanbHas —y 32%.

['unoranamo-runodu3apHble HApyIIEHUS! TPOSBISIIOTCS TAK)Ke B 3aBUCHMOCTHU
OT aHATOMUYECKON 3aMHTEPECOBAaHHOCTHU AedeKTa TeMH WM WHBIMU BapUaHTaAMU
runonuryutapuzma. Haubonee wyacTto yke B MepuUOAe HOBOPOXKACHHOCTU
PETUCTPUPYIOTCS TUIOTJIMKEMHUsI, KOHBIOTAIIMOHHAS KeNTyxa, Ijioxas npubaBKka B
Macce Tejla, MUKPOIIEHUC, HEMOJIHOE ONYIIEHHE SMYeK B MOIIOHKY. [lo3aHee y nerei
dbopMupyeTcs 3aepKKa pocTa, CoMaTonojoBoro pa3suTus. Ha mobom stane moxer
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OCTpO JeOIOTUPOBATh HAIIOYCYHUKOBASI HEJOCTATOYHOCTh, a TAKXKE MPOSBICHUS
THIIOTHUPEO3A.

CrexTp TSAXKECTH HAPYIICHUH KaXKJIOTO U3 KOMIIOHEHTOB TPHA/bl MPEICTaBICH
Ha puc. 4.7.

¥WIEPEHHEIE

NP AEB0EMEHH IR
nyGeprar

B QEEKITE ‘ | POPMHPY¥EILW MECA NOSOHEE

YHHAATERANEHAA THND 32 WA 2 PHTENEHD MO HEDEA MBOH POEE HHEIA ,.EI,E¢I-1LI,I-1T or

YWEDEHHDE HApYILEHHE 3DEHMA +,J,E¢I-1LI|I-1'I' TIr

GUNATEPAEHIA NG LIEZHA 30 HTENELHOND HEpES +Agpuup AKTE

+ A2 HUMT M HIANTPONHHD B

HADYWEHHE ZPEHHA CPEaHE W TAMETH

V|.1|-::|:|¢Ta,"|bv'|.1=| + HECAXAPHEIN QHADET

AN 0AHES DA BT HA

MAHMH NG NHTYHT A DHEY

AHOTANEN HA
HIDVILIE HHA TPV O DEMVIALMH

CAENoTa

AYTHEY

CEHIOHEBDANEHIA TMYEDTA

TAKENRIE

‘ CPEOWHHEIE JETEKTEI

Puc. 4.7. CHGKTp TAKCCTH HpOiIBJIeHI/Iﬁ CENTOONTUYECCKOMN JUCIIIa3UH

Takum oOpazoM, HalWMyMe KaK MHUHUMYM 2 KOMIIOHEHTOB TpHUaibl TpeOyeT
MPUCTAIBHOTO BHUMAHMS K TMAIMEHTY W THIATEJIBHOTO €ro o0cieoBaHus, KOTOPOe
JIOJKHO BKJTIOUATh B CEOSI:

1. TwarensHbli COOp aHaMHE3a KaK CEMEHWHOro (KpOBHOE POJCTBO, Clydau
3a/ICP’)KKU  pa3BUTHS, SHIOKpUHHOW martosnoruu, mnartosoruu [[HC), Tak u
WHJIUBUAYAJIBHOTO (XapakTep TeYeHUs OEpEeMEHHOCTH, OCOOCHHO Ha pPaHHUX
CpOKax, KypeHue, ynoTpeOaeHue MeAMKaMEeHTO3HbIX MPErnapaToB U 1p.).

2. OOBEKTHBHBIC KIWHWYECKHE TPU3HAKK (AHTPOIIOMETPUYECKHUE CTAaTyC W
aHaMHE3, HaJIM4he KEITYyXU, CYyIopor, AePeKTOB pa3BUTHUS, COCTOSHUE
OpraHOB 3pEHUS, TCHUTAIINN).

3. KoHcynbramus OkynHCTa C IEJIbI0 YTOYHEHHS MATOJOTMM OpraHa 3peHHUs
(MukpodTanbmMusi, CTpadu3M, HUCTarM, COCTOSIHHE JHUCKa 3pUTEIHHOTO HEPBA,
3pEHHUE KaK TAaKOBOE).

4. Buzyanuzanus [[HC: sxockonnueckoe HCCIIeIOBAHUE TOJOBHOTO Mo3ra (Ipu
HaJIMYUU YIJIbTPA3BYKOBOTO OKHA) C moclenyroomum nposeaeHueM AMPT
(yrounenue tuna jAedexkTa MPO3payHOM MEPEropoaKd, aHATOMHYECKOIO

COCTOSIHMSI XMa3Mbl, TUIIOTaJIaMyca U JI0Jied runogusza).
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5. ®ynkmuonansHoe coctosare runodmsza: TTI, CTI, xoptuzon, JII', OCT,
caxap KpoBuM (B cllydae BBISBJICHHBIX HApYIIEHWH  HCMOJb30BATh

JNEHUCTBYIOIIUN TUArHOCTUYCCKUM MPOTOKOM).
Jleuenue. Jleyenune pebOeHKa C CENTOONTHYECKOM JTUCILIA3MEH ITPOBOJAMUTCS

IpyNIou crnenuaaucToB (earaTp, SHAOKPUHOIOT, 0(hTaaIbMOJIOT, HEBPOJIOT, XUPYPT)
B COOTBETCTBUH C MPOTOKOJIAMHU JICUCHHUS.
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MABAYV. CJIOXHbII ITAIIMEHT B K/IMHUKE
HEOTJIOKHbIX COCTOSIHUM W TATOJOI'ur
JAETEN PAHHEI'O BO3PACTA

Kiaunnunueckoe Hadaoaenue Ne 19

Manpuuk C., 4 71eT, NOCTYNHWI C Jcalobamu Ha YacTble PBOTHI, BSJIOCTD,
c1a00CTh, HAPYIICHUE CHA, 33/ICPKKY TEMIIOB TICUXO-PEUYEBOTO Pa3BUTHSI.

W3 anamneza xwu3HU U3BECTHO, YTO PEOCHOK POAMICS OT 2-i (PU3HNOIOTHUECKU
npoTekaBiell 6epeMeHHOCTH, | CpoUYHBIX POJIOB B cpoke rectanuu 36 — 38 Henenb,
MyTeM KecapeBa cedeHusi (rpbDKa IMOSCHUYHOTO OTAela mno3BoHouHuka L5-S1 vy
Marepu). Macca Tena npu poxaeHuu — 4350 r., poct — 55 cM., 3akpuyan cpaszy. Ha
IPYAHOM BCKapMJIMBAHUU J0 2-X MecCSIeB. ['0J0BY AEpKUT ¢ 2-3 MecslEeB, CUIUT C
6,5 mecsnes, xonut ¢ 10 mecsneB. [lcuxomoTropHOe pa3BUTHE Ha 1-OM TOY KU3HU
COOTBETCTBOBAJIO Bo3pacty. C 1,5 ner - 3aaepkka peyeBoro pa3BuTHs, JBUraTEIbHASL
TUTNEPAKTUBHOCTD, HU3Kasl KOHIICHTPAIIHSI BHUMAHUS.

Y oTma mnepuoAbl HEMOTHMBHUPOBAHHOM arpeccuu, OBICTPOE HCTOIICHHE
BHUMAaHMS, TUIIEPAKTUBHOCTh. POJIOCIIOBHASI OTATOIEHA IO CEPACYHO-COCYTUCTHIM
3a00JIEBAaHMSIM, OHKOIIATOJIOTHCH.

B 2 roma 7 wmecsueB nepeHec HHGEKIMOHHBIH MOHOHYKJIC03, aJCHOUIUT
JeYrIics B MHPEKIIMOHHOM OOJIBHUIIE.

Martb cuntaer pebeHka O0NbHBIM C 3 JIET, KOT/ia Tociie yaapa Mo JUILY TYIbIM
MPEAMETOM BO3HUKJIA YIIUOJIEHHAs paHa (HAJIOXKEHBI IIBBI 1O OOIUM HapKo3oM). B
3,5 roga mocie ynotpeGieHHsl KMPHOTO TBOPOTA BIIEPBHIE MOSIBUIMCH PBOTHI BO
BpeMs CHA, B MOCJEAYIONEM BsuiocTh. OOCIIeIoBaH y raCTPOIHTEPOIIOTA: TUCKUHEZUS
KEJTUEBBIBOJSIINX MyTeH, MaHkpeaTtonatus. KoOHCyIbTHpOBaH HEBPOJIOTOM,
MICUXUATPOM: MUHUMAaJbHAs MO3roBas TUCHYKIMS, CHUHIPOM 3aJEPKKH TEMIIOB
PEUYCBOTO M TICHXOMOTOTHOTO Pa3BUTHS, JIETKUH BECTUOYI0-aTAKCUICCKUN CHHAPOM,
CUHIPOM THIIEPAKTHBHOCTH C ACHUIIMTOM BHUMAHUS, CHHAPOM JIMKBOPO-BEHO3HOM
aucteH3ud. JlucMeTaboarmdeckoe COCTOsTHIE HEesICHOTO TeHesa. [IpoBeneHo neuenue:
TIIyTapruH, XOo(MuTON, HOO(EH, TEHOTEH, KaJIbIMs TOMAHTEHAT. MaTh OTMEYacT
HE3HAYNUTEIHLHOC YIyUIICHUE B COCTOSIHHH, TIOBTOPCHKE PBOT.

B 3 roma 9 MecsmeB BHEpBbIE KOHCYJIBTHPOBAH TCHETHKOM. Y CTaHOBJICH
INAarHO3:  2UnepeoMOyucCmeunemus,  Hapyulenue  aKmueHOCmu  hepMeHmos
Gonamuoco yuxna. HaznaueHo nedenue: ButaMuH Bg, BuTamun Bio, 6eTanH, Ha GoHe
KOTOPOTO YpPOBEHb TOMOITUCTEMHA CHHU3WICS 0 HOPMAJIbHBIX HU(p, YIyUdIIHIOCH
oOmee coctostaue. Uepes 2 mecsiia mociie MepeHeceHHOro OPOHXUTA MaTh MMOBTOPHO

171



oOparmmaercsi K TeHETUKaM C JKajlo0aMH Ha THINEPAKTUBHOCTH, MEPUOABI arpeccuu
CMEHSIOIIMECS] BAJIOCTBIO, c€lIabocThio, pBOTOM. [lpm  00cCieOBaHUU BBISBICH
HOBBIIICHHBIA ypoBeHb amMMmuaka 260,99 Mxmoaw/1 (Hopma 18-72 MKMOJB/I).
PeGenok rocnuTanu3upoBaH B MHOTONPO(MIBHBIA OOJACTHOM CTallMOHap C
YTOYHEHHBIM JMAarHO30M: HapyuieHue 0OMeHA CepocoOepHcaujux amMMUHOKUCTION,
eunepammonemusi. Hapywenue gpopm nosedenus.

[Ipu mnoctymieHun B CTalMOHAp oOOpallajd BHUMAHUE I[IUPOKOE JIHUIIO,
OTTONBIPCHHBIE VINW, IIUPOKUH KOPEHh HOCA, BBICOKOE HE0O0, KOpPOTKas IIIes,
IIMPOKOE CTOSTHUE COCKOB, TUIIEPMOOMIBHOCTh CYCTaBOB, PO30Basi OKpacKa JaJoHei
(puc. 5.1.a,0). B comatuueckom craryce 0e3 ocobOenHocrtei. [Ipu oOcnenoBaHuu:
(GyHKIMOHATBHBIE TIPOOBI TICYCHH - IUTOJH3 JI0 7 HOPM; MEIh CHIBOPOTKH KPOBH -
20,5 mxmome/n (N 10 - 18), memgp moum - 1,17 mxmons/n (N 0,03 - 1,26),
nepyiormiasmMud kpoBu - 219,6 mr/m (N 180 - 450). Koncynpramusi HeBposora:
HapyuieHue Gopm noBeaeHUs. KoHcCynbTanus mcuxuarpa: CHHIPOMOM Jeduiiurta
BHUMaHHUS C THUIEPAKTUBHOCTHIO. VICKitoueHsl rematuThl, Ooyie3Hb BuiabcoHa-
KonoBanoBa. B nuere pekoMeHI0BaHO orpaHuyeHue Oenka g0 1,2 r. Ha K,
nantoram 0,5 r. B CyTKU Mecsll, 6eTapru 1/2 ammynel 2 pa3a B CyTKH IOCJIE €IbI Ha
14 nueit,kapuutun 20 kamens 3 pasa B cyTku B TeueHue 30 ngHeil. PeGenox
BBITIUCHIBAETCS JIOMOM C JMArHO30M: HapyuleHue OOMeHA CepoCcoOepHCAUx
AMMUHOKUCIIOM, — 2UNEPAMMOHEMUs,  CUHOPOMOM  Oepuyuma  GHUMAHUS  C
2UNepaKmueHOCmbio.

Cnycts 3-u mecsina Ha (OHE MPOBOJMMOM TEpanvM MOSBWIMCH MOBTOPHBIE
€XEJHEBHBIC PBOTHI J0 7 pa3 B CYTKHM B BEUYEpPHEE UM HOYHOE BpPEMs, HapacTaHUE
TUIIEPBO30YIMMOCTH, CMEHSIIONIEECS BSJIOCThIO, COHJIMBOCTBIO, IIATKOCTh MOXOJIKH,
MIPOMAaxMBaHKUE TIPU MOMBITKE B3STh MPEAMET, AMU30/Ibl CIYTAHHOCTH co3HaHus. [lpu
WCCIICIOBAaHUM YPOBHS aMMHaka B aMOYJaTOPHBIX YCIOBUSIX OTMEYaloCh
noBeimenne 10 391,49 wmkmons/n (Hopma  18-72  Mkmonb/m).  Manbuuk
TOCIIUTAIM3UPYETCS TOBTOPHO B MHOTONPO(HMIBHBIA 0O0JACTHOM CTalMoHap
MPEACTABIAECTCS  HA MEXAYHAPOIHBII KOHCUJIMYM B COCTaBE€  TI'€HEPAIbHOTO
OUPEKTOpa YKPauHCKOI0 MHCTUTYTA KIIMHUYECKOM reHetuku | 'peuanmHou E.S. u
npodeccopa kageapbl MEAUIIMHCKON TeHETUKH MEIUITMHCKOTO YHUBepcuTeTa Texaca
(CIIIA) P. Maranona. YuuTbhIBasl BBIINICH3JI0KCHHBIC >XKajoObI, JaHHBIC aHAMHE3a,
KJIIMHUKO-T€HEaJOTMYECKOr0 aHalln3a, JaHHbIE COMAaTUYE€CKOTO U HEBPOJIOTUYECKOTO
CTaTyCOB, JOTIOJHUTEIIBHBIX METOJIOB 0OCJe0BaHMUs (MOBBIIICHUE YPOBHS aMMHUaKa
B kpoBu — oT 391,49 a0 89,44 wmxmonw/nm (Hopma 18-72  MKMOJB/I),
runiepopautuHeMuto 1,373 mr (N 0,345-1,008), yBenuueHue ypoBHsI IUTPYJUIMHA B
moue 737,18 mmonb/moiib (KREA), a takke orcyrcTBue 3¢ddekra or mpoBoauMoro
paHee JIeUeHHWE, YyCTaHOBJeH nuarHo3: [unepammonemus. Cunopom HHH
(cunepammonuemuy, 2UnepoPHUMUHeMul, 2omoyumpyinunypuu). Ilorumopguszm 6
cucmeme 2eHo8 onamosozo yuxia (cemeposucomusviii komnayno MTRR A66G/MTR
A2756G). ['unepeomoyucmeunemusi. Ha3zHaueHO JleueHHE:OTpaHUYEHHE OCIKa B
JMeTe, Tema-Mepl, renmabeHe, KaHaJackui Morypr. B aumHamuke HabOmomeHUus
ucKIItouaetcs nophupusi (aMUHOJEBYJIWHOBAs KUCJIOTa cocTaBuia 18,7 MKMOJb/B
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cytku (mpu HOpMe 3,9 - 19,0 MKMOJB/B CyTKH), MPOBOAUTECS AU depeHIIaTbHbIN
JMarHo3 ¢ HapylmieHueM oOMeHa KoOajnaMuHa (M3MEHEHHsS MeTabOoJIMTOB
NUPUMUINHOB), HAPYIICHUEM B IMKJIE OOpa3oBaHUs MOYEBUHBI (CHUKEH YpPOBEHb
Mo4eBoi kucioThl 1,22 En/r). B crabuibHOM cOCTOSSHUM peOEHOK BBIMTMCAH JIOMOM
U3 CTallMOHapa C PEKOMEHJAlMUSIMHU:UCKIIOUNTh U3 palMoHa OEIKOBBIE MPOIYKTHI,
OyJIbOHBI, Kakao, WIOKOJaJ, MEeYeHb, CYONpPOIYKTHI, >KEJe, CapIUHbI, IIMPOTHI,
0000BBIC; UCKIIOYUTH M3 pallMOHA MPOIYKTHI OOraThle METEOHHHOM. [IpomoinKuTh
npueMm renabene 1/2 tabnetku 1 pa3 B meHb 1 Mmecsu., kaHajackuil Horypt mo 1
Karcysie 2 pasa B neHb | Mecsi, rema-mepil - mo 1 1. Ha 100 Ma uH(Y3HOHHOTO
pacTBopa 2 pasa B JICHb - B/B KaIeJIbHO.

B nanpHelinem 3a001eBaHNE UMEET MPOTPATUEHTHOE TEUECHUE U YXKE Uepe3 JBa
IHs peOCHOK BHOBb IMOCTyNaeT B CTalMoHap. B craTyce HapacTarOT COHJIMBOCT,
aTOKCHsI, TUIEpCalIUBallMsl, OTCYTCTBUE allleTUTa, BbIpAaXKEHHAasl arpeccus, yTpara
NPUOOPETEHHBIX HABBIKOB, CYJIOPOKHBIC IOJEPTUBAHUS. YXYAIIEHUE COCTOSHUSA
pebenka nnunuupoBaHoOPBU.

JlabopaTopHbie 1 UHCTPYMEHTAJIbHBIE METOJIbI UCCIICIOBAHUS

- Knunwnueckwuii ananu3 kposu - Hb 84 1/, sputporutst - 2,9%x10%2/m, IIT - 0,88,
PETHUKYIOLUTHI - 8%, TpoMOouuTEl - 226x10%11, netikonutel - 6,9%10%n, n/s -
3%, c/sa - 73%, mumpouuTsl - 15%, MoHOIIUTHI - 9%, 6azodwmisl - 1%, COD -
35 MM/u.

- HUccnenoBanme arperaruu TpoMOOIUTOB: mHpu KoHmeHTpauuu AJ D 0,625
MKMOJIb/TT HaOJIOAaeTCsl OJIHOBOJIHOBAsl arperamusi ¢ jaesarperamueit. [lpu
koHueHTparuu AJI® 1,25 mMxmonb/m U 2,5 MKMOJB/II OTMEYaeTCs BTOpas
BOJIHA arperamui ¢ 4acTUYHOu ne3arperauueil. [Ipu konuentpaunu AP 5,0
MKMOJB/JT ~ HAONIOJAeTCss  OJIHOBOJIHOBas — arperamuds C  YacTUYHOU
Je3arperanuei.

- Ilokazatenu cucremsl cBepThiBaHusi: AUYTB (akTUBHpOBaHHOE YaCTUYHOE
TpombOormiactuHoBoe Bpemsi) — 494 c. (N 30,5-38,5), MexmyHapomHoe
HopMau3oBanHoe cootHomenue (INR) — 1,77 (N 0,8-1,3), mporpoMOrUHOBOE
Bpems — 24,7 c. (N 10,5-15,8), ocraipHBIC TMOKa3aTead B Tpeaeax
pedepeHTHBIX 3HAaUCHUH.

- Jlakrat kpoBu — 0,97 mmounb/a (N 0,2-2,2).

- AMUHOKHUCJIOTHBIA aHaJIu3 CHIBOPOTKM KpoBu: Ju3uH - 1,608 mr (N 1,825-
3,106), tpeonun - 0,397 mr (N 0,89-1,483), rnumun - 0,824 mr (N 1,106-2,12),
amanna - 1,034 mr (N 2,163-3,922), Baqua - 0,965 mr (N 2,065-2,95),
m3onernud - 0,149mr (N 0,484-0,936), acittuua - 0,616mr (N 1,275-2,009),
denunananud - 0,513 mr (N 0,750-1,442); noBbIIICHBI TOKA3aTEIN: OPHUTHH -
1,373 mr (N 0,345-1,008), metrionus - 0,511 mr (N 0,167-0,400), ammuax -
1,634 mr (N 0,382-1,147).

- VYposenb ACT - 46,48 En/n (N 0-36), AJIT - 69,17 En/n (N 0-29),
KpeaTHHKHHa3a - 155,91 En/n (N 0-149).

- Mouesas kucnota 1,22 Ex/n (N 1,68-3,84).
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- T'omonucrenn kpoBu — 5,1 (Hopma <5).

- HUccnenoBanbl nonuMopdHble BapUaHThl T€HOB CUCTEMbI (DOJIATHOIO IUKIIA -
oOHapy»keHo rerepo3urotHbiii komnayHa MTRR A66G/MTR A2756G.

- Ta3zoBas xpomarorpadusi Mouu, UCClIEIOBaHUE OPraHUYECKUX aMUHOKUCIIOT:
BBISIBIICHBl 3HAUUTENbHBIE TOBBIIMICHUS YypalWia, LUUATPYJINHA, H3MEHEHUE
MEeTa0O0JMTOB MUPUMHINHOB, IIMKIIa Kpedca.

- Tonkocnoiinas xpomatorpadus (TCX) aMHUHOKHCIOT W YTIEBOJOB KpPOBH:
[JIMIUH 3HAYUTEIHHO MOBBIIIEH.

- Y3 BHYTpEHHHX OpraHOB: TME4YCHb yBeaWM4eHa 10 +4 cM., nuddys3HbIe
M3MEHEHHSI TapEHXUMBI, BBICOKAsi SXOTCHHOCTb, BEHO3HBIM PHUCYHOK HE
M3MEHEH, OTEK CTEHKH IKEIYHOTO Ty3bIpsi, CEJE3€HKa IMOBBIIICHHON
AXOTE€HHOCTH, BEHBI B BOPOTAX U3BUTHI, CEIE3CHOYHAS BeHA — 6-7 MM, TIOUKH —
OTEK U UILIEMHUS TAPEHXUMBI, CIIPaBa yMEPEHHAs MUEJI0IKTA3HUS.

- DOO0I': npu3HaKu CHIKEHHSI YPOBHSI OMODJIEKTPUYECKONW aKTUBHOCTH BO BCEX
oTBeleHusX. [lapokcu3amalibHasi aKTUBHOCTh B BHJAE HU3KOAMIUIUTYIHBIX
b dy3HBIX OCTPBIX BOJIH HA (POHE TUCHYHKIIMM HUKHECTBOJIOBBIX CTPYKTYD.

- DOxoor: Mbpaxod = Mbpaxos= 67 mMm. lllupuna Moxo - 6,0. CMmemenus He
BbISIBIICHO. [Ipr3HAKK IMKBOPHOM TUIIEPTEH3UH.

- YabpTpa3BykoBas jpomniuieporpadusi cocynoB rOJIOBHOTO MO3ra: peruoHapHast
AHTUOJMCTOHUS B CPEIHEN MO3TOBOM apTepuu, MEPEAHSS MO3rOBasi apTepusi ¢
YBEIIMYEHUEM CKOPOCTH KPOBOTOKA U Ba30CMACTUUECKUMHU PEAKIHSIMHU.

- SMPT rosoBHOro Mo3ra: Ha CEpUM IMOJYYEHHBIX TOMOTPAMM ONPEAECIACTCS
CUMMETPUYHOE MOPAKEHHUE B BUJIC OTEKAa KOPKOBO-CYOKOPTUKAIBHBIX OT/IEJIOB
JOOHBIX, BHCOYHBIX U TEMEHHBIX J0jJedl  (TMIOKCHYECKOro  Ju0O0
nucMeTaboIuyeckoro reuesa), 6e3 macc - addekra. KemyaoukoBas cucrema
HE M3MEHEHa, OOKOBBIC XKeaynouku D>S, OTTOK JMKBOpa U3 KEIyJI0YKOB
coxpaHeH. CpeanHHBIE CTPYKTYphl He cMmemnieHbl. Kopa remucdep BHE 30HBI
OMHCAHHBIX TTOpakeHUM He n3MeHeHa. CybapaxHouJanbHbIE TPOCTPAHCTBA 0e3
ocobennocteit. Pacmmpena g0 1,11 cm petponepebensipHas IMUCTEpHA
(apaxHOMANbHAS KUCTA) C TUMIOTIA3UEH YepPBS MO3KEUKa.

- PebGeHok xoHCynbTHpOBaH HeWpoxupyprom — 1o gaHHbIM MPT romoBHOro
MO3ra UMEIOT MECTO 30HBI KOPKOBBIX HIIeMHI 00eux remucdep B Oacceiine
CpeoHEW  MO3IrOBOM  apTEpUM. Ha  momeHT  wuccnenoBanuss B

HEUPOXUPYPrUUECKOM JICUEHUU HE HYXKAETCHI.

- KoHCynbTranuss HEBpOJOTa: 3aJep>KKa TEMIIOB ICUXO-PEYEBOr0 Pa3BUTHS,
CHUHJIPOM BEreTaTUBHOW MUCPYHKIIMU CO CKIOHHOCTBIO K MapOKCHU3MaIbHBIM
COCTOSIHMSIM BCJIEACTBHE paHHEro opranmueckoro nopaxenus [[HC, nenwpss
UCKJTIOUUTD MPOTPECCUPYIOLLYIO IEpEOpaIbHYIO AeTeHEePaLUIO.

Ha tperpn cyTkm ¢ MOMEHTa NOCTYIUIEHHS B CTAalMOHAp OTMEYAIOCh
HAPACTAHUE  IATOJIOTMYECKOM  HEBPOJIOTMYECKOW  CHUMIOTOMATHKH:  TMOSBUJICA
MPaBOCTOPOHHHUI  TeMuriapes, IMCeBIOOYIbOApHBI  CHUHAPOM,  CYIOPOKHBIC
MOJIEPTUBAHUS, AIU30/IbI COMHOJIETHOCTU. [IpoBoamMiace Tepanusi oTeka-HaOyXxaHus
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rOJOBHOTO MO3ra, YIy4dlleHHEe LepeOpaqbHOM TeMOJWHAMUKH, PEOJOTHYECKUX
CBOMCTB KPOBH, KOPPEKLHS 3JIEKTPOJUTHBIX U AU3META0OJUYECKUX HAPYIICHHM.
Hanuble  noBTOpHbIX O3I, AMPT  CcBHUIETENBCTBYIOT O MPOTrPECCHPOBAHUU
MaTOJIOTUYECKOro Tmpoliecca: Ha DI oTMeyaeTcsi MOSBICHHE ouyara MEIJICHHBIX
BBICOKOAMIUIUTYAHBIX BOJIH B OTBEJCHUSX MPaBoil reMucdepsl U oyar BHIPAXKEHHOTO
CHUKEHUSI OMOAJIEKTPUUECKOM aKTUBHOCTH W (YHKIHUOHAIBHOM aKTHUBHOCTH B
OTBeJieHUsIX JieBoi remuchepnl. ['pydas memamobazanbHas auchyskmus; AMPT
rOJJOBHOTO MO3ra Ha CEpUM MOJYYEHHBIX TOMOIpPaMM TOJIOBHOTO MO3ra
orpeenseTcss OOUIMpHas 30Ha MOPAXEHHUS B BUJIE 0TEKa KOPKOBO-CyOKOPTHKAIBHBIX
OT/EJI0B JIOOHOM, BUCOYHOM, TEMEHHOM M 3aTBIJIOYHOM J10JIel clieBa (C BOBJICYCHHEM
0a3aJbHBIX OTIENOB JIOOHOW M BHMCOYHOHM J0JIel), a TakXke IMOpaXeHHEe KOPKOBO-
CyOKOPTHUKAIIbHBIX OTAEIOB JOOHOM M BHCOYHON JOJieH cIpaBa B MPOECKIUU
CunbBueBoil mienu. OmnucaHHOE NoOpaXkeHue O0€3 YEeTKUX KOHTYpOB, B BHJE
muddy3Horo oreka. Onpenensiercs yBeIUUeHUE 30HbI OPAXKEHUS JIEBOM reMuchepsl
U Hapactanue Macc-3p@ekra - JeBbI OOKOBOW KEIyJOUYeK CIABIIEH, CPEIUHHBIC
CTPYKTYpbl CMEIIECHBI BOPABO 10 5 MM, MPABbI KEIYJOUEK YMEPEHHO PACIIHPEH.
BHyTpeHHUI TUKBOPOTOK COXPAHEH.

HaGnronenue 3a  peGeHkOM B JAMHAMHUKE, TMEPUOIBI  JHUXOPAJKH,
IPOTPECCUPYIOLIIUE W3MEHEHUS co CTOPOHBI ITHC, HaIu4une
OyILOaPHBIXPACCTPOMCTB MO3BOJIUIN MPOBOIUTH NU(PHEPEHIIMPOBAHHBINA TUAarHO3 C
BUpPYCHbIM HHUEe(panuToM. HccnegoBaHa KpoBb METOAOM HMMYHO(EPMEHTHOTO
ananu3a Ha BIID I, II, IV tunos, IMB, BOb. Pe3ynsrar oTpunartensbubiii. Pedbenok
KOHCYJIbTUPOBAH HEHPOMH(PEKIMOHUCTOM: HAIM4YKE SHIE(DATUTA MAJIO BEPOSTHO.

[Ipy MOBTOPHBIX HCCIEAOBAHMSIX OTMEUYAJIOCh HapacTaHUE YPOBHS aMMHUaKa -
460,9 mxmoub/i., 820,57 mxmodns/i., 1000,14 Mkmons/n (HopMa 18-72 MKMOJIB/T ).

PebOenok mosydan Tepamnuio: JUe€Ta ¢ OrpaHMYeHHMEM Oelika (MCIoJIb30Baiach
cnenuainbHas cmech «Renilony, dupmel HyTtpunus); antubakrepuanbHas Tepanus
(uedTprakcoH, aMHINI, MEPOHEM, BAHKOMEK); UMMYHOMOJYJIUPYIOIIasi Tepanus
(broBeH MOHO); TMaTOTeHeTHuYecKas Tepamnus (rema-mepiia, OeTapruH, TIyTapruH,
pubodaBuH, nKMTOGIABUH, MUPUIOKCHH, ITMAHOKOOATaMWH, THUBOPTUH); Tepamus
oTeka-HaOyxaHusi TojoBHoro wmosra (L-mu3mHa ocumHar, MarHus cyibdar);
mpenaparbl Ui yIyYIIeHUs METa00JMYeCKUX MPOIIECCOB TOJIOBHOTO MO3ra
(MeKcuI0I1, IePaKCoH); JE3UHTOKCUKAIMOHHAS Tepanus; MojaepKaHue KOJUIOUIHO-
OHKOTHYECKOT0 JIaBJICHUA IJIa3Mbl; CTA0MIM3AIUs KJIETOYHBIX MEMOpaH; KOPPEeKUHUs
IU33JIEKTPOJIMTHBIX HAPYLIECHUW; YIYyYIIEHHE PEOJIOTMYECKUX CBOMCTB KpOBHU;
npoduIakTUKa CTPECCOBBIX 3B (ractpoiienuH); Oopsdba ¢ JIBC cunapomom;
o0OecrieueHne WHOTPONHOM TOANEPKKM MHOKapaa. [lpu HapacTaHuu ypoBHS
aMmMoHusi B 1utazMe >500 MKMONB/T B KOMIUIEKC TepanuM, KaKk OJUH U3
MAaTOr€HETUYECKUX METOJIOB JICUEHHUS, BKIIIOYAIUCh CEAHChl T'e€MOJIMaIn3a, OJIHAKO
BBUIY HECTAOMJIHPHOCTH T€MOJIMHAMHUKHN X UCTIOJIh30BAHNUE MPEKPAIIAIOCh.

Hecmorps Ha IIPOBOAUMYIO TepaImio, COCTOSIHUE peOeHka
YXYALIUIOCH:00JbHOM HEIOCTYNIEH pEUYeBOMY KOHTAaKTy, B OTBET Ha OOJEBbIC
pa3apaXKUTeId — XAaOTHUYHbIE JIBIKEHUS B KOHEUHOCTSX, B3IVIAJ HE (PUKCUPYET,
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AHU30KOpHS, TOPTAHHO-TJIIOTOYHBIE PEQIICKCHl  CHUKEHHI, IbIXaHUE  HE
ri1yookoe. YuuThiBasi ObICTpOE MPOrpecCUpOBaHUEe 1epeOpaibHON HEIOCTATOYHOCTH,
VTHETEHHE CTBOJIOBBIX pediiekcoB, peOEHOK MHTYOMPOBAaH, TMEpPEeBElICH Ha
MCKYCCTBCHHYIO BEHTWJISIMIO JIeTKUX. [IpOBOIMINCH KOHCYJNbTAIMM B PEXHUME
pealbHOTO BpPEMEHM C YYacTHEM peClyOJIMKAHCKOTO JETCKOTO HEBpOJora,
pecnyOJMKAaHCKOTO aHECTe3U0JIora, TOKCHUKOJIOra, TEeHETHKa YHUBEPCUTETCKOTO
uentpa (Amcrepaam). IloBropHass  KoHCyibTamusi  npodeccopa  Kadeapsl
MEJIUIIMHCKOW T'eHETHKU MeAuIMHCKoro yHuBepcureta Texaca (CIIA) P. Maranona.
YOenuTenbHBIX AaHHBIX B TOJB3Y SHIedammTa HeT. KpaliHsAs TSHKECTh COCTOSHUS
00JBEHOTO OO0YCIIOBJICHA MPOTPECCHPOBAHUEM METAOOIMYECKON dHIedaTonaTH ¢
pa3zButueM Mmo3roBoii komel Il Ha ¢one Cunapoma HHH (runepammonuemum,
TUNIEPOPHUTHHEMUH, TOMOITUTPYIUTUHYPHH ).

Knvanuecknit nmarHos: uapyuwenue obdmena opuumuna(cunopom HHH):
2UNepPamMMOHULieMUs, 2UNEPOPHUMUHUMUS, comoyumpyiiunypus. [lonumopguzm 6
cucmeme 2enog oramnozo yuxia. Iunepeomoyucmeunemus. Memabonuuexas
snyegpanonamus. Moszeosas xoma Il cm.

®oro 5.1. a, 6. Pebenok ¢ HHH cunapomom

HecmoTtps Ha oOecrnieueHue AueThl ¢ orpanmydeHueM Oenka (cmech «Renilon»,
bupmbl  HyTpuiusi), STHOTPONHYIO, MaTOT€HETUYECKYI0, CHMITOMATHYECKYIO
TEpPanuI0 COCTOSIHUE OOJBHOTO MPOrPECCUBHO YXYAIIAETCS Pa3BUBAETCS CHHIPOM
MMOJIMOPTAHHONW  HEIOCTATOYHOCTH  (TiepeOpanbHOM, JBIXaTeNbHOH, CEepAeYHO-
COCYIUCTOM, OocTpasi MOYe4Hasi HEJOCTATOYHOCTh), HAcTynaeT acucTtojus. PeOeHky
MIPOBEJICHBI pEaHUMAIlMOHHBIE MEPOTIPUITHSI B TIOJIHOM 00beMe, o/iHako ddekTa He
OBUIO JOCTUTHYTO, 3aperMCTpUpOBaHa OMOJOrMYecKas CMEPTh Ha 28 CyTKH IOCIE
TOCIUTAIIM3ALMH U 38 CyTKH OT MOMEHTA YCTaHOBJIEHUS Auarno3a cuaapoma HHH.

[TaTomOroaHATOMUYECKHUIN TUATHO3:8P0NHCOCHHOE HAPYULEHUE 0OMEHA 8eujecmas:
cunopom HHH (cunepammonutiemus, 2unepopHumuHemMus, 2OMOYUMpPYLIUHYPUSL).
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OcnoxHeHus: mpombocemoppazuyeckuil CUHOPOM C  MAacCusHviM
npozpeccupyiomum mpomo030M CUHYCO8 MEepool M032080U 000NOUKU, COCYOO8
MACKUX ~ MO3208bIX  000/7104eK,  GHYMPUMO3208blx  cocy008.  TomanvHnas
IHYegaromanayusl.

[IpuunHa cMepTU: noauoOpeanHHas HedOCMamo4HoOCMb.

JaHHbll  cioyyallk — WJUIIOCTPUPYET  OCOOEHHOCTH  TEYEHHUS  PEJIKOro
HaCJIEJICTBEHHOI'O METAa0OJNYECKOT0 3a00J€BaHUs - HapyLIEHUs] OOMEHa OpHUTHHA!
cunapoM HHH (runepammonwuiiemusi, TUIIEPOPHUTHHUMHUS, TOMOLMTPYJUIUHYPHS),
MaHU(ECTUPOBABIIETO B 3-X JIeTHEM Bo3pacTe. TpurrepHoiMu (akTopamu ObuIH
TpaBMma, OOIIMIA HapKo3, WH(QEKIMs, BBICOKAas O€NKOBas Harpy3ka B THUTaHUHU.
Hecnemuduueckuit  xapaktep  CHMIOTOMOB,  TOJHOPTaHHOCTh  MOPAKEHHUS,
BBIpOKEHHBIE  CHEIU(PUYECKHE  METa0OJMYECKHEe  HapylmIeHUs  MO3BOJWIN
JUArHOCTUPOBATh HApylLIEeHUsI 0OOMEHA OPHUTHHA.

Jlumepamypnas cnpaexka no KiuHuveckomy Haodooenuio Nel9
JlnarHocTvka M JICYEHHE BPOXKICHHBIX aHOMAJIMKA MeTaboiM3Ma - OJHa u3

CaMbIX CJIOXKHBIX 3aad MJId IICauartpa. pr,Z[HOCTI/I JUAarHOCTHKHU CBA3aHBI C
KIIMHUYCCKHUM HOJIHMOp(i)I/IBMOM 3a00J1eBaHHii B Pa3’INYIHbIC BO3PACTHLIC IICPHUOILI.

Cunapom HHH (TUMEepOPHUTUHUMHUS, TUIIEpAMMOHUMEMUS,
TOMOUUTPYJUIMHYpUs1) SIBIIA€TCA peakuM 3a0oneBanueM. Penkoe (opdanHOE)
3a0oneBaHue — OTO 3a00JIeBaHHE, KOTOPOE YrpoKaeT >KU3HU YeJIOBEeKa WIH

XPOHUYECKU MPOTPECCUPYET, MPUBOJUT K YKOPOUECHHIO MPOAOJKUTENBHOCTH KU3HU
YeJIOBEKa WM €r0 MHBAJIUAHOCTHU, PACPOCTPAHEHHOCTh KOTOPOTO CPEIN HACEJICHHUS
He pexe uveM 1:2000 (3akoH VYkpauHbl O BHECEHMM HU3MEHEHH K (OcHOBaM
3aKOHOJATEIhCTBA  YKpauHbl 00 OXpaHe U 370pOBbs M  OOECIEUeHHE
MPOJIOJDKATETLHOCTH U JISUeHUS pelkuX (opdaHHBIX) 3a00IEBaHU.

BonpmmHCTBY nereli B nebroTe 3a00seBaHUs yCTAaHABIUBAIOTCS PA3IHMUHbIC
JIMArHO3bl, KOTOpbIE YacTO TPeOyrT TpyAaHOro IudQepeHIralIbHOTO JUarHosa.
3a0oneBaHusi  OTJIMYAIOTCA  MPOTPAJAUCHTHBIM  TEUYEHHEM,  IOJHMOPTaHHOU
HEJOCTAaTOYHOCTHIO.

[lo maHHBIM JUTEpaTYphl CHHIAPOM THIIEPOPHUTHUHEMHH, THIIEPAMMOHHEMHUH,
TOMOLUMTPYJUIMHYPUU — PEJIKoe HacjeacTBeHHoe 3aboneBanue (MeHee 100 yemoBek
BO BCEM MHpE), CBSI3aHHOE C Je(PEKTOM OPHUTHHTPAHCIOKA3bl U MPOSBISAIOIIEECS
BBICOKMM YPOBHEM HOHOB aMMOHWS, OPHUTHHA B KPOBH W YBEIMYCHHOW MOYCYHOU
AKCKpelMel  roMOUMTpYJUIMHA.  3a0oneBaHue  OOYCIOBIEHO  T'€HETUYECKH
JNETEPMUHUPOBAHHBIM J1€(EKTOM OPHUTHUHTPAHCIOKA3bl. Tum HacineaoBaHUs —
ayrocoMHo-penieccuBHbii. I'en  ORNTI1 nokanmv3oBan Ha JIMHHOM IUIEYe
xpomocoMsl 13, B pernone 13q14.

Henoctatounoe moCTyrmjieHHEe OpHUTHHA BHYTPh  MHUTOXOHJPHUATIHLHOTO
MaTpuKca HapymaeT (DyHKIIMOHMpPOBAaHWE ITMKIAa CHUHTe3a MoueBHHBI. ClencTBue
ATOTO — HapyIICHUE YTWIM3AIMKU a30THCTHIX COCAMHCHWH W BO3HUKHOBCHHUE
runepaMmmonreMun. OTCYTCTBHE OpPHUTHHA aKTUBUPYET TpaHCHOPMAIUIO JIN3UHA B
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TOMOILIUTPYJUIMH Y MPUBOJUT K TMOBBIIIEHUIO YPOBHSI TOMOIMTPYJUIMHA B KPOBU U
MOYe.

Bo3spacT nosiBineHust nepBpIX NPU3HAKOB MIUPOKO BapbUPYET: OT HEOHATAIILHOTO
nepuoja 10 18 net. Tedenue npuctynooOpazHoe. 3a4acTyl0 paHHUE CUMITOMBI HE
ABJISIIOTCS  CHEUU(DUUECKUMU M TMOSTOMY HUX JIETKO MOXXHO HE pAaclo3HaTh.
[IpoBokalueli HAYAJIbHBIX KIMHUYECKUX CHMITOMOB W OYEPEOHBIX MPUCTYNOB
0O0JIE3HU CITYKUT UH(EKIIUS, aHECTE3Usl, ICKYCCTBEHHOE BCKapMJIMBAaHKE, BBEJCHUE B
pPalMOH BBICOKOOEIKOBBIX MTPOTYKTOB.

B Heonaranenslii nepuox getu ¢ cuaapom HHH kaxyrcs HOpManmbHBIMH, HO
BCKOpPE OHH  OTKa3bIBAIOTCS OT €[bl, MOSBISIETCS TOIIHOTA, PBOTa,  0OIIad
runoToHus. MoskeT HaOdoAaTbes OBICTPOE YXYAIICHHWE COCTOSHHS 310POBbS,
CBA3AHHOE C HEBPOJOTMYECKHMMH U BETre€TaTUBHBIMA HApYILICHUSIMHU, BKJIOYas
Ba30MOTOPHYIO HECTAOUIIBHOCTD, IPUCTYTIBI AITHOD K KOMY.

B panHeM JneTckoM BO3pacTe CHUMIITOMBI OOBIYHO MEHEe OcTphle u Oosee
BapualOenbHble, YeM B HEOHATaNbHbIN nepuoi. OHM BKIIIOYAIOT B CEOsl aHOPEKCHUIO,
JETapruro, pBOTY, 3aJCPKKYy B IICUXOMOTOPHOM H pPEYEBOM pa3BUTHH,
HU3KOPOCTI0CTh. CUMITOMBI BO3HUKAIOT MU30IUYECKH HA (OHE «METa0OIMYECKHUX
CTPECCOBY». 3aTEM MOXET HACTYIUTH YJIyUYIIEHUE, OAHAKO Yy NAlMEHTa B TaIbHEHIIEM
IPOrPECCUPYIOT pa3BUTHE (UIIOKTYHPYIOIIETO YPOBHS CO3HAHUS C OYaroBbIMU
HEBPOJIOTUYECKUMH CHUMITOMaMH, BO3HUKAIOT TPYAHOCTH B OOYYEHHH. B
HEBPOJIOTMYECKOM CTaTyC€ BBISBIIAIOT IOBBIIIEHUE CYXOXWIBHBIX pe(]IIeKCOB,
pednekc baOWMHCKOro, KJIOHYC CTOI, CIACTHUYECKH Tmapamape3, aTakcHIo,
XOpEeoaTeTo3, CHUMITOMATUYECKYI0 OSHWJIENCUI0. B  MEXNpUCTYmHOM MEpUOe
HEBPOJIOTMYECKAsl CUMITOMATHKAa MOXET IOJHOCTBIO OTCYTCTBOBaTh. (OTMeuaroT
renaTocryieHomMeranuto. Jlern uzberaroT ynorpeOieHHsl MPOIYyKTOB, COAEpPKaLIUX
0O0JIBIIOE KOJTUYECTBO OeKa.

OTMeyaroT MOBBIINICHUE aKTUBHOCTH TPaHCAMHMHA3 W IIEOYHON (docdara3sl B
KpPOBH MpPU HOPMAJIBHOM YPOBHE Y-TIIyTaMUJITpaHCIENTHAa3bl. B KpoBu u Moue
TaKXe MOBBIIIAETCA YPOBEHb OPHUTHHA U aMMHUAKA. Y BEJIMUYE€HA MOYEUHAs SKCKPEIs
TOMOLUTPYJUIMHA U OPOTOBOM KHMCIJIOTBI, 3KCKpELUsI ¢ MOYOW KOMIIOHEHTOB ILIMKJa
Kpebca (cyknunara, uutpata, ¢ymapoBas, O0-KETOTIYTapOBOM KHUCIOT). OTH
HapyLIEHUs CTAHOBSITCSI 0COOEHHO BBIPAKEHHBIMHU IIOCJIE TpUEeMa OEJIKOBOM MUILH.

Ha snexrposnnedanorpamme y nerert ompenensiercs nuddysHoe 3aMejieHue
OMOAJIEKTPUYECKOM aKTUBHOCTM rosioBHoro Mosra. Ilpuy MPT BeisBasercs
YBEJIMYECHHE HWHTEHCUBHOCTH CHUTHajla B O€JIOM BELIECTBE TOJIOBHOIO MO3ra,
JEMUETMHU3aUNS WU KalbUu(pUKanuu 0a3aabHbIX TaHTIIUEB.

MonekynapHO-TEHETUYECKOE HCCIEOBAaHUE MPOBOJAT ISl MOJATBEPIKICHUS
nuartosza. IIpoduimaktuky 3a0o0jeBaHHs B CEMbIX IOBBILIEHHOTO  pHUCKa
OCYUIECTBJISIIOT C MOMOIIBIO MPEHATANLHON JUArHOCTUKH. {11 3TOr0 KCMONb3YIOT
OMpeIeJICHNE aKTUBHOCTH OPHUTUHTPAHCIIOKA3bl, BbIsiBIieHHEe MyTauuii reHa ORNTI
B KJIETKaX XOPHUOHA.

[lenpro nedyeHus: AOHKHO OBITH OrpaHUYEHUE MOTPeOIeHUs Oenka, U B TO K
BpeMs JMeTa, JOJHKHA OTBEYaTh TPEOOBAHUSAM, NPEIBSABIIEMBIM K HOPMAJIbHOMY
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pocty. IloTpeGHOCTH B O€Ke PacCUMTHIBAIOT MO JAHHBIM DKCHEPTHOTO KOMHUTETA
BO3/IOHY,1985 r.; [Hptom ¢ coaBropamu,1996 r. Koppekiuio mnuTaHus
OCYIIECTBISIOT HA3HAYCHWEM CIICIUANBHBIX IMOJYCHHTCTHUECKUX JTUETUYCCKHIX
npoayktoB («Dialamine», «Renilon», «EssentialAminoAcidMix»), coaepKamimx
HE3aMEHUMBIC AMHHOKHUCIIOTHL.JIEKapCcTBeHHAss Tepamusi JOCTUTAaeT JBYX IIeJeH:
3aME€Ha XHMHYECKUX COCAWHCHUW, TPAHCIOPT M CHHTE3 KOTOPBIX MPOUCXOIUT
aHOMaJbHO, yAaJleHUE a30Ta, KOTOPBIA HE OKCKPETHUPYETCS  OOBIYHBIMU
MeTa0OIMYeCKUMH TyTsIMU. [[71s BBIBemeHHsSI OOJBHBIX W3 OCTPBIX COCTOSHUU
UCTIONB3YIOT OeH3oaT HaTpust A0 500 wmr/kr/cyt., dhenmnOytupatr Hatpus g0 600
Mmr/kr/cyT., L-aprunun 300 mr /kr/cyt; L-xapautuna 200 Mr /Kr/cyT. - mepopaibHO
WM BHYTPUBEHHO, BHYTPUBEHHOE BBEJCHHE PACTBOPOB TIIOKO3bl. beH3oar HaTpus
KOHBIOTHPYET C TIUIMHOM C IENbi0 00pa30BaHUs THUIITypaTa, KOTOPBIA OBICTPO
AKCKPETUPYET ¢ MOYEH. ITO cOo3AaéT aIbTEPHATUBHBIN MyTh MOCTYIICHUS BEIIECTBA
B OpPTaHMU3M JIJIsl SKCKPEIMH OTPaOOTaHHOTO a30Ta, YMEHBIAas TeM CaMbIM Harpy3Ky
Ha OpPHUTUHOBBIM 1WKI. [lpu oOpa3oBaHMM KaKIOM MOJIEKYJIBI THUIITypaTa
IIPOUCXOIUT MOTEPS OTHON MOJIEKYJIbI a30Ta.

OeHmnOyTUpaT HATpUsi OKHUCISIEeTCS B (EHWIAleTaT U KOHBIOTHPYET C
[IIyTaMUHOM Ui 00pa3oBaHus (peHUIALIETWITIIyTaAMUHA, KOTOPBIA IKCKPETUPYETCS
noukamu. [lpu oOpazoBaHMM KaXI0M  MOJEKYJIbl  (peHUIAETHITTyTaMUHA
MIPOUCXOJIUT BBIJICIICHUE JIBYX MOJIEKYJ a30Ta.
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Kiananyeckoe Haoaronenue Ne 20

PeGenok T, 1,5 mecsieB nocTaBieH B OTACICHHE WHTEHCHBHOM Tepalid B
TSKETIOM COCTOSIHUH, 4TO 00yCIJIOBJIEHO KapauO-peCUPaTOPHOI
HEJIOCTaTOYHOCTBIO, 3aMHTYOUPOBAH OpTO-TpaxeanbHON TpyOKOM,
CaMOCTOSITENIbHOE JIbIXaHue He A PekTUBHOE.

W3 anamMHe3a >KuU3HM U 3a00J€BaHUS M3BECTHO, UYTO pebeHok oT 4
OEpEeMEHHOCTH, 2-X CaMOCTOSITEIBHBIX POJOB B Cpoke recranuu 38 Hemenb. Bo
BpeMs TaHHOW OepeMEHHOCTH MaTh MepeHecia yrpo3y IpeKIeBPEMEHHBIX PO/IOB B
24 nenenmu, OPBU B 26 Henenb, ¢ 34 Hepenu — OeccumnTomMHas Oakrepuypus. [lo
TaHHBIM Y 3-CKpUHUHTA: B cpoke rectanuu —11-12 Henens 6e3 maTosioruu; B 25-26
Hezenb 0e3 marosnoruy; Ha 34 Hezene, y miIojAa 3X0CKonuyecku — npuzHaku MBITP
(IunsTanMs MpaBbIX OTAENIOB CEpAlla U JIETOYHOW apTepuu, PACIIUPEHUE MOJIOCTH
IpO3payHol meperopoaku a0 9 wmm). Henp3sd HCKIIOUNTH THNOIUIA3UIO WK
areHe3u0 MO30JIMCTOrO Teja, TMIOIUIA3Hs YepBs MO3XKEYKa, BapyCHas yCTaHOBKA
IIPaBOMl CTOIBI, THUAPOLENE, EIUHCTBEHHAas apTepus IyHOBUHBL. [ 'Hromnasus
IJIal€HThl, MHOTOBOJME.

PogocnoBHass oTAromeHa 1o MyJIbTH(AKTOPUAIbHBIM 3a00JI€BaHUSIM: Yy
MmaTepu pebenka (34 roma) — XpPOHWYECKHU THEIOHEYPHUT B CTAIMH PEMHUCCHH,
BApUKO3HOE paCUIMPEHHE BEH HMKHUX KoHeuHocTer. Orern (36 net) — 310poB. bpar
(7 net) u cectpa (9 1€T) — 3A0POBHI.

[Tpu poxnenun: macca — 3150 r; poct — 53 cm; OI' — 34 cm; OT'K — 34 cm,
oleHKa 1o mmkane Anrap: 1 munyra — 7 6 (2-2-1-1-1) 5 munyra— 8 6 (2-2-1-1-2).

UYepes cyTkH IOCIIE POKAECHUS, C LEIbI0 ONEPATUBHOIO JICUEHUS NTPEHATAIIBHO
aunarnoctupoBaHHbix BIIC, pebeHok ObuT epeBesieH B OTeICHUE KapAUOXUPYPrHUH.
Ha tpeThu cyTKuM XH3HM OBLIO MPOBEACHO ONEPATUBHOE JICUCHUE: PACLIUPSIONIAs
IJIACTUKA JYTW AOpThl, pE3€KUUsl KaopKTauuu aopThl, nepessizka OAIL oTkpsiTas
rpyauHa. Ha yeTBepThie CyTKH KM3HU MTPOBEACHBI CaHALWS IJIEBPATIBHOM ITOJIOCTH U
CBEJICHUE TPYAHBI.

Yepe3 8 nHell moclie ONepaTUBHOrO JieYEHUsI peOCHOK ObUT MEpEeBEAEH B
MEepUHATAIBHBIN LEHTp, rae Haxoawics Ha MBJI no npuunne HeadPekTHBHOCTU
CaMOCTOSITEJIbHOTO JIbIXaHHUSI.

Hwnarnosnpu nepesone: BIIC: cuHApOM rumomiazuu JIeBbIX OTAEIOB CEpaLa,
yMEpPEHHasl TUIOIJIa3usl JIEBOTO EIyA04yKa, aopTalbHOIO KjalaHa, THIOIUIa3us
nyru aopthl. Bropuunsiit JIMIII, OAIL Cungpom [du-xopmxu?

[Ipn mnocrymiaeHuu cocTosiHUE peOeHKa TsDKeloe 3a CYeT Kapauo-
pECUPATOPHON HENOCTATOYHOCTH, HEBPOJIOTMYECKON CUMITOMATHUKH (CUHIPOM
yraerenus L{THC).
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beimu  mpoBeseHbl JTa0OpaTOpPHBIE W WHCTPYMEHTAIBHBIE HCCIEIOBAHUS,
KOHCYJIbTAllUM CMEXHBIX CTIEIIUATUCTOB:

- Kiunuueckuit ananus3 KpoBH: reMorsioouH — 133 1/n. DpuTpouuThl —
421x10*n. Tematoxpur — 0,40. TpombGomutel — 200x10°. Bpewms
CBEpPTHIBAaHMS KPOBU — Had. 2,10 MUHYT, BpeMsl CBEpPThIBAHHUSI KPOBH — KOH.
3,05 wunyr. Jleiikomuter —  11,2x10°.  Dosumodmmsr  — 1%,
nanoukosgepubie — 3%, cermentosiaepubie — 47%. Jlumdoruter — 38%.
MomnormuTts! — 11%.

- I'moxo3a — 3,9 MMOJIB/JII.

- Kucnorno-menounoe cocrosinue: pH — 7,5; Pc02 — 28,6; p02 — 44; HCO3 —
23,8; BEb —1,9; Beecf - 0,9.

- AHanu3 KpOBU Ha YPOBEHb MPOMEXKYTOUHOU COeAUHUTENbHOM TKaHu: 0,692
HI/MJL.

- Bak mocessl: comepxkumoe xkenyaka - C.ablicans — 10, Conepxxumoe Tpaxen
uepsipexkparao — C.ablicans - 104, K. Pneumonia - 10° K. Pneumonia -
menee 10%; K. Pneumonia - 10%P. Aeroginosa - 10%; K. Pneumonia - 103,

-  Kinmanueckuii aHanmm3 Mmodu: 0€3 0COOCHHOCTEA.

- Pentrenonormyeckoe wucciaegoBaHue Ha 24 CYTKM JKH3HHM: JBYCTOPOHHSS
OYaroBO-CJIMBHAs  ITHEBMOHMS, BEpPOSATHO, 3aCTOMHOrO  Xapakrepa.
Kapauomeranusi.

- Ha 19 cyTku *H3HM KOHCYJIBTUPOBAH N€HETUKOM: CHHApOM [lu-/[>xopmxu,
00yCIOBICHHBIM MHKPOCTPYKTYPHOM aHOMajJueW JJIMHHOrO Iuiedya 22
XPOMOCOMEL. AyTOCOMHO-IOMUHAHTHBIN THII HACJICIOBaHMSI.
PexomenoBano HaOIIOEHUE.

- Koncynpramuss opromena: BpOXKICHHAs TMPABOCTOPOHHSS KOCOJAMOCTh.
Pexomennosano OunToBanue ctom 7-10 mHen.

Jleuenue: pexum OPC, UBJI Aveo B pexume A/C. BckapminBaHie CMEChIO
®dpuco-npe gepes 30H1. 10 % p-p rarokossr; 40 % p-p raokossr; 7,5 % KCI; Ca-
[JIIOKOHAT, ¢ypocemMus. AHTHOAKTepUallbHAs Tepanusi: aMUKalliH, MEpPOHEM,
nepocynsOun, amuiuna. IIporuBorpubkoBas  tepamusi:  duaykonazon. C
MMMYHOMOJICTTUPYIOIIEH 11eNbl0: OKTaraMm. Peros: KamTolpui, BEpPOIINHPOH.
buHTOBaHME CTOI C 1EJIbI0 KOPPEKITUU BPOKIECHHON KOCOJATIOCTH.

3a Bpems JiedeHUsT peOCHKA COCTOSTHUE B TMHAMHKE OCTaBaJIOCh TSHKEIIBIM 32
CYET BBIPAKCHHBIX MPU3HAKOB  KapJIHUO-PECIMPATOPHON  HEIOCTATOYHOCTH,
OTCYTCTBHUS TPU3HAKOB d(PPEKTUBHOTO CAMOCTOSATEIHLHOTO IBIXaHUS B CBS3H C YEM,
JUTSI TaTbHEHTIIETO JICUCHUS TTepEeBE/ICH B MHOTOITPO(MIIBHBINA CTAIMOHAD.

OOBEKTUBHO TIPH TOCTYIUICHHH: MaJlbudK B CO3HAHWHW, OTKpBIBAaeT TJia3a.
KosHbIe MMOKpOBBI OJICTHBIC, POCMATPUBACTCS BEHO3HAS CETh, TOIKOKHO-KHPOBOM
CIOW pa3BUT HE JOCTAaTOYHO, WMEIOTCS TPU3HAKKH COCIWHUTEIHLHO-TKAaHHON
aucIuiazuu  (TUIEPMOOMIBHOCTh CYCTaBOB, THIEPTacTsHXKUMOCTh KOXKH, BapycHas
YCTaHOBKa CTOI), TUApOLIeTie crpaBa. BumumMele ciu3ucteie po3oBbie. Temmneparypa
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Tena Ha HopManbHBIX Huppax. YCC — 160 B munyty. A/l — 80/60 mm.pT.cT. SPO; —
99%. Macca — 3950 r; poct — 54,8 cm; OI' — 36,5 cm; OI'K — 35,3 cm.
3anHTYOMpOBaH OPTO-TpaxeaabHON TPYyOKOH, JbIXaHUE — HKECTKOE, XPUIIbl HE
BeICTyIIMBatOTCs. TOHBI cepiiia puTMUdHbIe. JKUBOT MSATKHM, TOCTYNEH ri1y0oKon
najbnauy Bo Bcex otrnenax. [ledenn yBenuueHa 1o +3 cM HUXKE Kpas pebepHOM
IyTH, celle3eHKa +2 cM Hmke Kpas peOepHol nyru. DU3MONIOTHYECKUE
UCIIPaXKHEHUS HE HAPYIIICHBI.

JuarHo3 mpu  mOCTyIUIEHUU:cuHopom  Jlu-/[copooscu. MBIIP. BIIC:
2UNONIA3US TIEGbIX OMOEN08 cepoya, 2UNONIA3Usl Oy2u aopmul, KOAPKMayus aopmsl,
OAIl.  Cocmosmue nocine xupypeudeckou Koppexyuu. Bmopuunoiii JIMIIII
Kapouomecanua. Annazua mumyca. BIIP  mouegvliOenumenvHou  cucmembvl:
euopoHeppoz 4 cm, cnesa. Bpoowoennas npasocmoponusas —Koconanocmo.
IIneemonus 08ycmopoHHssl 04a2080-CIUBHASL.

[IpoBeneHbl 1a60paTOPHBIE U HHCTPYMEHTAIbHBIEC UCCIICIOBAHMS,
KOHCYJIBTAIIMM CMEXKHBIX CIICIIHAIUCTOB:

- KinHuueckuii aHanms KpoBH:

m % (=1} dq ,':4 Lo M
Q)
z %; 2 g Er g i Bl k| o] =2 ol 5 S| O cf»
Mg & Q ~ Al O
+
2-1/1 79 | 28 [0,87]087% | 146 | 4,6 1 2 |53136 | 8 4 |+
+
4-11/2 93 | 3,2 {0,87]0,87% | 139 | 6,7 2 1169|1710 | 9 |+
9-i1/3 74 | 26 |0,85| 0,5% 4,3 1|5 (5531|830
13-i1/4 |125| 41 | 09 | 0,9% | 213 | 8,6 1 1 64|25 9 | 16 | +
17-w/5 | 97 | 3,3 |089(089% | 165 |82 | 1 | 1 | 1 |43 52| 2 | 10
13-w/6 |111| 3,7 | 0,89 | 2,0% | 274 | 5,8 1 1 (71(123]| 1 4
- Knuanyeckuil anaau3 MO4YH
2 ~
2B 8| 5| £ | 8| | 8| & E| s§| =&
53| 5| & = . S 3 E = 2 S s
= % 4 = > ga) C% = g é
5
2-iw/1 | 10,0 Kenr YmepeH. v/H | Kucn. | Her }_[i; }_;Z; Uspen. 4-6 B i/3p
2-4B
4-11/2 | 14,0 Kenr YMmepeH. H/H Kwuc. Her l-/2 5 138 Koe-rae | n/sposouan
. 1/3p 1/3p ol hopmbI
9-it/3 | 10,0 Keqr VYmepeH. v/H | Kucn. | Her :;/23;: :;/33[})3 Wzpen. 2-4 B 11/3p
13- K 1-2 1-2 10-15
/4 7,0 e_HT YmepeH. H/H Ien. Her o /3;)3 o /3;)3 Mecr. 1/3p B
23- Cs. Hsmen.m 2-4 B
W5 50 eI Ymepen | 1,006 | Ien Her ccTamu 1/3p Wspen. Her
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- ®yukiuonanasHbie TpoObl nieuenn — AJIT (N mo 0,14) — 0,07mkat/n; ACT (N
o 0,14) — 0,083mkar/i; B-munonporenau — 34; xonectepun — 2,49Mmoub/i;
TUMoJioBas mnpoba — 1,0; menouynas docharaza — 5600 EJl/n; OunupyOun
o0muit — 9,9MKMOIB/JT; TIpsIMOi — 3,3 MKMOJIB/JT; HEMPSAMON — 6,6 MKMOJIB/J1.

- Amnamms MOKPOTBI:

Hen B . Makpoda
CTaH/I/JI\zHape LBer Xapaktep | Jletikou. | Oputp. | Onur. o Hp. MBT
H3Mm. | ITnock
141 | Bemt | CWBHCTO | 10158 g 3 04 | Heoow | Her | M€
-THOMHBIN 1/3p 00H.
n/3p | BO/3p
15-i1/2 HzMm. | ITnock ['pubkwu
(OpoHXOCKO %Bem?_ I'aoitubIi Ha 7 2-48 | mii 1-2 | He o0H. H](;)MHOF He
i) 13171 n/3p wap | B/ap o 00H.
- HMmyHorpamma:
Jlenb B cranimonape /Ne 6-i1 nenn/1 Hopma
Jeiikor, 10%/n 10,1 10,3-11
Jlumdorr,% 14 52-69
a6c. uncio, 10%/n 1,42 5,4-7,59
T-mamdon (C113),% 63 58-67
abc. uncno, 109/1 0,89 1,7-3,6
B-nmumdon. (C122),% 22 19-31
a6c. uncio, 10%/1 0,31 0,5-1,5
CJi4 45 38-50
CJ8 19 18-25
CJl14/ CJ18 2,37 1,5-2,9
CJi16 13 8-15
IgA, r/n 0,57 0,21+0,13
IgM, 1/n 0,47 0,30+0,11
I9G, /i 9,9 4,30£1,19
% ¢arouutupyrom. Helitpopunon 53 40-90
daronuT.K0I-BO, €. 1,43 1-2
HCT-tect (cnianr) 31 8-12
Kommi. CHS50 42 40-80

- bak moceB: 3¢B YEpBIPEXKPATHO —
K. Pneumonia 107, P. Aeroginosa - efi. KOJUIOHUH;
K. Pneumonia 10°, P. Aeroginosa - 108;
K. Pneumonia 10%, P. Aeroginosa - 10;
K. Pneumonia 10°, P. Aeroginosa - 10,

- Penrtrenorpadus OI'K:

1) (2-#i neHp): W3MEHEHWE TPO3PAYHOCTH JICTOYHBIX IOJIEH B BEPXHUX
OTJEJIaX, CPENHEW MHTEHCUBHOCTH, C HEYETKMMHU KOHTypaMH. JIerouHou

PUCYHOK HE YETOK.

Kopenb

paBoro

JIET'KOI'o

HE pacIIMpeEH,

OECCTPYKTYpEH; JIEBOrO — 3a TE€HbIO cpeaocTeHusi. CUHYChl CBOOOIHHBI.
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Kynon nuadparmbr umeer poBHble KOHTyphl. Cepale MUTpadbHOU
koH(purypauun, KTU 62,5%, kapaumo-nuadparManibHbIii yroia OCTpBIN.
3axmtouenue: BIIC (mocne Xupyprudeckoil KOppeKlHH), JABYCTOPOHHSS,
BEPXHEI0JIEBasi, 04aroBO-CcJIUBHas mHeBMoHus. (Puc. 5.2.)

2) (7-it neHb): ompenessieTcs MOJOXKUTEIbHAs JTUHAMHKA 10 CPaBHEHHUIO CO
cHuMkoM No IB Buie HOpManu3alMM MNPO3PAYHOCTH OOEUX JIETOYHBIX
noJiel B BEpXHUX oTaenax. Jlerounoit pucynok He yetok. Kopens nmpaBoro
JIETKOTO HE pacUIMpeH, 0eCCTPYKTYPEH; JIEBOIO — 33 TEHbIO CPEIOCTEHUS.
Cunycsl cBoboansl. Kymon nuadparmsl umeet poBHble KOHTYpbI. Cepalie
mutpansHoi KoHpurypauuu, KTU 61,2%, kapano-aunadpparMaibHblil yrou
octpsiid. (Puc. 5.3.)

Puc. 5.2. R6-rpadus OI'K Nel Puc. 5.3. RO-rpadus OI'K Nell

XOJIKB Ne

Puc. 5.4. R6-rpadust OT'K Nelll Puc. 5.5.R6-rpadust OTK NelV

3) (13-it neHpb): oTpUIlaTeIbHAS TUHAMHKA (IO CpaBHEHHIO cO CHUMKOM Ne II) B
BHUJIE AaTEeJeKTa3a BEPXHEH JOJM MpaBoOro JIErKOro(BO3MOXKHO Ppa3BUTHE
cermMeHTapHoi mueBmMoHun). (Puc. 5.4.)

4) (15-# nenn): mo cpaBHeHUIO co cHUMKOM Ne I] monoskuTenbHas JUHAMHKA B
BHjIe pa3pernieHus arenekrasa B [II-IV M/p cnipaBa. YoeauTenbHbIX NPU3HAKOB
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uHUIbTpauu He BbIsiBICHO. (Puc. 5.5.)

5) (17-i nmeHb): Mo cpaBHEHHIO cO CHUMKOM NelV MOJ0KUTENbHAS JHHAMUKA B

Puc. 5.6. Ro-rpadust OTK NeV

BH/IC BOCCTAHOBJICHHUS ITHEBMOTH3AIMH JICTOYHBIX rmosei. (Puc. 5.6.)

JxoKIT™:
Jens B
CTaIlMOHAP 1-i nenn/1 8-i1 nenn/2 14-i1 nenn/3 21-i1 neun/4 | 25-i nenn/5
e /Ne
K 14,3 17,7 15,5 17,4 15,7
KJIC 6,1 8,8 19,2 6,8
Vd 5,3 9,3 5,7 6,8
Vc 0,5 1,5 1,6 0,7
YO 4,8 7,8 4,0 6,1
OB 90 84 71 89 88
Al 0,58 0,50 0,37 0,56
d JITT 21,0x15,0 12,0 17,9
dITK 18,6 15,0 20,5 19,9 17,9
d TII1 19,0x17,0 17,1
AP ki JIA 9,4 13,4 12,4 11,5 10,0
AP Hux Ao 15,4 28,5 19,8 14,7 15,1
AP ki1 Ao 9,3 10,9 3,8 3,9
AP MK 6,5 6,5 3,9 4,01
AP TK 4,5 51 57 51
cp.
JTaBJICHUE B 47,0 34 31 34
JIA
aopra d 7,5
d myru Ao 15,5
dép. Ao 5,8
KpoBorok | Ilynbcupyro
B i, ¢ V [Tynecupyrommii, ¢ | Ilynscupyro [Tynecupyro
OpIOIIHOM max? 55 V max? 58,5 cm/c 001707 001707
oapte cMm/c
Peryprura Icr. Ier. Icr.
st
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Y31 nmodek U MOYEBOTO My3bIps: MpaBasi MOYKa OBaJbHOU (HOPMBI, C POBHBIMHU
KOHTYypaMu, pa3Mepsbl 5,2x2.5 cM, TOJIIMHA NAPEHXUMBI B CPETHEM CETMEHTE —
15,8 MM, 53XOr€HHOCTh TOBBIIIEHA, CTPYKTypa NApPEHXUMBbI OJHOPOJIHAS,
KOPKOBO-MO3roBasi AeddepeHiumanus ycuiaeHa. JleBas mouka mnpeacTaBieHa
MHO>XECTBOM aHAXOT€HHBIX 00pa30BaHUil (JBa aHAXOTE€HHBIX OOpa3oBaHUsA
45,4x35,1 mm u 40,4x32 MM ¢ MEIKOJIUCIIEPCHOM B3BEChIO, OOpa30BaHME
15x12,6 MM B BepxHeM I0Jt0CE), pa3Mepsl 7,2x3,6 ¢M, TOJIIMHA ITAPEHXUMBI B
BepxHeM nousroce 4,6 MM. MOYETOUHUKHN HE OmpenenstoTcs. MoueBo# IMy3bIpb
MyCT. 3aKIFOUYEHHE: MYJIbTUKHUCTO3 JIEBOM MTOYKH.

VY31  OBbIl: neuenp 64,5x43,7 MM, yBenuueHa 1o +1,7 cm, cTpykTypa
MEJIKO3EpHUCTAsA, HEOJHOPOAHAS 3a CYET MHUHUMAJIbHOW  AWIATALMH
BHYTPHUIIEYEHOUYHBIX IPOTOKOB, 3XOI€HHOCTh MOBBIIIEHAa. BopoTtHas BeHa 3,1
MM, [I€YEHOYHbIE BEHbI 4,2 MM, HE pacluupeHbl. JKeauHblid My3bIpb MOCIIE €/bI
2,6x0,3 mm. Cenesenka 4,9x2,4 MM, He yBennueHa. TUMYC HE BU3yalIU3HPYETCS.
OKT™:

1) (2-# nenp) 3akiToUYCHKE: BBIpAXKCHHASI CHHYCOBAs TaxakapJus. 3aMeIICHUES
AB mnpoBOIMMOCTH, HENOJHBIA OJOK MpaBOM NEpeIHEed HOXKKH IydKa
['ucca. T'uneptpoduss mnpaBoro mnpencepAuss W MPaBOrO KEIyJOUKa.
Penomnsipusanmonnsie HapymeHus. (Puc.5.7)

Puc. 5.7. OKI ua 2-# neup

2) (6-i1 neHp) 3aKIOYCHHE: YMEHBIIICHHE CHHYCOBOM TaxaKapJIud B JTUHAMHKE.
Heckonpko Hapocma auisTanus JeBOro mnpeacepaus. HeszHauutensHO
YIIYYIIIACH TTpoLiecchl penospusanun. (Puc.5.8)

7 450T 357w ®ED 10 wxpun 50 e -

Puc. 5.8. OKI Ha 6-i1 neHp

3) (9-1  genp)  3BakmioyeHWe: B JAMHAMHKE ~— HApoclia  CHHYCOBas
taxukapaus.(Puc.5.9)
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wou /w8 | |5
w, 44T

Puc. 5.9. OKI na 9-i1 nenn
4) (13-ii nenp) 3akirOueHHE: Hapocia Teperpy3ka MpaBOTO IKEIyI0YKa.
Hapoca runokcus. (Puc. 5.10)

>

Puc. 5.10. OKI Ha 14-# neusn

5) (21-ii nmewp) 3akmoYeHHWE: B JUHAMHKE HapoOCla IEperpy3ka JIEeBOTO
npeJcepans 1 mpaBoro xenymaouka. (Puc.5.11)

) X 10 wx/uB_ 50 wulc
{oora  #35Tn =>

/B 50 .
e *35r

Gt bl

os FEAL

Puc.5.11. OKI ua 21-ii nesp

- Heiipoconorpadus (no BartonuHy): mnapeHxuma Mo3ra — 3XOTE€HHOCTh
MOBBINICHA, PUCYHOK WM3BWJIMH W OOpPO3J OTYETIIMBBINA, MEPUBECHTPHUKYISIPHAS
00J1acTh U3MEHEHA 3a CUET MOBBIIICHUS 3XOT€HHOCTH CIpaBa, MEXKIOIyIapHas
meiab B CEYEHUM uepe3 JIOOHble joiu — 3,7 MM, 4depe3 Teiaa OOKOBBIX
xenaynoukoB — 5,1 mm. JKenynoukoBas cuctema Mo3ra — OOKOBBIE JKENy0UKH:
MIyOMHAa MEPEeIHUX POrOB B CEUCHUU YEpe3 MEXKETYJT0YKOBOE OTBEPCTHE
crpaBa — 5,9 MM, crieBa — 4,9 MM, aCHMMETpPHS 3aTBUIOYHBIX POTOB; COCYAMCTHIC
CIUICTeHHS, UX KOHTYpHI: CIIpaBa M Cji€Ba — HEPOBHBIC, CTPYKTypa CIIpaBa H
cieBa — oqHOpoAHAas. Tanamyc U MOJKOPKOBBIE spa — CTPYKTYpa OJJHOPOHAS.
Mo3zxeuok (mojymapus) - OXOTeHHOCTh: COpaBa U CJIEBa IIOBBIIICHA.
Cocynucras mynbcanus — YJIOBJICTBOpUTENbHASA. 3aJHss dYepermHas sSMKa
BBITIOJIHEHA. 3aKTIOYCHUE: acCUMMETPHs OOKOBBIX JKETyTOYKOB. JIMKBOpHas
TUNIEPTEH3US, HapyXHas hopma.
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- Koncynpranus ummyHosnora: no gauabeiM Y3U y peOeHka UMeeT MeCTO aria3us
tumyca, KBIIC, umMyHonornyeckass HeIOCTaATOYHOCTh MO KJIETOYHOMY THILY,
cunapom Ju-Jbxopmxku. PexkomenmoBano mnposenenne KT OI'K g
UCKJIIOUCHUS aHOMAIMK pa3BUTHS OpPOHXO-JETOYHOM CHUCTEMBI (MOJIMKHUCTO3,
TUNOIUIa3us) U cuHapoMa Bunbcona-MuKkuTH.

- Koncynbramus remaronora: Ha ¢oHe cuniapoma [u-JKopmaxu uMeeT MecTo
aHeMUsl, TPOMOOLIUTONIECHUS, JIEUKOIEHHSI B BUy Y€TO HEOOXOAMMO UCKIIIOUUTD
pa3sBUTHE BTOPUYHOM amulacTMU4ecKoM a”emuu. llpm  coxpansronmxcs
U3MEHEHUSX B KJIMHUYECKOM AaHAIM3€ KpPOBH HEOOXOJUMO IPOBEACHHE
MHEJIOTPAMMBI.

- Koncynprammst HeBposora: y peOeHKa HMMEeT MECTO THUIOKCUYECKU-
umemuueckoe nopaxkenue I[[HC (mepuHaTtalibHO-COMATOTEHHOIO T'EHE3a),
ACTEHUYECKUU CUHIAPOM. PEKOMEH1I0BaHO: HAOIIOICHUE HEBPOJIOra B TUHAMUKE,
KOHCYJIbTallUs OKYJIMCTA.

Huarno3 knmuanueckuit: MBIIP: BIIC (koapxmayust aopmol, 2unoniazus oyeu u
Hucxoosaweu aopmol, emopuunviti Il ASD; cocmosHue nocine Xxupypeuueckotl
KOppexkyuu (pacuupaowas niacmuka 0y2u aopmol, pe3eKyus KAOpKmayuu aopmol,
sakpoimue OAIl)), HK Ilcmenenu, anomanus pazeumusi Opeano8 MOYEnoa060u
cucmemsl:  OUCHIA3USL  JNe60U  NOYKU  (IXOCKONUYECKU),  MYAbMUKUCMO3
(ougphepenyuposams ¢ eudponegpozom N cmenenu) cnesa, 6o0sHka npasozco
AUYKA, anaasus mumyca, cuHopom [[u-/[pcopodicu; 8podcoenHas npasocmopoHHsIsa
KOCONanocms, CUCMEMHAs OUCNIA3Usi COeOUHUMeNbHoU mKaHu. Bmopuunas
08YCMOPOHHSASL 04a2080-causHas nueemonus, J[H I cmenenu. [unoxcuuecxu-
uwemuveckoe  nopasicenue I[HC  (nepunamanbHo-cOMAmMoceHH020  2eHe3a),
acmeHnudeckuli CUuHOpom. eguyummas anemusi 1e2Kou cmenenu msxcecmu.

JleueHnue: pexxum OoTKpbITON peanumMarmonnou cucremsl (OPC), UBJI Aveo B
peKHME CHHXPOHU3HPOBAHHOM MEPEMEXKAIOIIENCS NMPUHYAUTEIbHON BEHTUIISALIMUU.
BckapmnuBaHue: Clie)KEHHOE TPYIHOE MOJIOKO, cMech Ppuco-npe — uepe3 30H4. 10
% p-p mmoko3bl, 10% NaCl, 7,5 % KCI; dypocemun, 0,5% cuba3oH, apmMaauH,
MPEHU30JIOH. AHTHOaKTEpUATIbHAS u MPOTUBOTPUOKOBAs Tepanusi.
WNuransuuonnas tepanus: nmyiasmukopt, 0,9% NaCl, Benranun, nazonsan. Peros:
nuobakTeprodar, cuinneHapui, KanTompuil, SPOTOH, TUIIOTHA3H]T, BEPOIIIIUPOH, OHO-
rasi, jadepoOnoH, ToOpekc, KodeuH-OeH30HAT HaTpus (Ha BpeMs OTIyYEHHUs OT
KHCJIOpOJia), TaHKpeaTuH. BUHTOBaHME CTONM C IENbI0 KOPPEKIUU BPOKICHHON
KOCOJIAIOCTH.

B nunamuke cocrosiHue peOeHKa OCTaBalioCh TSDKEIBIM 3a CYET Kapuo-
pECUpaTOpHONl HENOCTAaTOYHOCTH.  ManpyuK B CO3HAHUU: OTKPBIBAET TJiasa,
pearpyer Ha MHTYOalMOHHYIO TpyOKy. I'eMoguHaMuyecKkue HapylleHUus He
HapocTtanu. O0beM nuTaHus yaep>kuBai. JKUBOT Mmpu majblanuu — MIrkui. [leuens
+ 3-4,5 cm Huxke kpas pebGepHoit ayru. C 7-ro aHA npeObIBaHUS TOSBUIICS
cyodeopunuret (37,3-37,5°C), a ¢ 10-ro nuxopaaka Ha GeOpunbHbIX 1Uppax (38,3—
38,5°C), mepuoauyecKkd OTMEYaJuCh MPUCTYIBI OpoHXocmazMa (KymUpOBAIUCH
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Beenennem 0,1% arponmua, 0,1% agpeHanmuHa rugpoxjiaopuaa U KOPPEKLHEH
napamerpoB MBJI). C mnosBrennem cyodeOpuauTeTa Haa JITKUMU —CTajH
BBICJIYIIIMBATHCS BJIAKHBIE CPEJIHE- U MEJKOIy3bIpuaThle Xpulbl. bl ycTaHOBIEH
COMYTCTBYIOIIUN JUArHO3: BTOpUYHAs JIBYCTOPOHHSISI 04aroBO-CJIMBHAsI THEBMOHUSI,
JH II crenenn. C 13-ro nHsa npeObIBaHUS OTMEYallach OTpUIIATENIbHASI TMHAMHKA B
TEYEHUE MHEBMOHMYECKOro Tpolecca (B BUAEC aTEleKTa3a BEPXHEU JIOJM IPaBOTro
JIETKOTO U, BO3MOXHO, Ppa3BUTHUE CErMEHTapHOM IMHEBMOHHUHU), AyCKYJIbTATUBHO
OTMEUAJIOCh OCIa0JCHHE JbIXaHWS CJIeBa, BBICIYIIUBAIUCH Pa3HOKATUOCPHBIC
BIaXHble Xpumbl. [lonoxuTenpbHas AMHaMHUKa OblIa JTOCTUTHYTa K 15 AHIO B BHUAE
paspemenusi arenekraza B III-IV M/p copaBa 6e3 yOenuTENbHBIX NPU3HAKOB
uauneTparuu (Puc. 5.5.); a 3atrem ¢ 17 gHS — BOCCTAHOBJICHHE ITHEBMOTHU3AINH
aerovHbIx mosiei. (Puc. 5.6.).

K 22 nHio peOeHOK MepeBeicH Ha CaMOCTOSTEIbHOE JIbIXaHue, K 24 THIO Hadal
BCKapMJIUBAThCSl €CTECTBEHHBIM MMyTeM (Tpy/b MaTepH MO TPeOOBAHUIO).

3aKTIOYUTENbHBIA  TUATHO3:  cunopom  [Mu-/[ocoposxcu  (annazus mumyca,
UMMYHHAS HEOOCMAMOYHOCHb NO KIEeMOYHOMY muny). Bpoocoennsiii nopok cepoya
(cunonnazus oyeu aopmol, OMKPLIMbIU APMEPUATILHBIL NPOMOK (COCMOsHUe Noce
KppeKyuu — pacuupsaouas niacmuka oyeu aopmol, pe3ekyus KOapKkmayuu dopmeol,
nepeesasKka  OMKpPbIMO20  apmepudibHo20  NPOMOKA),  6MOPUUHbLIL  OegheKkm
medxcnpeoceponol  nepecopooku.  HK  24).  Bpoowdenmnas  namonocus
MOUeBblOeUMEeNbHOU  CUCmeMbl  (2UOpoHepdpomuyeckas mpanchopmayus nesou
nouku 2 cm, 600sHKA AuYex). Bmopuunblii XpoHuuweckui 0OCMpPYKMUGHDBILL
nuenoneppum, nepuoo pemuccuu. Humepcmuyuanvnoe 3aOonesanue  1e2KUX
(pubpo3s), evicokas necouHas eunepmeH3us, ObIXAMeIbHAsl HeOOCMAMOYHOCb 2
cmeneHu. Bmopuunas npasocmoponnsia nneemonus. Bpooxcoennas npagocmopoHHsis
koconanocms. Cucmemnas oucniasus coeounumenvrou mxarwu. CUHOPOM MOHYCHBIX
U 08UAMENbHBIX HAPYUWEHUU 8 CLeOCMBUU 2UNOKCUYECKU-UULEMUTECKO20 NOPANCEHUS.
L[HC. I'unompogus 2 cm.

K MomenTy Bbimucku (27 neHb npeObIBaHUSI B CTAlIUOHAPE) COCTOSIHUE peOeHKa
crabuibHoe. SPO; — 95%. BcekapmiiBaeTcsi €CTECTBEHHBIM IYyTEM, COCET OXOTHO,
o0beM mHUTaHUsS yAepkuMBaeT. Haj JerkumMu BBICTYIIMBACTCS KECTKOE JIbIXaHHE,
XpUroB HeT. TOHBI cepala PUTMUYHBIC, BBICITYIIUBAECTCS CHUCTOIUYECKUN IIyM.
Kusot msirkuii, He B3yT. [leyens +3,5 cM Huke kpast pedeproit nyru. Ctyn 2-3 pasza
B JICHb, KOPUYHEBBIH, KalIUIIEOOPa3HbIN.

JlaHbl peKOMEHJAINK: IUCTIaHCepHOe HabmroaeHue. Jluera coraacHo BO3pacTy.
OpoToH 7,5 Mr X 3 pa3a B I€Hb; TUIIOTHA3UI 4 MT X 2 pa3a B JI€Hb; BEPOLUIIUPOH 7,5
MT X 2 pa3a B AeHb; KanTonpuiu 1,4 mr x 2 pas3a B IeHb; yJIbMUKOPT 125 MKT X 2 pasa
B JICHb B TeueHHe Mecsia. KonTponsHoe 00cneoBanre B CTallMOHape.
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Jlumepamypuas cnpaska no kiunuyeckomy Haoarooenuio Ne20

Cungpom [u JI>KOpIKH — 3TO MEPBUYHBIA UMMYHOIE(DULIUT, AJII KOTOPOTO
XapakTepHbl aIlla3us WIM TUNOIUIA3Ms THUMyca M NApPalIUTOBUIHBIX JKEJE3,
BPO>KJICHHBIE MTOPOKU CEp/lla, JILEeBbIe ManbpopMaruu. Takxke 3a00eBaHNE MOXKET
CONPOBOXKAATHCS JPYTMMH AHOMAJMSAMH Pa3BUTUS (AHOMAJIUAMH CKEJIeTa, MOYEK,
HEPBHOM CUCTEMBI, TATOJIOTUEN Ia3).

[Ipu OTCYTCTBHHM HMJIM, YTO BCTPEYAETCS TOPaA3/I0 Yalle, YMEHBIICHUN PA3MEPOB
tumyca T-mumM(poIUThl HE Pa3BUBAIOTCA JAOJKHBIM 00pa3zoM. M3-3a 3TOro nMMyHHast
CUCTEMA HE MOKET BBIIIOJHATH CBOM 3aIIUTHbIE PYHKIMU B MMOJTHOM o0beme. O1HAKO
«MOJHBI» cuHAPOM /[l JKOpIKM C BBIP@XEHHBIMM aHOMAIMAMHM HMMYHHOU
CHUCTEMBl BCTpeyaeTcs KpalHe peako. BBumy MHOroo0pasus CHUMOTOMOB 3TH
HaIMEeHThl MOT'YT HaOJII0JaThCsl BpauyaMH Pa3HbIX CIIEHUAIbHOCTEM.

boneroT ¢ 0IMHaKOBOW YaCTOTOM M MaJIbUMKH, U IEBOYKH.

YacTtoe BOBHUKHOBEHUE BHPYCHBIX, TPUOKOBBIX M OaKTepUabHbIX UH(EKUIUH,

IJI0OXO TOAJAIOUIUXCS CTAHJIApTHOM Tepamuu — JICUCHUIO aHTUOMOTUKAMU,
MIPOTUBOBUPYCHBIMU TperapaTaMu, aHTAMUKOTUYECKUMU CPEACTBAMH.
Bpoxnennble mopoku cepamna (BmIoTh a0 TeTpaabl damno — creHosa

BBIXOJHOTO OTJAENia MPABOTO >KEIYJ0YKa, BBICOKOTO Je(eKTa MEXIKETyIOYKOBOM
MEPETOPOIKH, JEKCTPANO3UIIMH AOPThl, THUHEPTPOOUU TPABOTO KEIYAOUKA).
Cynoporu (BO3HHMKAIOT M3-3a HEMPABUIHHOM PaOOThI MapalluTOBUIHBIX KEIIE3).

AHOMaJNH JIMIIEBOTO CKeJleTa: MUKpoliedanus (yMEHbIIEHHE pa3MepOB KOCTEM
yeperna); runepresiopusM  (IIMPOKO  pacCTaBICHHBIE — rJja3a);  MaJieHbKHE,
nehopMHUPOBAHHBIE, HU3KOPACTIOIOKEHHBIE VI, HAJTUYUE dTTUKAaHTa (BEPTUKATHHON
CKJIQJKA KOXXM TONYJIyHHOH ¢GopMbl (HamoOMHUHAIONIEH JIyHYy B HOBOJYHHE),
MPUKPBIBAIONIEH BHYTPEHHHI YroJl TJ1a3HOM IIeNn); paclieNuHbl TyObl U HEOA;
«roTudeckoe HEOO» (BBICOKOE HEDO0); MUKpOTHATHS (HEAOPA3BUTHE YEITFOCTHBIX
KocTel); cTpabusM (Kocorjaszue); aHTUMOHTOJIOMAHBIN pa3pes ria3 (pa3pes rias, npu
KOTOPOM Hapy>KHBIE YTJIbI TTIA3HBIX S0JIOK OMYIIICHBI BHU3).

AHOMaMu pa3BUTHS TOPTaHU, TJIOTKH, TPAXeH, BHYTPEHHETO yXa, MHUIICBOA
(CTEHO3bI, YKOPOUYEHHUS).

AHOMaJIMM LIEHTPaJIbHON HEPBHOM CUCTEMBI: aTpO(usi KOPHI TOJOBHOTO MO3ra
(mopakeHue MHOTHX JBHUTATEIBHBIX W YYBCTBUTEIBHBIX (DYHKITHIT), THITOTIIA3US
(Hapy1IeHre KOOPAUHAIIUY JABUKEHHI ) MO3KEUKa.

AHOManMu KEIyJOYHO-KUIIIEYHOTO TpaKTa: aTpe3usi aHyca, aHaJIbHbIC
(bucTyIbl.

[TaTtonorus ria3: Au3reHe3us nepeaHel kamepsl, KogodoMa (edekT ogHON U3
COCTABJISIFOIIMX TJIa3HOTO SI0JIOKAa (pajy K, XpyCTalIWKa W T.I.), IPU KOTOPOM
HEKOTOpPHIE COCTABJISIONIME OTCYTCTBYIOT), aHOMAJusi COCY/IOB CETYaTKh (Kak
CJIEICTBHE, HAPYIICHUE MUTAHUS CETUYATKH).

AHOMaJIMM pa3BUTHS TTOYEK: TUAPOHEPPO3, aTpodust movekK, pedIIroKc.

AHomanmu 3y00B: TO3HEE MPOPE3bIBAaHNE, THUIOIIA3MUs IMAIH, KapHec.
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AHOMaNIMM CKejleTa: MOJUIAKTHINS, OTCYTCTBUE HOITEH, CIOHTAHHBIE
IIEPEIOMBI KOCTEM.

OrcraBaHue B HHTEIUIEKTYaJIbHOM pa3BuTUU. OTCTaBaHUE B MOTOPHOM
Pa3BUTHH.

[TpuunrHO# BO3HUKHOBEHUA cuHapoma [u J[xopmaxu siBisieTcs aenenus 22-ou
XPOMOCOMBI.

Bo3moxHbIME (hakTOpaMu pHUCKa MOSABJICHUS JCJCHHUU SIBISIOTCS CaxapHbIN
anabeT y Marepu, YnoTpeOJieHHEe alKorojsi BO BpeMs OEpeMEHHOCTH, BUPYCHBIC
3a00JIeBaHHUs B IEPBOM TPUMECTpPE OEPEMEHHOCTH.

EcTp nanneie, 4TO NOBpEXACHHASA 22-as8 XpOMOCOMAa MOKET HACIEA0BATHCS 110
ayTOCOMHO-IOMUHAHTHOMY THILY, TO €CTh 3a00J€BaHUE NEPENAECTCS YEIOBEKY OT
OJHOTO U3 POJUTEIEH.

Jlnarnoctuka. AHanu3 aHaMHe3a 3a00JIeBaHUS M Kajaod — KajoObI (CO CIIOB
poauTene) Ha OTCTaBaHHWE peOEHKA B MHTEIUIEKTYyaJIbHOM Pa3BUTHUU; BBIPAKCHHBIM
Kapuec; IEpeloMbl; IpoOJeMBl € CEepAUeM; 4YacTo  PEeUUANBUPYIOIIHE
OakTepualbHbIe, BUPYCHbIE W T'PUOKOBBIC 3a00J€BaHUsA, TPYAHO MOJAIOIIUECS
JICYEHUIO.

AHanu3 aHaMHe3a JKM3HU — OTCTaBaHHE B POCTE U PA3BUTUU DPEOCHKA;
HaJU4Me TOPOKOB Ccepjilia, ObUIM JIM ONEepallud MO HTOMY T[OBOJY, HAJIMYUE
KOCOTJIa3usi, ObUIM JIM OIepaldd 10 3TOMY IOBOJYy; 4YacTble OaKTepuabHBIC,
BUPYCHBIE U TPUOKOBBIE UH(DEKIUH.

OcMOTp manueHTa — Bpad MOXKET YBUAETh CIAEAYIOUIYI0 KAPTUHY: YMEHbBIIICHUE
rOJIOBbl TMAIMEHTa, TUNEPTENIOpU3M (IIMPOKO pPACCTABJICHHBIE IJa3a), MaJleHbKHE,
nedopMUpOBaHHbBIC, HU3KOPACTIOJIOKEHHBIE YN, HATMYKUE SMUKAHTA (BEPTUKAIHHOM
CKJIQJIKA KOXHU TOJYJIYHHOU (POpPMBI, MPUKPHIBAIOIIECH BHYTPEHHUH YIoOJl TJIA3HOU
IIean), pacllequHbl TyObl M HEOA, « TOTUYEeCKoe HEOO», MUKPOTHATHUIO
(Hemopa3BHUTHE YEIIOCTHBIX KOCTEH), cTpabu3M (KOcorjia3ue), aHTUMOHTOJIOUIHBIN
paspes ria3 (paspes a3, Ipu KOTOPOM HapYKHBIE YIJIbl TJIA3HBIX SOJOK OMYIICHBI
BHM3). [lpu ayckynpramuu (MPOCITYIIMBAHUM) CEpAllA MOXHO  YCIIBINIAThH
cnenu@uyuecKkre IIyMbl, XapaKTepHbIE I BPOXKIEHHBIX TIOPOKOB CEPJICYHO-
COCYJIMCTOU CUCTEMBI.

NMMyHHBIN cTaTyc — ONpeAenseTcsl CHIKeHHE KojnyecTBa T- muMQonuToB,
MOKET BBISIBIISITHCSI CHUKEHHE YPOBHS CBIBOPOTOUYHBIX UIMMYHOTJIOOYJTMHOB.

OO1mmii aHamu3 KpOBU —  JTUM(OTIEHUS.

buoxumuyeckuif  aHaJM3 ~ KPOBU  — CHUKEHHUE  YPOBHS  KaJbIus,
TUMIOKAJIBIIMEMUS (aHAJIU3 TTOBTOPSIOT HECKOJIBKO pa3, UTOObl YOEeIUThCS B CTOMKOM
HaJUYHUH 3TOTO COCTOSIHUSA).

VabpTpa3BykoBoe uccinegoanue (Y3M) mapaluTOBUAHBIX Kejle3 W TUMYyca
(BUIIOYKOBOM KeJe3bl) — BBISBISETCS UX OTCYTCTBUE UM YMEHBIIICHUE.

Oxokapauorpadus (OxoKID') cepaiia —  BBISIBIEHHWE  TMOPOKOB  CEPACYHO-
COCYAUCTOU CHUCTEMBI.

dmroopecnienTHas rudpuausanus JIHK — mo3Bosiser BBISIBUTH Jieieluu B 22-
O XpOMOCOME, XapakTepHble 11 cuaapoma u Jlxopmxu.
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Jleuenne  cunapom  [u-JDxopmxku.  AHTUOMOTHMKM Ha3HA4yaroTCsd  MpU
BO3HUKHOBEHUHM OakTEpUaJbHOrO HWHQPEKLUHMOHHOIO Mpolecca B  OpPraHu3Me.
[IpotuBOBUpYCHBIE mHpenaparbl — IPU BO3HUKHOBEHUU BHPYCHOM HMH(EKIUU.
[IpoTuBOrpnOKOBBIE Npenapatel — MpU IPUOKOBON HMH(MEKIMH. 3aMeCTUTENIbHAs
Tepanus BHYTPUBEHHBIMHU HUMMYHOTJIOOYJIMHAMH, MOJIYYEHHBIMU M3 IUIa3Mbl KPOBU
30POBBIX JOHOPOB, KOTOpass IIPUMEHSAETCS B CiIy4ac CHIKCHHS YpPOBHI
UMMYHOTJIOOYJINHOB.

XUpPYpruyeckoe JIEYCHHE - YCTPAHEHHE BPOXKIECHHBIX IOPOKOB CEPACYHO-
COCYAUCTOU CHCTEMBI.

TpancrnanTanus gpeTaaTbHOro TUMyca 0e3 MpeaBapUTEILHON XUPYPTrUUECKOi
KOPPEKIIMU BPOXKJICHHBIX MOPOKOB cepjiia cuutaercs Hed(hHEeKTUBHON, TPOBOAUTCA
TOJIBKO TMpU «HOJHOM» cuHApome Ju-/[xopIxku (KOorga €cThb BbIPAKEHHBIE
MMMYHOJIOTHYECKUE HAPYIICHUS — TSXKEIbI UNMMYHOAE(PULIUT).

OcnoHeHus ¥ MOCIEACTBUA.3HAUUTEIbHOE OTCTABAHUE B MHTEILIEKTYaIbHOM
pa3BUTHH.

Pa3BuTte ayTOMMMYHHBIX 3a00jeBaHMi (A7 3TUX OoJje3HeH XapakTepHa
arpeccrss IMMYHHOM CHUCTEMBbI IPOTUB CBOErO K€ OpraHu3Ma: UMMYyHHas CUCTEMa
IPUHUMAET CBOM KJIIETKM 32 4Yy)KEpOJHbIE M aTakyeT uX). Pa3BuTue omyxoJieBbIX
3a00JiIeBaHUI B paHHEM BO3pacTe.

JletanpHbl UCXOA OT MH(PEKUMOHHBIX OCJIOKHEHUN WM MOPOKOB CEPACUHO-
COCYIUCTOM CHCTEMBI, HE COBMECTUMBIX C >KM3HBIO, 3HJIOKPUHHON MaTOJOTUU
(HapymieHus: GyHKUIMN MAapalIUTOBUIHBIX KENE3).

[IporHo3 OOBIYHO ~ 3aBUCUT OT  BBIPAKEHHOCTU  KApAUOJOTHYECKHX U

SHAOKPHHOJOTUYECKUX  AEPEKTOB, IMpPU  «IOJHOM»  CHHIPOME —  OT
MMMYHOJIOTHYECKUX — OTCYTCTBHE T-TUM(OUUTOB, CHUKEHUE TPOLYKIUU aHTUTEN
— UMMYHOTJIOOYJIMHOB.

[Mpodumnaktuka.llaiienTaM ¢ YaCTUYHBIMHM HMMMYHHBIMH HApYIICHUSIMU
MOKET Ha3Ha4yaThCs MPOPUIAKTUYECKAs aHTHOAKTepuaibHas U MPOTHUBOTPUOKOBAS
Teparusi.

HeobxoaumMo HCKIIOYUTH YHIOTPEOJICHHE aJIKOTOJIsI BO BpeMs OepeMEHHOCTH
MaTepH.

Jlo Hayayna GEpeMEHHOCTH MaTepu HEOOXOIMMO ClieJaTh COOTBETCTBYIOIIUE
MIPOTUBOBUPYCHBIE MPUBUBKHU (HATTPUMED, OT BUPYCa KPACHYXU U KOPH).

Ecnu GepeMeHHOM KEHIIMHE BO BpeMs IUIAHOBOTO CKPUHUHTA (MPOBEICHUS
YIBTPa3BYKOBOI'O HCCJIECAOBAaHMS IUIOJAa M OpraHoB Mayioro tasa Ha 11-13 Hepenm
OEpeMEHHOCTH) Ha HAJIMYME MATOJOTMH MPEAMNOJIONKUIN BO3MOXKHOE HAIMYUE Y
pebenka cunapoma Jlu Jxopmxku, TO ed mIpemsiaraloT MPOUTH JONMOJHUTEIHLHOE
oOclieloBaHNE — aMHUOIEHTe3 (TOJydeHHUE OKOJIOIJIOJHBIX BOJ) C IEJbIO
nposenenus ananusa JJHK mioga Ha npeameT XpoMOCOMHBIX HapyleHUM (nenenus
(BbINaJIEHUE y4acTKa) 22-0i XpOMOCOMBI).
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MMABAVI. CJOXHBIV MAIIMEHT B HEBPOJIOT UM

Kiaunnunueckoe Hadawoaenue Ne 21

PebGenok [[., 5 mer 2 Mecsma, HaXOAWICS B HEBPOJOTHYECKOM OTICICHHUU
00JIaCTHOM IeTCKOM KIMHUYECKOM OOJIbHUIIBI.

[Ipy mocTymieHUu MaTh TMPEABSABISIA JcaloObl HA TPUCTYIBI TOHUKO-
KJIOHMYECKUX CYIOPOr B MPaBbIX KOHEYHOCTAX, C TOBOPOTOM TOJIOBBI BIIPABO, PBOTY
Ha (OHE CYJIOPOT, MOCIETPUCTYITHBIM YCUJIEHUEM CIa00CTH B MPaBbIX KOHEYHOCTSX.
[Ipuctynbl 3aMupaHus, CONMpPOBOXKIawIIMecss HuctarmoMm. Hapymienne xonpObl —
TSAHET TPaBYIO HOTY, CcrubaeT mpaByr pyKy. OTcTaBaHHe B pPEUEBOM pa3BUTHH,
MOBBIIICHHAS PA3/IPAKUTEIBHOCTb.

Anamues ocuznu u 6onesnu: Pedbenok ot I OepemeHHOCTH, TpOTeKaBIed Ha
¢one recro3za 1 monoBuHbl, OTeKOB. Ponmbl |, B cpoke rectaruu 40 Hen., Hadaso
POJIOBOM AEATENBHOCTA TMOcie Oe3BOAHOro mnpoMexyTka S54.30muH. Manbuuk
pomuncsa ¢ maccoi tena 3250 r, pocT 51 cm, 4TO COOTBETCTBOBAIIO F'€CTAIUOHHOMY
BO3pAacTy, 3aKpuyain cpasy. B ponnome BakumaupoBaH bIDK BaknumHOM, BakumHOU
IIPOTHUB renarura B.

Ha 3 cyTku *u3HM y peOEHKa MOSBWINCh TOHHUKO-KJIOHHYECKHE CYIOPOTH, U3
ponnoma Obut nepeBeaeH B OJIKBNel. PebGeHok poc u pa3BHBaiCS € 3aJ€p>KKOM
TEMIIOB (DU3UYECKOTO DPA3BUTUS, HAXOJIWUJICS HA HMCKYCCTBEHHOM BCKapMIIMBAaHUU
aJanTUPOBaHHOM cMecklo. B Bo3pacTe 1 roga y pebeHka nuMen MECTo 311301 TOHHKO-
KJIIOHUYECKUX CYAOpOr, BO3HUKIIMK Ha (hoHe moabema temmeparypsl a0 39°C. B
Bo3pacte 1 Toj 2 mecsia MosSBWIMCH MPUCTYIBI 3aMUPAHUS C TTIOKPACHEHUEM JIUIIA.
OtMeuanach 4acTOTa NPUCTYNOB 3aMUPaHUS C IEPUOAUYHOCTBIO 1 pa3 B 2-3 Mecsua.
[lepuomUuHOCTh TOHHMKO-KJIOHMYECKHX cygopor — 1 pa3 B 5-6 Mecsiies.
HaGmmronancsa u jeunscst y HeBposora Mo MeCTy JKUTENIbCTBA.

HacnencTBeHHBIN aHaMHE3 HE OTATOIICH.

B Bo3pacrte 5 ner 2 mecsiiia  peGeHOK ObLI TOCHUTAIM3UPOBAH C JHcaiobamu Ha
MPUCTYIIBl TOHUKO-KJIOHHYECKUX CYIOpOT B TIPaBbIX KOHEYHOCTSAX, IOBOPOTOM
TOJIOBBI W TJIa3 BIPABO, MPUCTYI KPATKOBPEMECHHBIX 3aMHUPAHHMH C MMOKPACHCHHEM
TUIA. YYUTHIBas YKa3aHHYIO CUMIITOMATHKY, ObLJIO BBICKA3aHO MPEIIOJIIOKEHUE O
HaJUYHH TUTTOKCHYECKH-UIIeMudeckoro nmopaxkennu [THC.

IIpu obwexmusnom obcredosanuu B CTalMOHape: oOIIee COCTosSHUE peOeHKa
pPaCIEHUBAJIOCh KaK CPEAHEW CTeNeHW TSKECTH. TSHKECTh COCTOSHUS Oblia
o0yCJIOBIIEHa HEBPOJOTHYECKON cumnToMaTukon. PebeHok connmuB. OOpamiano Ha
ce0s BHUMaHHE OTCTaBaHUE B peueBOM pa3Butun. Ousnyeckoe pa3BUTHE: TIO POCTY -
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111 cm (75 ueHTUABHBIA KOpUIIOP) - cpeaHee, Mo Becy - 25 kr (97 uLeHTUIbHBII
KOPHUIOP) — BBICOKOE, JucrapMoHnyHoe. Ko’kHble MOKPOBBI U BUIUMBbIE CIIU3UCTHIC
0e3 ocobeHnoctel. JInmparndeckas cuctema 6€3 0COOEHHOCTEH.

Co CTOpOHBI OpPraHoOB [IbIXaHHUSI M CEPJACYHO-COCYIUCTOM CUCTEMBbI —  0e3
OTKJIOHEHUU OT HOPMBI. JKUBOT OOBIYHBIX Pa3MEpOB, IMYMOK BTSAHYT, IPH Malblallun
MATKHUH, 06€300Je3HEHHBIN BO Beex oTaenax. [leuenp magsnupoBanach A0 +2,0 cM 1o
CPEAHEKIIFOUMYHON JIMHUY, IIIOTHON KOoHcucTeHnH. Cenesenka +1,0 cm. Cryn 1 pa3
B CyTKH, oopmiieH. Moua cBeTasl.

HeBposoruueckuii cratyc: CO3HaHHME COXpPaHEHO, COHJMB. ['ojl0oBa OKpyrias.
OTMeuanach CIVIQKEHHOCTh MBI JIMIEBOM MyCKyJaTypsl cropaBa. OObeM
JNBIDKCHUM M MBbIIIEYHas CWia ObUIM CHUXKEHBl B TMPaBbIX KOHEYHOCTSIX.
[IponpuonientTuBHbIE peduiekchl ToOBBIMIEHB, D>S. Ilatonmornueckmii pedirekc
babunckoro cmpaBa. MeHUHrHanbHbIE 3HAKU oOTpuIaTenbHble. (CraTuka U
KOOpAWHAIMs HE HapylleHbl. YyBCTBUTEIBHOCTh COXpaHEHa. VHTEIIEKTyalbHOE
pa3BuTHE C 3aaepxkKoil. Peub OeaHas. DOMOIMOHANbHBIE PEAKIUU JAOWIIBHBIE.
BereratuBHas HepBHas cuctemMa 6€3 0COOEHHOCTEH.

PesynbraThl 00cCienoBaHus:

— Knunuyeckuit aHann3 KpOBU - YMEPEHHBIM OTHOCUTENBHBIM HeUTpoduies

(cermenTosaepHblie HENTpohuibl 75%), mumdonenns (13%), nokazarenn COI

B IpeJiesiax HOPMBL.

— KnuHuueckuii aHamu3 MOYH U Kaja - 0€3 OTKJIOHEHUN OT HOPMBI.
— Tlokazarenu  (YyHKIMOHAIBHOTO  COCTOSIHUS MIEYECHU:  TMOBBIIICHUE
anannHamuHoTpanchepassl (ANAT) no 0.25MMob/11 (IO TBYX HOPM).

b1 mpoBeieH aHanu3 Ha onpe/eeHne MapKEpPOB ayTOUMMYHHBIX 3a00JIEBaHUIA

Kk aaTudochomunuaasiM antutenam AT 1gG. Pesymerar: 18.2 en/mn (Hopma -

menee 10 exa/mur).

— OKI': puT™M CHHYCOBBII, HAPYIIEHUE MPOLIECCOB PENOJISIPU3ALUU.

— Y31 opraHoB OprOIIHOW TOJIOCTH M TOYEK: meueHb - +2,0 cM., pa3mepsl:
89x76x56 MM, Kpail octpeiil. CTpyKTypa: OJHOPOJHAs, 3E€PHUCTAS.
DXOreHHOCTh: HE M3MEHEHa. BopoTHas BeHa: 7 MM, NEYEHOYHBIE BEHBI: OMM.
Kemunbiit my3eipb: 45x18 MM, yBelIW4YeH, TUIMOTOHHUYHBIA, 0aNIOHOOOpA3HBIN,
CTEHKAa KOHTpACTHas, 3CPHUCTAas. XOJIEOX PACHIUPEH 0 5-6 MM; KCITJHBIC
MPOTOKK yMepeHHO paciivpenbl. [lomkenyaounas skeneza: ¢dopma U pa3Mepsl
HE WM3MEHEHBI, 3€PHUCTOCTb MAPEHXHUMbBI, YMEpPECHHas JWjaTallus MPOTOKOB.
Cenesenka: +1,0 cm, pasmepsl 66x52x34 mm. CTpykKTypa OTHOpPOIHAS.
Ceneszenouynast BeHa 6mMM. [louku: nonoxxenune oobruHOoe. [IpaBas mouka: 69x29
MM., napeaxuMa 14 mm. CTpyKkTypa: HE U3MEHEHA. DXOT€HHOCTh: HE U3MEHEHA.
JleBas mouka: 71x29 wmm, mapenxuma 14 mm. CrpykTypa: HE H3MEHEHA.
DXOreHHOCTh: HE H3MEHEHAa. YMEpEHHas coJieBas HMHKPYyCTalus JOXaHOK,
ypocTas3a HeT.

— MPT-uccinenoBanue rojsoBHOro Mosra: Ha MP-ToMorpaMmMax rojioBHOro Mo3ra
B DIyOOKHX OTHenax JeBOd Tremucdepsl MO3ra, MeauajibHee BHYTPEHHEH
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Karcynbl BU3yanusupyeTcs oOpaszoBanue pasmepamu 20x15MM., mo dopme
0JIM3KOe K OBOMJIHOMY, MPOU3BOJsIIee Ha Ti-BH MOBBIIEHHBIH, a Ha T2-BU
CHIDKeHHBIM  MP-curnan, okaspiBaroliee OOBEMHOE  BO3JCHCTBHE  Ha
OKpyXaromyue TKaHu. JIeBblii OOKOBOM KEIyJOueK MOJpKaT, OTMEYaeTCs
noBbiieHrne MP-curnana Ha Tz u T1-Bu oT Hero. MP-nipu3zHaku npopsiBa KpOBU

B JIEBBIM OOKOBOMH kelyouek. BHEMO3roBbie CTPYKTYphl HE U3MEHEHBI.

— ODI': BbIpaXEHHbIE HapylleHus narrepHa. [Ipu3Haku napoKCcHU3MaIbHOU
aKTUBHOCTH TPEICTABICHHBI MU()PY3HBIMH OCTPHIMUA BOJIHAMH, TOJATECHHOM
AKTUBHOCTHIO, HIDKHEBOJTHOBAS TUCHYHKITHSL.

— Ilpu ocmoTpe Joromneaa: apTUKYISIITMOHHBINA anmapat B HopMe. Ob1iee peueBoe
pa3BUTHE HE COOTBETCTBYET BO3pacTy. BHuUMaHHWE paccesHHOE, IaMsTh
HEYCTONYMBAasl, p€Yb HAa YPOBHE OTJEJIbHBIX CJIOB.

Ha ocHoBanum >xano0, aHamHe3a OOJIE3HM U KU3HHU, JAHHBIX OOBEKTUBHOIO
oOcnefoBaHus,  JOMOJHUTENIBHBIX  METOJOB  MCCIIEOBaHUS,  IPOBEACHHOU
muddepeHnanbHoN JMarHOCTUKH c BETre€TaTUBHBIMU apOKCU3MaMH,
SMUJICTITUYECKUMU  TIPUTAJIKAaMUA  TIPU  OCTPBhIX liepeOpaibHbIX 3a00JIeBaHUSX,
cuHgpomMoMm Teperra, HEIMWICNTUYECCKUMU MHOKJIOHHMSAMU, Yy peOeHKa ObLI
3aM0I03PEH aHMuU@OCEOIUNUOHbIL CUHOPOM, B TIOCIEIYIOIIEM MOITBEPKICHHbBIN
NDA (AT IgG —28 ME/mit (N< 19 ME/mn)). CineacTBieM 3TOr0 CHHIPOMa MOYKHO
CUMTaTh  TEPEHECEHHOE€  BHYTPUUYEPENHOE  KPOBOMBIMUSHUE B  IEPUOJEL
HOBOPOXKJICHHOCTH, MOCJIEJICTBUEM KOTOPOTO, O-BUJIUMOMY, CTau,
MIPABOCTOPOHHUN TreMHMapes3, 3aJepKKa pPEUYeBOTrO Pa3BUTHS, CHUMITOMATUYECKAS
AIUIECHs ¢ GOKATBHBIMU MU TUYCCKUMU MTPUTIATIKAMHU.

Pebenok nmoxyuan nedenue: pexxum oommid, aueta Ne 5; 0,1% L-nmu3un - 5,0 x 1
pa3 B aeHb, 25% MgSO;- 5,0 x 1 pa3 B neHb, 5% ButamuH Bs- 1,0 x 1 pa3 B neHb,
nenakuH - o 250mr x 3 pasa B AeHb, okcukapbamaszenuH - 300 mMr x 2 pa3a B JICHb.

3a Bpemsi HAONIOJEHUS COCTOSIHUE peOCHKa C HEKOTOPOH MOJIOKUTEIHHOU
JUHAMHKOM B BHJAE KYNHPOBAHUSA NPUCTyNa TOHUKO-KJIOHUYECKUX CYJIOPOT,
KYMUPOBAHUS IPUCTYIIOB 3aMUPAHUSI.

Jnst yrouHeHus Haau4usi  aHTU(POCHOIUMUAHOTO CUHAPOMA ILJIAHUPYETCS
HCCIICIOBAHUE BOJYAHOUHOTO aHTUKOATYJISIHTA, BBISBIISIEMOIO B TJIa3Me, MO KpaitHen
Mepe, C UHTEPBAJIOM HEe MEeHee 6 Hellellb CTaHAapTU30BAHHBIM METOIOM.

OCOOEHHOCTBIO ~ JAHHOTO  Ciiy4yash  SIBJSIETCSl  TMO3JHSAS  JUArHOCTHKA
aHTUGoCcHOoMUIUAHOTO CUHAPOMA y PpeOCHKa C MEPEHECEHHBIM BHYTPUYEPEITHBIM
KPOBOU3JIUSHUEM, MMPABOCTOPOHHUM T'E€MUIIAPE30M, 3aJEPKKON pPEeUueBOTr0 pa3BUTHS,
CUMIITOMATHYECKOMN »muiencueii, GokaabHbIMU runpuctynamu. OOCTOSTENbCTBOM
MO3/IHEN JMAarHOCTHKW  SIBUJIACh, IMO-BHUIAMMOMY, HEIOOLEHKAa KIMHUYECKHUX
MPOSIBIICHUM 3a00JIeBaHUS HA TIEPBOM TOAY KU3HU (TIOBTOPSIOIIMECS TMPHUCTYIIBI
TOHUKO-KJIOHMYECKUX CYJOpOT, TMPHUCTYNbl 3aMHpaHus Ha (OHE MEePEHECEHHOTO
BHYTPUUYEPENTHOTO KpPOBOM3NUsHUS). Beaymumu KpuTepusiMd , MO3BOJUBIIMMHU
YCTAHOBUTH MPABWIbHBIA JHArHO3, SIBJISIOTCS COUYETAHHE TOKCHMKO3a B | mosioBUHE
OEpeMEHHOCTH, WIIEMUHU MO3ra BCJIEACTBUE TpPoMOO3a MO3TOBBIX apTEepHid,
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OTpEeNeICHUs] AyTOMMMYHHBIX MapKepoB K aHTHU(OCHOIUNUIHBIM aHTHTEIAM
ATIgG. Pebenok npoiomkaeT o0cieJOBaHUE U JICUCHHUE.

Jlumepamypnas cnpaska no KiuHuyeckomy Haoaooenuio Ne2l

Antudochomunuansiii  curapom (ADC) oTHocuTcs K yuCITy Haubosee
aKTyaJbHBIX MYJIbTHAMCHUIUIMHAPHBIX MPOOJIEM COBPEMEHHOW MEIUIIMHBI U
paccMaTpuBaeTCs KaK YHUKaJIbHAas MOJEIb ayTOMMMYHHOW TpOMOOTHYECKOMN
BACKYJIONIATUH.

Hauano m3yuyenuio ADC ObUIO MOJOXKEHO OKOJIO CTa JIET Hazajg B paborax
A.Wassermann, TOCBSIIIICHHBIX JIA0OPAaTOPHOMY METOMy IWArHOCTHKH CHUQHUIHCA.
[Ipy mnpoBeneHWHM CKPUHHUHIOBBIX HMCCJIEIOBAHMM  CTalO0 OYEBUIAHBIM, 4YTO
MOJIOKUTENBHYIO peakinio Baccepmana MOXHO OOHApYKUTh Y MHOTHX JItoJel 0e3
KJIMHUYECKUX NPU3HAKOB CcUPUIUTHYECKOM HHGPEKIUU. DTOT (HEHOMEH MOIyqrI
HAaUMEHOBaHME «OHOJIOrMYecKas JIOKHOIOJNOXKHUTENbHAs peakuus Baccepmanay.
Bckope ObI0 yCTaHOBIIEHO, YTO OCHOBHBIM AHTUIC€HHBIM KOMIIOHEHTOM B pEaKLUU
Baccepmana sBisieTcss OTpHULIATENBHO 3apsyKEeHHBIM  (ocdonumnuy, Ha3BaHHBINA
KApAWOJINIIMHOM.  BHeapeHWe  paiHMOMMMYyHOJIOTMYECKOrOo, a  3aTeM U
uMMyHo(pepmeHnTHoro meroga (MPM) ompeneneHuss aHTUTEN K KapAHOIUIIMHAM
(AKJI) ciocoOcTBOBasIO GoJee TIIyOOKOMY MOHUMAHHIO MX POJIM MPH 3a00JICBAHUSIX
yenoBeka. [lo coBpeMEHHBIM MpeacTaBiICHUsIM, aHTU(OCHOIUNHUIHBIE aHTUTENA
(ADJI) — »3TO TeTeporeHHas MOMYJSIUS ayTOAHTUTEN, BCTYHAIOIIUX BO
B3aUMOJICCTBME C  OTPULATENIBHO  3apsDKEHHBIMHM, PEXE  HEUTpalbHBIMU
dbochomununamu u/unu GocPoIUnuaCBA3BIBAIOIIMMEU CHIBOPOTOUHBIMU Oelikamu. B
3aBUCHUMOCTH OT Mertona omnpexaeneHuss, ADJI yClIOBHO NOApa3IensrOTCA Ha TpHU
IpyNIbl: BbIABIsSEMble crioMolpio UPM ¢ HCrnoiab30BaHUEM KapIUOJIUIUHA(PEKE
apyrux  (ocoiMmnuaoB);  aHTHTENa,  OOHApPY)KHMBacMble  C  IMOMOIIIBIO
(YHKIIMOHAJIBHBIX TECTOB (BOJYAHOYHBIA AHTUKOATYJSIHT); aHTUTENA, KOTOpbIe HE
JIMArHOCTUPYIOTCSI C MOMOUIbIO CTaHIAPTHBIX METONOB (aHTuTena k Oenky C, S,
TPpOMOOMOAYJIMHY, Tenapancyiabhaty, SHAOTESIUIO U JIp.).

CnencrBueM TOPUCTAIBHOTO HMHTEepeca K u3ydeHutro poau ADI wu
COBEpIICHCTBOBAHUS METOJIOB JIAOOPATOPHOM AMATHOCTHKHU SIBUWIOCH 3aKIIIOUEHUE,
4yTO ADJI SIBJISIFOTCS CEPOJIOTUYECKUM MapKepoM CBOEOOPA3HOTO
CUMIITOMOKOMILIEKCA, BKJIFOYAIOIIEr0 BEHO3HBbIE W/WIM apTepuaibHble TPOMOO3BI,
paznuyHbie (POPMBI aKyIIEPCKOM MaTOJOTHMH, TPOMOOIUTONEHHIO, a TAK)KE HIUPOKHIA
CHEKTP HEBPOJOTMYECKHX, KOXKHBIX, CEPJIEYHO-COCYAUCTBIX HapyleHuil. Haunnas c
1986 r. 3TOT CUMNTOMOKOMIUIEKC CTaJl 00O3HA4yaThCsl Kak aHTU(HOCHOIUIUAHBINA
cunapoM (ADC), a B 1994 r. na mexnayHapogHom cumnosuyme no ADJI ObL10
MPEAJIOKEHO TaKKe HCIONb30BaTh TepMUH «cuHiapoMm Hughes» — 1o wumenu
AHTJIMACKOTO PEeBMATOJIOTA, BHECIIETO HAMOOJBIIMK BKJIAJ B HW3YYEHUE OTOU
MPOOJIEMBI.

HctnaHas pacnpoctpaseHHOCTh ADC B momyssiiuy JO CHUX MOpP HEU3BECTHA.
ITockonbky cunTe3 ADJI BO3MOXKEH U B HOPME, HU3KHUIl YPOBEHb aHTUTENI HEPEIKO
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BCTpEUaeTcsi B KPOBU 370poBbIX JroAeil. [lo pa3muyHbIM [JaHHBIM, 4YacToOTa
BousiBiicHUsT AKJl B momymsiuum Bapsupyer ot 0 go 14%, B cpemHem ke oOHa
coctaBisieT 2—4%, Ipu 3TOM BBICOKHE TUTPbl 0OHAPYKUBAIOTCS JOCTATOYHO PEIKO—
npuMepHo y 0,2% nonopoB. Heckonbko yaie ADJI BBISBIAIOTCA Yy JIUI HOKHIIOTO
Bo3pacta. [lpu »Tom kinHuueckoe 3HaueHue ADJl y «310poBbIX» JuIll (T. €. HE
MUMEIOIIUX SBHBIX CUMIITOMOB 3a00JIeBaHUs) HE BIOJHE ICHO. YacTo pH MOBTOPHBIX
aHaJIM3ax YpPOBEHb IOBBIINICHHBIX B MPEANIECTBYIOMIUX OMNPEICICHUSAX aHTHUTEI

HOPMAaJIM3yeTCs.
Hapactanue wyactotrel Bcrpewaemocth A®J[ OTMEUEHO NIpU HEKOTOPBIX
BOCIAJIUTENIbHBIX, ayTOMMMYHHBIX U MHQPEKINOHHBIX 3a00JIeBaHUsX,

3JI0KaY€CTBEHHBIX HOBOOOPA30BaHUAX, HA (POHE NpHEMA JIEKAPCTBEHHBIX MPENapaToB
(opanbHBIE KOHTpPAUENTUBBI, IICUXOTPOITHBIE CPEACTBAa M Ipod.). IMeroTcs naHHbIE
00 UMMYHOI€HETUYECKON MPEIPacONOKEHHOCTH K NOBBILIEHHOMY cuHTe3y ADJI n
0oJiee 4aCTOM UX BBISIBJICHUH Y POJCTBEHHUKOB 00JIbHBIX ADC.

Hoxazano, yto A®JI HE TOJBKO CEpPOJIOTMYECKHII MapKEp, HO W BaXKHBIM
«IATOr€HETUYECKUI» MEIUaTOp, BBI3BIBAIOIINI Pa3BUTHE OCHOBHBIX KIMHUYECKHX
nposiieHuit A®C. Antudochonunuaneie aHTUTENa O00JaAAIOT CIIOCOOHOCTHIO
BO3/JICICTBOBaTh Ha OOJIBIIMHCTBO IPOLECCOB, COCTABISIOLIMX OCHOBY PETYJIALUU
reMocTas3a, HapylUIeHHE KOTOPBIX MPUBOAMT K runepkoarysiquu. Kimaudeckoe
3HaueHne A®DJI 3aBUCUT OT TOro, CBSI3aHO JIM MX HAJIM4YHE B CBIBOPOTKE KPOBHU C
pa3BUTHEM XapakTepHol cumnromMatuku. Tak, nposiienuss ADC wHabmromar0TCs
TOIBKO Y 30% OOJIBHBIX C MOJIOKUTEIBHBIM BOJTYAHOYHBIM aHTUKOATYJISIHTOM U y30—
50% Oo0JIbHBIX, UMEIOIINX yMEpPEHHbI Wiau BbicOkU ypoBeHb AKIJIL. 3aboneBanue
pa3BUBAETCSl MPEUMYIIIECTBEHHO B MOJIOJIOM Bo3pacte, mpu 3ToM ADC MOKeT ObITh
JUArHOCUMPOBAH y JE€TEH U JaKe Y HOBOPOXKJIEHHBIX. Kak u ipyrue ayTouMMyHHbIE
peBMaThyeckre 3a00JieBaHUs, aHHBIA CHUMITOMOKOMILUIEKC Yallle BCTpPEYaeTcs y
KEHIINH, YeM y MYyX4HH (cooTHOIIeHuE 5:1).

Kimanueckue nposieneHus. CaMbIMHM YaCTBIMU M XapAaKTEPHBIMU NPOSIBICHUSMU
ADC 4BIsAIOTCS BEHO3HbIE W/WIM apTepuajbHble TPOMOO3bl U  aKyllepcKas
natojiorusi. [Ipu ADC MoryT nmopaxkaTbcsi COCyibl JIOOOro Kanubpa U JoKaJIn3aluu
— OT KalWUISIPOB /10 KPYIHBIX BEHO3HBIX M apTEepUalbHBIX CTBOJOB. IloaTomMy
CHEKTp KJIMHMYECKUX TPOSBICHUM Ype3BblYallHO pa3HOOOpa3eH U 3aBUCUT OT
Jokanu3auuu TpomOo3a. [lo coBpeMeHHBIM mpeAcTaBieHUsIM, OCHOBY ADC
COCTaBJISIET CBOEOOpa3Has BaCKyJOINaThs, 00yCIOBICHHAs HEBOCIIAIUTEIbHBIM U/UIIN
TPOMOOTHYECKUM TOPAXKEHUEM COCYAOB M 3aKaHUMBAIOIIASCS MX OKKIO3ueil. B
pamkax A®C ommcanel maronorus LHC, cepaedyHo-cocynucTol CHCTEMBI,
HapylieHne (QYHKUUM TIOYEK, I[I€YEHHW, SHIOKPUHHBIX OPraHoB, KEIYyJOYHO-
KHILIeYyHOTo TpakTa. C TpoMOO30M COCYIOB IJIALIEHTHI CKIIOHHBI CBA3BIBATH PAa3BUTHE
HEKOTOPbIX (OPM aKylIEpCKOM MaTOJIOTUH.

BenosHublil TpoM003, 0co00eHHO TpoMO03 TITyOOKUX BEH HMKHUX KOHEYHOCTEH,
— Haubosee tunuyHoe mposiieHrne ADPC, B Tom uymcie B AeOroTe 3a0071eBaHUS.
TpomObI 0OBIYHO JTOKATU3YIOTCS B IITYOOKHX BEHaX HUKHUX KOHEYHOCTEH, HO MOTYT
HEPEAKO BCTPEUYAThCA B IEUEHOYHBIX, IOPTAIBHBIX, IOBEPXHOCTHBIX U IPYTUX BEHAX.
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XapakTepHbl MOBTOPHbIE 3MOOJUM JIETOYHBIX APTEPUN, YTO MOXKET MPUBOAUTH K
Pa3BUTHUIO JIETOYHOW rumnepreH3uu. OmucaHbl CIIly4aW pa3sBUTUSA HAANOYEUYHUKOBOU
HEJOCTATOYHOCTH BCJEACTBHE TpOMOO3a LEHTPAJbHOW BEHBl HAANOYEUYHUKOB.
AptepuanbHble TpOMOO3bl B II€JIOM BCTPEUAIOTCS IMPUMEPHO B 2 pa3a pexe
BEHO3HBIX. OHHU MpOSIBISIIOTCS HIIEMHUEN W HMH(apKTaMM MO3ra, KOPOHApHBIX
apTepuii,  HapylmeHMsIMH  Inepudepuyeckoro  KpoooOpameHusi.  Tpom0Oo3
BHYTPUMO3TOBBIX apTepuil — camas 4acTas JOKaJIM3alus apTepuantbHOro Tpomobo3a
npu ADC. K penkum nposiBICHUSIM OTHOCUTCSI TPOMOO3 KPYITHBIX apTEpUid, a TaKkxKe
BOCXOJIAILEr0 OT/AENa aopThl (C PAa3BUTHEM CHHApPOMA JYI'M aopThl) U OpIOLIHOM
aoptel. OcobeHHocThi0O A®C sBHAsSETCSd BBICOKAA PUCK PEUUIUBUPOBAHUS
TpoM0030B. [Ipu 3TOM y OOJNBHBIX C MEPBBIM TPOMOO30OM B apTEPHAIBHOM PYyCIIC
MTOBTOPHBIE 3MU30/Ibl TAK)KE PA3BUBAIOTCA B apTepusax. Eciu ke nepBbiM TpoMO030M
ObLT BEHO3HBIH, TO MOBTOPHBIE TPOMOO3bI, KaK MPaBUIO, OTMEYAIOTCS B BEHO3HOM
pycie.

[lopaxeHne HEpBHOW CHUCTEMbl OTHOCHTCA K  HaubOoiee  TSKENbIM
(moTeHIMaNIbHO cMepTenbHbIM) TposiBaeHUSIM ADC U BKIIOYAET TPAH3UTOPHBIC
WIIEMUYECKAE  aTaK{,  MIIEMUYECKUH  HMHCYJIBT, OCTPYH  HIIEMHUYECKYIO
SHIEpaATONaTHIO, 3MUCHUHAPOM, MHUIPEHb, XOpPEI, IONEPEYHBIH  MHUEIHT,
HEHPOCEHCOPHYIO TYTOYXOCTb W JpPyru€ HEBPOJOTHYECKHE W IICUXMATPUUYECKHE
cumnrtombl. Bepnymieir npuunmHoit mnopaxkenus [HC daBnserca wumemuss mo3sra
BCJIEZICTBUE TPOMOO3a MO3TOBBIX aPTEPHil, OJTHAKO BBIIEISAIOT Psii HEBPOJIOTMUECKUX
U HEUPONCHUXUYECKHX MPOSIBICHUH, OOYCIOBIEHHBIX JIPYTUMH MEXaHU3MAMH.
TpaH3uTOpHbIE  MIIEMHYECKHE AaTaKd  COMPOBOXKIAIOTCS  IMOTEpEell  3peHws,
MapeCcTe3UsAMH, IBUTaTEIbHON CIIa00CThIO, TOJIOBOKPYKEHUEM, TPAH3UTOPHON 00IIEH
aMHE3HMe U HepEeIKo, 32 MHOTO HEJENb U JaXKe MECSIEB, MPEIIIECTBYIOT HHCYJIIBTY.
PeunnuBrpoBaHre TPaH3UTOPHBIX UIIEMUYECKHUX aTaK BEIET K MYJIbTUMH(PAPKTHOM
JNEMEHIMU, KOTOpash MpOSBISECTCS KOTHUTUBHBIMH HAPYLUICHHUSIMH, CHUKEHUEM
CHIOCOOHOCTHM K KOHIIGHTpAallMM BHHUMAHUS W NaMSATH U IPYTMMH Hecrenu(pUuIHbIMU
mis ADC cumnromamu. Ilostomy ee Hepenko TpyaHo nuddepeHIpoBaTh OT
CEHWJIbHOM JAEMEHIIMU, METa0OJUYECKOro (MM TOKCUYECKOTO) MOPaKEHUsI MO3ra U
Oonesnn Agnbireiimepa. MHorga wumemuss mo3ra cBs3aHa € TPOMOOIMOOJHEH,
VMCTOYHHKAMU KOTOPOM CITy’KaT KJiamnaHbl M MOJOCTH CEPJLa UM BHYTPEHHSS COHHAs
aprepus. B 1enoM wyactota MIIEMHYECKOTO MHCYJIbTa BbIIIE Yy OOJBHBIX C
MopakeHUEeM KiianaHoB cepia (0COOEHHO JIEBBIX OTJICTIOB).

['onoBHBIE OOMM TPaAUIIMOHHO paccMaTpHUBAIOTCA Kak OJHO W3 HauOosee
4acThIX KIuHUYecKux mnposisiiennid ADC. Xapakrep rojJoBHBIX 00J€H BapbUpyeT OT
KJIACCUYECKUX WHTEPMUTTUPYIOLIUX MHUIPEHO3HBIX IO MOCTOSIHHBIX, HEBBIHOCUMBIX
Ooneii. Mmeercs psn  ApyrMX  CUMIOTOMOB  (CHHIPOM I'mitena—bappe,
uauonaTuyeckass — BHyTpUUYEpenHas  TUNEPTeH3Us,  [ONEPEYHbId  MUEJHT,
MaPKUHCOHWYECKUN THUIIEPTOHYC), PAa3BUTHE KOTOPBIX TAKKE AaCCOLMHPYETCS C
cuate3oM ADJL. YV GompHbIX ¢ ADC Hepeako HaOIIOJAIOTCS BEHO-OKKITFO3UOHHBIC
3a0osieBanus ria3. OgHol u3 GopM Takoil MaTOJOTHH SBISETCS MPEXOAIas noTeps
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3peHus (amaurosis fugax). [lpyroe mposiBieHue — HEUpOMaTHs 3pUTEIHLHOTO HEpBa
OTHOCHTCS K YHCITy CaMbIX YacTbIX IPUYMH cienoTsl npu ADC.

[lopaxeHnue cepana MOPEACTABICHO IIMPOKUM  CHEKTPOM  MPOSIBICHHM,
BKJIIOUAIOMINX HMHGPApPKT MHUOKapJa, MOpaKeHHWE KiIalmaHHOro afmapara cepila,
XPOHUYECKYIO HIIEMUYECKYI0 KapJUOMHOIATHIO, BHYTPUCEPACUHBI TpomMOO3,
apTepuasIbHYIO U JIETOYHYIO TUnepTeH3uto. Kak y B3pocibiX, Tak U y AeTeil TpomM003
KOPOHApHBIX apTEPUN SBISETCS OJHHM U3 OCHOBHBIX JIOKAIM3ALHN apTepHATbHOU
okkmo3un npu  runepnpoaykuuu  ADJI. WudapkT MHOKapAa pa3BuUBaeTCs
npuOIN3UTENBHO Y 5% ADJI-11010)KUTETBHBIX OOIBHBIX, IPH 3TOM OH, KaK IMPaBHIIO,
BCTpeuaeTrcss y Myx4yuH Monoxke S50 ner. CambIM 4YacThiM KapAUOJOTHYECKUM
npuzHakoM A®DC sBusercs nopaxkeHwe kinanaHoB cepana. OHO BapbUpyeT OT
MUHAMAQJIBHBIX ~ HAPYIICHHWH, BBIABISIEMBIX TOJIBKO TPU  dXOKapauorpadum
(HeOobllIasi perypruTaius, YTOIIIEHUE CTBOPOK KIIAMaHOB), O MOpOKa cepjua
(cTeHO3  WIM  HEJAOCTAaTOYHOCTh  MUTPAIBHOTO,  pEXke  aopTaIbHOTO U
TPUKyCHUJANbHOTO KiamaHoB). Hecmorps Ha Oosbllioe  pacnpocTpaHEHHE,
KIIMHUYECKH 3HauuMas MaToJIOTHs, BeAyllas K CEepJCYHONM HEAOCTATOYHOCTU U
TpeOyrolas onepaTuBHOTO JiedeHus1, Habmogaercs penko (y 5% 60mpHbIX). O1HAKO
B HEKOTOPBIX CIy4yasix MOXET OBICTPO pa3BUBATHCS OYECHb TSKEIOE IMOPAKEHUE
KJIallaHOB C BereTanusMH, OOYCJIOBIEHHBIMH TPOMOOTHYECKUMH HACIOCHUSIMH,
HEOTJINYUMOE OT WH(EKIIMOHHOTO »JHAOKapauTa. BbIsBIeHHWE BereTanuii Ha
KJIallaHax, 0COOEHHO €CJIM OHU COYETAIOTCS ¢ TEMOPPArusAMH B TIOJTHOITEBOE JIOKE U
«0apabaHHBIMM TAJbIAMK», CO3/1A€T CJIOXKHBIC JTUAarHOCTUYECKHE MPOOJIEMbl U
HEOOXOJIMMOCTh MPOBEACHUSI TU(PPEepeHInaTIbHOIO ANarHo3a ¢ WHQEKIMOHHBIM
sHAOKapauroM. B pamkax A®C onucaHo pa3BUTHE CEpPACYHBIX TPOMOOB,
UMUTHUPYIOIIUX MUKCOMY.

[loueuHnas mnaTtosorus BecbMa pa3HOOOpa3Ha. Y OOJIBIIMHCTBA MAllMEHTOB
HaOJII0/1aeTCs TOJIBKO OCCCUMIITOMHAS YMEpPEHHas MPOTeuHypHus (MeHee 2 T B CYT.),
0e3 HapymieHus (QYHKIIMM TIOUYE€K, HO MOXXET pa3BUBATHCS OCTpas MOdYeyHas
HEJIOCTATOYHOCTh C BBIPAKEHHOW MPOTEHHYpUEH (BIUIOTh 10 HEPPOTUUYECKOTO
CUHJIpOMA), AaKTUBHBIM MOYEBBIM OCaJKOM M apTEPUATBbHON THUIEPTOHHEN.
[lopacxxeHne mMOYEK CBS3aHO TJABHBIM  00pa3oM C  BHYTPHUKIYOOYKOBBIM
MUKPOTPOMOO30M M ONpeAenserca  KaKk  «Io4YedyHas  TpoMOOTHYecKas
MUKPOAHTHOTIATHS».

Bonbhabie ¢ ADC uMerT sipkoe U crenupruIHOe MOPAXKEHUE KOXH, B MEPBYIO
ouepelb ceTrdyaroe JuBenO (BcTpeuaromieecs Oonee vemM y 20% OOJIBHBIX),
MOCTTPOMOO(IIEOUTUYECKUE S3BbI, TAHIPEHY TNaJbLEB PYK U HOT, MHOKECTBEHHbIC
reMopparui B HOTTEBOE JIO)KE€ U APYrHe MPOSIBIEHUS, OOYCIOBIEHHbIE TPOMOO30M
COCY/IOB.

ITpu ADC BcTpeuaroTcs mopakeHue neueHu (cuuapom banna—Kuapu, yznosas
pereHepaTopHasi TUINEPIUIa3usi, NOPTAJIbHAS TUIEPTEH3UA), KEITYJOYHO-KUILIEYHOTO
TpakTa (KEIIyJOYHO-KHUIIICUHbIE KPOBOTCUEHHUS, WH(MAPKT CEIE3eHKH, TPOoMOO03
ME3EHTEpPUAIIbHBIX COCYAOB), OIOPHO-JBUIaTEJIbHOTO ammapara (acenTUuYecKue
HEKPO3bl KOCTEN).
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K umncny xapakrepHbix nposiieHuid AD®C OTHOCUTCS aKylIepcKasl MaTOJIOTHs,
yacToTa KOTopoil MoxkeT nocturarb 80%. [loreps mnoma MokeT HaCTynuUTh B JIIOObIE
CpPOKH OEpEMEHHOCTH, HO HECKOJIbKO vale otMeuaercs Bo II u 111 tpumectpe. Kpome
toro, cunre3 ADJI accouuupyercs U ¢ APYTUMH MPOSIBICHUSIMHU, B TOM YHCIE C
MO3HUM TeCTO30M, MPEIKIAMIICUEH U DKIAMIICUEH, 3aJIepKKOI BHYTPUYTPOOHOTO
Pa3BUTHS TUI0J1, IPEKIEBPEMEHHBIMU pofgaMu. ONUCaHO pa3BUTHE TPOMOOTHUECKUX
OCJIO)KHEHHI y HOBOPOXIEHHBIX OT Marepeil ¢ ADC, 4TO CBUIETEIBCTBYET O
BO3MO’KHOCTH TPaHCIIAEHTAPHOU MepeIaun aHTUTEN.

Hina ADC tunmuna tpomOonmroneHus. OOBIYHO KOJIMYECTBO TPOMOOIUTOB
xoseonercs or 70 go 100x10%n m He TpebyeT crnenuanbHOro jcueHus. Passurue
reMOpparuueckux OCIOKHEHUH HaOM0aeTCsl PEeaKO M, KakK MPaBUJIO, CBSI3aHO C
COMYTCTBYIOIUM JeeKToM crenupuyeckux (aKTOpOB CBEPTHIBAHUS KPOBH,
MAaTOJIOTHEN MOYEK WU NEePEI03UPOBKON aHTUKOATYJISTHTOB.

Hepeaxo wnabmomaercas KymOc-monoxxuTenbHasi TeMOJUTUYECKAas aHEMHUs
(10%), pexxe BcTpedaeTcss CHUHAPOM OBaHCa (COYETaHHE TPOMOOILUTONEHUU M
reMOJMTUYECKON aHEMHUN).

JInarHOCTUYECKHE  KPUTEPUHU. [loMMOpraHHOCTE ~ CHUMIITOMAaTUKH |
HEOOXOJUMOCTh MPOBEACHUS CHEHMATBHBIX MOATBEPKAAIOIMNX JaObOpPaTOPHBIX
TECTOB OOYCIJIOBIMBAIOT B A€ CIy4aeB TPYAHOCTH B ocTaHoBKe auarHo3a ADC. B
CBsI3U € 3TUM B 1999 r. ObuIM mpeIokKeHbl NpeABapUTEIbHbIE KIacCU(DUKAIIIOHHBIE
KPUTEPHH, B COOTBETCTBUU C KOTOpbIMH ararHo3 ADC cuurtaercst JOCTOBEPHBIM IIPU
COUYETAaHUHU, MO KpalHEeW Mepe, OJHOr0 KIMHUYECKOIO0 M OJIHOTO JIaOOpaTOPHOIO
MPU3HAKA.

Kimanveckue kpurepuu:

Cocyaucteiii TpoM003: OJMH W 0OoJiee 3MU30J0B TpoMOO3a (apTepUalibHOTO,
BEHO3HOI'0, TPOMOO03a MEJIKUX COCYAOB). TpoMOO3 OMKEH ObITh MOATBEPKACH MPH
MOMOIIIM MHCTPYMEHTAIBHBIX METOJIOB Win Mopdonorudyecku (Mopdosorus — 6e3
3HAYNUTEIBHOTO BOCHIAJIEHHS COCYAMCTON CTEHKH).

[TaTonorust 6epeMeHHOCTH MOKET UMETh OJIUH U3 TPEX BAPUAHTOB:

-oMMH u Oojiee Clly4aeB BHYTPUYTpOOHOW THOenu wmopdoiaorunyecku
HOpMaJIbHOTO 11012 TIociie 10 Hen. 6epeMeHHOCTH;

-oAuH U OoJyiee SMU30J0B MPEKIECBPEMEHHBIX POJOB MOP(}OIOrHUecKu
HOpMaJbHOIO mioja 10 34 Hea. OEPEeMEHHOCTH M3-3a BBIPAXKEHHOM NpPEesKIIaMIICHH,
WJIU SKJIaMIICUH, WJIM BBIPAXKEHHOU TIAllEeHTapHON HEA0CTAaTOYHOCTH;

-Tpu U 0oJiee MOCNENOBAaTEIbHBIX CIy4YaeB CIOHTaHHBIX abopToB 1o 10 Hen.
O0epeMEeHHOCTH (MPU UCKIIOUEHUH aHATOMUYECKUX JIe()EKTOB MATKU, TOPMOHAJIBHBIX
HapYIICHUH, MATEPUHCKHUX M OTIIOBCKUX XPOMOCOMHBIX HAPYIICHUH ).

JlabopaTopHble KPUTEPUU:

- nonoxwutenbHble AKJI kmacca [gG wim IgM B CBIBOpOTKE B CpegHUX H
BBICOKMX THTpax, OIPEIEICHHbIE, II0 KpaWHEeW Mepe, IBaXabl, C
UHTEPBAJIOM HE MeHee 6 Hed., C IMOMOIIBI CTaHIAPTU30BAHHOIO
UMMYHO(EPMEHTHOTO METO/Ia;
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- MOJIOXKUTEJIbHBLIA BOTYaHOUYHBIM AHTUKOAT'yJIAHT, BBISIBJIIEMbBIN B Ija3sme,
110 KpaﬁHeﬁ MCPEC, C HHTCPBAJIOM HEC MCHEC 6 HEAC/Ib CTaHAAPTU30BAHHBIM
MCTOJOM.

Huddepennuuansias auarHoctuka A®C MPOBOAUTCS € MIUPOKUM KPYroMm
3a00JIeBaHUH, IPOTEKAIOLINX C COCYTUCTHIMU HapyleHusiMHA. ClielyeT MTOMHHUTb, YTO
npu ADC Habmo1aeTcs O4YeHb OOJIBIIOE KOJUYECTBO KIMHHUYECKUX MPOSIBICHUM,
KOTOpbIE MOTYT HMMHUTHPOBATh pa3jiHyHble 3a00JeBaHUA: WHOEKIMOHHBIN
SHAOKAPJIUT, OMYXOJIH CEp/lla, PACCESIHHBIA CKIEPO3, renatut, Hehput u np. ADOC B
psAlle CIIy4aeB COYETAETCS C CUCTEMHBIMM BackKyiauTamu. llomarairor, uro APC
JOJKEH OBITh 3aloA03pEH IMPHU Pa3BUTUU TPOMOOTHUECKHX HapylleHUH (0COOEHHO
MHOXECTBEHHBIX, pPELUIUBUPYIOIINX, c HEOOBIYHOU JoKanu3anuen),
TPOMOOILIMTONICHUH, AKYIIEPCKON MATOJOTHHU Yy JIUI] MOJIOJIOTO M CPEIHEr0 BO3pacTta
IPU OTCYTCTBUU (PAKTOPOB PUCKA BO3HUKHOBEHUS ATUX MATOJIOTMYECKUX COCTOSHHIM.
Ero crnenyer uckimouaTh npu HEOOBICHUMOM TpPOMOO3€ y HOBOPOXACHHBIX, B
ClIy4asiX HEKpo3a KOXHU Ha (OHE JIeYeHUsI HENpSIMbIMH AHTUKOArYJISHTaMH U Y
OOJBHBIX C YHAJIMHEHHBIM AaKTUBUPOBAHHBIM YaCTUYHBIM TPOMOOIIACTUHOBBIM
BPEMEHEM IPU CKPUHUHTOBOM HCCIIEJOBAaHUU.

A®C BHayasie ObUI ONMKCAaH KaKk BapuaHT CUCTEMHOU KpacHoi Bosiuanku (CKB).
OpHako oueHb CKOpo ObUIO ycTaHOBIEHO, 4To ADC MOXKET pa3BUBATbCA U NpPHU
JIPYTrUX  ayTOMMMYHHBIX PEBMATUYECKUX M HEPEeBMATUYECKUX 3a00JIEBaHUSIX
(BTopuunbiii ADC). bonee Toro, oka3anoch, 4TO CBS3b MEXAY T'MIIEPIPOAYKIIHEH
A®JI 1 TpOMOOTHYECKUMH HapyILICHUSIMU UMEET O0Jiee YHUBEPCAIbHBIN XapakTep 1
MOKET HaOII0AAaThCcs B OTCYTCTBUE JIOCTOBEPHBIX KIMHUYECKUX U CEPOJOTHUYECKHUX
IPU3HAKOB JPYrux 3a0o0jieBaHUN. ODTO TMOCIYXKHJIO OCHOBAaHUEM [UJIsl BBEACHHUSA
tepmuHa «nepBuuHblid ADCy» (ITADPC). I[lomararoT, 4TO NPUMEPHO MOJIOBHUHA
6onbHbIX ADC cTpanaroT nepBuyHON dopmoil 3a0oneBanus. OIHAKO SIBISETCS JIA
[TADC camocTosTeIbHONW HO30J0THUECKOW (PopMoi 10 KOHIa HE scHO. OOpariaet
Ha ce0si BHUMaHHUE BbICOKas 4acToTa pa3BuTus [TADC cpeau nuil My,’CKOTO TMojia
(cooTHOIIIEHHE MAJIbYUUKOB K JIeBoYKaMm coctapiseT 2:1), uro ortiamyaer [TADC ot
IPYrUX ayTOMMMYHHBIX PEBMAaTHYECKUX 3a0oJsieBaHMi. OTHeNbHbIE KIMHUYECKHUE
MPOSIBJICHUS WJIM UX COYeTaHMs BcTpeyarorcs y 00ibHbIX ¢ [TADC ¢ HeoauHakoBoOU
4aCTOTOM, 4YTO, BEPOSITHO, CBSI3aHO C TE€TEPOr€HHOCTBIO CaMOro cuHipoma. B
HACTOSIIIMI MOMEHT yCIIOBHO BBIICISAIOT TpU Ipyniibl 00bHBIX [TADC:

- 0OJIbHBIE C UAMOMATUYECKUM TPOMOO30M ITTyOOKHX BEH FOJICHH, KOTOPBINA YacTO
OCJIOKHSIETCSI TPOMOOIMOOIIUAMHU, MPEKIE BCETO B CUCTEMY JIETOUHON apTEpHH,
IPUBOJIS K Pa3BUTHUIO JIETOYHOM THIIEPTEH3HH;

- 0oJIbHBIE MOJIOJIOTO BO3pacTa (1m0 45 7eT) ¢ WAMOMATHYECKUMHU WHCYJIBTAMH,
TPaH3UTOPHBIMU MIIEMUYECKUMHU aTaKaMU, PEKe OKKIIIO3UEN JPYTUX apTepuil, B
TOM 4HCJIe KOpOHApHBIX(Hanboee spkuM mpumepoM 3Toro Bapuanta [TADC
siBysiercst cunipoM CHeUIoHa);

- JKCHILUHBI C aKyIIEPCKO maronorue (MOBTOPHbIE CIIOHTaHHbIE a00PTHI);
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Teuenne ADC, TKECTh U PACIPOCTPAHEHHOCTh TPOMOOTUYECKUX OCTIOKHEHHIM
Opyd HEM HempeackayeMbl M B OOJIBIIMHCTBE CIIy4aeB HE KOPPEIHUPYIOT C
n3meHenreM ypoBHs ADJI u aktuBHOCTBIO 3a00seBanus (npu BropuuHoM ADC). ¥V
HEKOTOpbIX O0NbHBIX ADC MOXET MpOSIBIATECA OCTPOM, pPELUAUBUPYIOIIEH
KOaryJIoNaThe, 4acTo B COYETAHWU C BACKYJIONATHEH, 3aTParuBarolleii MHOTHE
KU3HEHHO BAXHBIE OpraHbl MU CHUCTEMBL. OJTO TIOCIYKWJIO OCHOBAHUEM JJIS
BBIJICJICHUS TaK Ha3bIiBaeMoro «karactpopuueckoro ADCy. [lns omnpeaeneHus
JAHHOTO COCTOSIHHSA Mpeylarajuch Ha3BaHUSA «OCTpas JIUCCEMHHHPOBaHHAas
KOaryJonaTHusi—BacKyJIOMaTHs»  WIM  «pa3pyLIUTEIbHAs  HEBOCHAIUTENIbHAS
BaCKYJIOMATHUs», YTO TAKXKE TOJUEPKUBAET OCTPHINA, (PYIbMUHAHTHBIN XapakTep 3TOro
Bapuanta ADC. OCHOBHBIM TPOBOIHPYIOMMM (hakTopoM KatacTpoduueckuit ADC
aBisieTcss uHpeKuus. Pexxe ero pa3BuTHe CBsI3aHO C OTMEHOM aHTHUKOATYJISTHTOB WIIH
IIPUEMOM HEKOTOPBIX JIEKAPCTBEHHBIX mpemnapaToB. Karacrpopuueckuii ADC
BcTpeuaercss npumepHo y 1% OonpHbix ADC, HO, HECMOTpPsS Ha MPOBOJAUMYIO
Tepanuto B 50% cirydaeB 3aKaHYMBAETCS JIETAIBHBIM HCXOJIOM.

[Ipodunaktuka u nedenne APC mpencTaBISAIOT CIOXKHYIO IpodiieMy. ITo
00yCIIOBIIEHO HEOJHOPOJHOCTHIO MAaTOr€HETUUECKUX MEXaHU3MOB, MOIUMOPHU3ZMOM
KIIMHAYECKUX IPOSIBJICHUM, a TAaKKE€ OTCYTCTBUEM JIOCTOBEPHBIX KIMHUYECKHX U
7a00paTOPHBIX MOKa3aTesael, MO3BOJSIIOMIMX IPOrHO3UPOBATh PELUAUBHUPOBAHHE
TpoMOoTHYeCKUX HapyuieHuil. He cymiecTByeT OOIIENPUHSTHIX MEXIyHapOAHbBIX
CTaHAAapTOB JICUEHHUS, a Mpe/jlaraéMble peKOMEHIAIMH OCHOBAHbI TJIaBHBIM 00pa3oM
Ha pe3yJlbTaTax OTKPBITBIX HCMBITAHUM JIEKAPCTBEHHBIX IMPEMApaTOB  HIIU
PETPOCIEKTUBHOTO aHAJIN3a UCXO00B 3a00JIEBAHMS.

JleyeHnue rIOKOKOPTUKOMIAAMH M IIUTOTOKCHYECKUMU MpernapaTtamu npu ADC,
KaK MpaBuio, HeA((PEKTUBHO, 3a UCKIIIOUEHUEM CUTYAIIM, KOT/1a 1e1eco00pa3HOCTh
MX HA3HAYEHUS NPOJUKTOBAHA aKTUBHOCTHIO OCHOBHOIO 3a0oJieBaHMs (Hampumep,
npu CKB).

Benenne 6onbabIXx ¢ ADC (Kak U ¢ IpyruMu TpoMOO(DUITUSIMU) OCHOBBIBAETCS
Ha Ha3HAUYE€HUHU aHTHUKOAryJSHTOB HEMpPsIMOro AecTBus (BapdapuH, alleHOKyMapo)
U aHTHArperaHToB (B MEPBYIO OYepelb HU3KUX /103 alETHIICATUIIMIOBON KUCIOTHI —
ACK). D10 cBsizaHo npexae Bcero ¢ tem, uto aig ADC xapakTepeH BBICOKHI PUCK
MOBTOPHBIX ~ TPOMOO30B,  3HAYUTENIIBHO  NPEBOCXOAIIMNA  TAaKOBOM  mpu
UMOMATUYECKIUX BEHO3HBIX TpomoOo3ax. [lomarator, 4ro OONBIIMHCTBO OOJBHBIX
A®C c tpomOO3aMH HYXKJAIOTCS B MNPO(UIAKTUYECKOW AHTHArPEraHTHOW W/WIU
AHTUKOATYJSTHTHOM Tepanuu B TEUYEHHE [JIMTEIBHOIO BpPEMEHHM, a HWHOIAa U
MOXKU3HEHHO. Kpome Toro, puck NepBUYHBIX M MOBTOPHBIX TpoM0O030B mpu ADC
HEO0OXOJMMO CHUXaTh MYTEM BIMSHHS HAa TaKHe KOPpPUTHpyeMble (DAKTOpbI puCKa,
KaK TUNEPJIUNUIEeMUs (CTaTUHBI: CUMBACTUH — CHMBACTOJI, CUMJIO; JIOBACTaTUH —
pOBAKoOp, KapAMOCTAaTHH; MpaBACTaTUH — JIMIOCTAT; AaTopBacTaTUH — aBac,
munpumap; ¢Gudpatel: Oe3adubpar — xonectreHop™m; denopudbpar — HOPuOa,
rpodudpar; nunpopudpar — JUMAHOpP), apTepuanbHas THUIEPTCH3USI (MHTUOUTOPHI
AIl® — kanorteH, CHHONPUI, JUPOTOH, MOIKC; b-OJ0KATOPHl — aTE€HOJIOJN, KOHKOP,
sruiiok, 6ertanok 30K, aunaTpeHn; aHTaroHUCTHI KaJblUMsi — amiioBac, HOPBACK,
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HOPMOJIUTINH, JAIUJANNNH), TUIIEPTOMOIIUCTEHHEMUS, MaJIOTIOJBIKHEIN  00pa3
KU3HU, KypEeHUE, MPUEMOPAIbHBIX KOHTPALIETITUBOB U JIP.

VY OonbHBIX ¢ BhICOKMM ypoBHeM A®DJI B chIBOpOTKE, HO 0€3 KIMHUYECKUX
npu3HakoB ADC (B ToM yucie y OepeMEeHHBIX KEHITUH 0e3 aKylepCcKoi maToJoruu
B aHaMHe3€) ClIeyeT OTpaHUYUThCs HazHayeHueM HeOonbimx 103 ACK (50-100
mr/cyTt). Hauboiee npeanouTuTeabHbl MpenapaThl. acnupuH kapauo, Tpomoo ACC,
oOnagarone psjaoM mNpeumyiiecTB (ymnoOHash JO3UMpOBKAa M HaiIMuue OOOJIOYKH,
YCTOWYMBOM K JCHCTBUIO JKEMyJOYHOTO coka). Takas ¢opma MO3BOJISET
o0ecrieunBaTh HE TOJBKO HANEKHBIA aHTHArperaHTHbIA 3¢ (EeKT, HO U YMEHBIIUTh
HEOIaronpusITHOE JEHCTBUE HA KEITYAOK.

bonbuble ¢ knuHuueckumMu npuzHakamu ADC (B mHepBYHO ouepellb C
TpoMOO3aMH) HYXIAOTCS B 0Oojiee arpeCCMBHON aHTHKOATYJSITHTHOW Teparuu.
Jleuenue antaronucramu BuTamuHa K (BapdapuH, QeHHINH, aleHOKyMapo)
HECOMHEHHO OoJiee 3(P(hEeKTUBHBIM, HO MEHee Oe30IMacHbIi (MO0 CPaBHEHHUIO C
AlETUICATUIIUIIOBOM KHUCJIOTOM) METOJ] MPO(UIAKTUKU BEHO3HBIX U apTepUaIbHBIX
TpoMO030B. [IpuMeHeHue aHtaroHucToB BUTamMuHa K Tpebyer TmaTenbHOrO
KJIIMHUYECKOI0 U J1a00paTOPHOT0 KOHTPOJIS. BO-MepBbIX, 3TO CBA3aHO C YBEITUYEHUEM
pHUCKa KPOBOTOUYMBOCTH, a PUCK PA3BUTHA JIAHHOTO OCJIOXKHEHUS M3-3a €0 TSAKECTU
MPEBOCXOAUT MOJB3Y OT NpoduiakTuku TpoMOo3a. Bo-BTOPBIX, y yacTu OOJIbHBIX
peuuaMBUpOBaHKE  TpoMOO3a  OTMEYAaeTCsl MOcCjie  MpEeKpalleHus  Teparnuu
AHTUKOATyJSTHTaMU (OCOOEHHO B T€UEHHE MEPBbIX 6 Mec. ociie OTMEHBI). B-TpeThux,
y OonpHbix ADC wmoryr HaOMIOAATHCA BBIPAXKEHHBIE CIIOHTAHHBIE KOJIeOaHUs
MEXKIYHApOJHOTO HOpManu3oBaHHOTo oTHomeHuss (MHO), 4yTo 3HAYMTENBHO
3aTpyAHSIET HCIOJb30BAHUE H3TOr0 TOKa3zaTens JJjsi MOHHUTOPUHIA JIEYEHUS
BaphapuHoM. OgHAKO BCE BBHIIENEPEUUCIEHHOE HE JOJKHO SIBISTHCS MPENSATCTBUEM
JUTSI TIPOBEAICHUSI aKTUBHOW aHTUKOATYJSHTHOW Teparmuu y TeX OOJBHBIX, KOTOPBIM
OHa >KU3HEHHO HE0OXouMa.

Cxema neyeHusi BaphapuHOM 3aKJIFOYAECTCS] B Ha3HAYCHUM HACHIIIAIONIEH JTO3bI
(5-10Mr mpemapata B J€Hb) B TCUCHHE NEPBBIX JBYX JHEH, a 3aTeM B MOAOOpE
ONTUMAJIbHOW JTO3UPOBKH, obecrieunBaronie momnepxkanue nenesoro MHO. Bcro
703y 1IeJecoo0pa3Ho TpPHHUMAaTh B yTPEeHHUE dachl, 10 ompeneneHus MHO.
HeoOxogumo wumeTs B BHIy, 4YTO BapdapuH B3aUMOJCUCTBYET C PSIOM
JIEKapCTBEHHBIX MPENapaToB, KOTOPbIC MPU COUYETAHHOM HAa3HAYCHHH KaK CHIDKAIOT
(GapbuTypaTsl, ACTPOTEHBI, aHTAIH/IBI, MIPOTUBOTPUOKOBBIC u
MPOTUBOTYOEPKYJIE3HbIE MpenapaThl), TaK W YCHUJIMBAIOT €ro AaHTHKOATyJSIHTHOE
neicTBUe (HECTEpOUIHBIE MPOTHBOBOCIAIUTEIbHBIE CPEACTBA, AHTUOMOTHKH,
MPOTPAHOJION, PAHUTHAUH U 1p.). ClenyeT naTh ONpeAeseHHbIE PEKOMEHIalUU 110
MOBOJy TUETHI, TaKk Kak Ooratas BuTamMuHOM K mmima (medeHb, 3eNeHBIA 4Yaid,
JIMCTOBBIE OBOIIM — OPOKKOJIM, IIMUHAT, OprocceIbcKas U KOYaHHas KarycTa, pena,
caJlaT-JIaTyK) CHOCOOCTBYET Ppa3BUTHIO PE3UCTEHTHOCTH K Bapdapuny. Bo Bpems
Tepanuu BaphapuHOM HCKITIOYAETCS AJTKOTOJTb.

[Ipu wemoctarouyHoi 3PPEKTUBHOCTH MOHOTEpanuu Bap(HapuHOM BO3MOMKHO
MPOBEICHHE KOMOWMHUPOBAHHOW TepalMyd HENPSAMBIMA AHTHKOATYJISTHTAMU U
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HU3KUMH J103aMU  aleTHICATIUIIMIOBOW KHUCIOTHl (W/min munupugaamoinom). Takoe
JedYeHre HauOoJiee OmpaBAaHO YJIMI[ MOJOJOTo Bo3pacta 0e3 (HakTOpoB pHuCKa
KPOBOTECUECHUM.

B cmywae wu3ObiTouHod antukoarynsamuun  (MHO>4) mnpu  oTcyTcTBHM
KPOBOTEUEHHUSI PEKOMEHJYEeTCs BPEMEHHO OTMEHUTh BapdapuH A0 BO3BpAILCHUS
MHO x uneneBoMy ypoBHIO. B ciyuyae rumokoaryisiquy, CONPOBOXKAAOIICHCS
KPOBOTEUEHUSIMH, HEJAOCTATOYHO Ha3HayeHUsi ToJbKo BuTamuHa K (BcienctBue
OTCPOYEHHOI'0 Havalla IeucTBUs — 4epe3 12—24 4 nmocie BBeICHUS); PEKOMEHIYETCS
CBEXKE3aMOPOXKEHHasl IUla3Ma WiIK  (4TO  MPEANOYTUTENbHEE)  KOHIIEHTpaT
MPOTPOMOMHOBOTO KOMILJIEKCA.

AMHHOXMHOJIMHOBBIE  mpenapaTthl  (THIPOKCUXJIOPOXMH —  IUIAKBEHMI,
XJIOPOXUH — JeJaruia) MOryT oOecreduBaTh JOBOJBHO  3((HEKTUBHYIO
npodunIakTuKy TpomM06030B (110 kpaiineit mepe, mpu BTopuuHnoM ADC na pone CKB).
Hapsiny ¢ mnpoTHBOBOCHANMTENBHBIM JIEUCTBUEM, THAPOKCUXJIOPOXHUH OOJIagaeTt
ONpENEICHHBIM  AHTUTPOMOOTHYECKUM  (MOJABISET arperaivi ¢ aJare3uto
TpOMOOIIMTOB, YMEHBIIIAET pa3Mep TpoMOa) v TUTIOIUIUIEMUYECKUM PP EeKTaMH.

IleHTpanpHOE MECTO B JICUEHHUU OCTPBIX TPOMOOTHUECKHUX OCJIOXKHEHHH INpu
A®C 3aHMMAIOT MpsSMbIE AHTUKOATYJSIHTBI — TEMapuH U OCOOCHHO Iperapathl
HU3KOMOJIEKYJISIpHOTO renapuHa (dpakcumnapuH, kKiekcaH). TakTuka ux NpuMeHEHus
HE OTJIMYAeTCs OT OOUICIPUHATOM.

I[Ipu KA®C wucnomp3yeTcss BECh AapCEHAJ METOAOB HWHTEHCUBHOM H
MPOTUBOBOCHAJIUTEIILHONW TEpanuu, IPUMEHIEMON MPU KPUTUUECKUX COCTOSHUSIX Y
MAalMEHTOB C pPEBMAaTUYECKUMU 3a00ieBaHUSAMH. ODQP(GEKTUBHOCTh JIEUYEHUS B
ONpENETICHHOW CTENEHH 3aBHCHUT OT BO3MOXXHOCTU YCTPaHUTh  (DaKTOPBHI,
MIPOBOLIMPYIOUIUE €r0 pa3BUTHE (MH(PEKIHs, aKTUBHOCTh OCHOBHOTO 3a00JIEBaHUS).
Ha3naueHnue BBICOKHX J103 TJIFOKOKOPTUKOWAOB mpu Karactpopuueckom ADC
HalpaBJeHO HE Ha JIEYEHHWE TPOMOOTHUYECKHX HapYIIEHUH, HO OmIpenemsercs
HEOOXOJUMOCTBIO TEpalnuu CUHAPOMA CHCTEMHOTO0 BOCHAJIUTEIBLHOIO OTBETA
(pacpoCTpaHEHHBIM HEKpPO3, AMCTPECC-CHUHIPOM B3POCHbIX, HAAMNOYEUHHUKOBAS
HEJOCTAaTOYHOCTh M Ap.). OOBIYHO MNPOBOAUTCS MyJibC-TEpAlMs IO CTAaHAAPTHOU
cxeme (1000 Mr meTwINIpeHU30JI0Ha BHYTPUBEHHO B JICHH B T€UeHUE 3—5 AHEH) C
ITOCJIETYFOLIUM Ha3HAYCHHEM TIFOKOKOPTUKOUOB (MpeAHU30JI0H,
METHUJITIPETHU30JIOH ) epOPaAIbLHO (1-2 MT/KT/CYT). BuyTpuBeHHbIN
UMMYHOTTIOOynuH BBOIAT B no3e 0,4 r/kr B TeueHue 4-5 pgHell (0COOEHHO
3¢ PeKTUBEH OH MTPU TPOMOOIIUTOIICHHH ).

Karactpodpuueckuit ADC sBisieTcss €AMHCTBEHHBIM a0COIOTHBIM MMOKa3aHUEM
IUIsE  TIPOBEACHMSI CEaHCOB IulazMadepe3a, KOTOpbIE CIEAYeT COoYeTaTh C
MaKCHMMaJbHOM HWHTEHCUBHOM AaHTUKOATYJSIHTHOM TEpamnuen, HCIOJIb30BaHUEM
CBEKE3aMOPOKEHHOM MJIa3Mbl U MPOBEACHUEM ITYJIbC-TEPANUH TIIFOKOKOPTUKOUIAMHU
u mutoctatukamu. luxnodochamuna (murokcan, sumokcan) (0,5—1 r/cyT.) mokasan
npu pasButuu Kartactpopudeckoro ADC nHa ¢done oboctpenus CKB u s
MPENOTBpPALIEHUSI  «CHHJIpPOMAa  PHUKOILIETa»  MOCJI€  NPOBEIECHHUS  CEaHCOB
mazmadepesa. OnpaBaaHo UCIOIB30BaHUE TPOCTANMKINHA (5 HI/KI/MUH B TCUCHUE
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7 mHel), OTHAKO BBUY BO3MOXHOCTH Pa3BUTHS «PUKOIIETHBIX» TPOMOO30B JICUCHUE
JOJIKHO TMPOBOJIUTHCS C OCTOPOKHOCTHIO.

Ha3nauenue TIIOKOKOPTUKOMJIOB S>KEHIMHAM C aKyIIEpCKOW MaToJoTued B
HACTOSIIIIEe BpeMsl HE MOKa3aHO, B CBSI3U C OTCYTCTBUEM JIaHHBIX O MPEUMYIIECTBAX
TaKoro BUJA TEpamuu W H3-3a OOJIBIION YacTOThl MOOOYHBIX 3()PEKTOB y Marepu
(cunapom Kymumura, nuaber, aprepuanbHas runepTeH3us) U 1wiona. [Ipumenenue
[IIIOKOKOPTUKOUIOB OMpaBiaHo Toibko mpu BTopudyHOM ADC Ha ¢one CKB,
MOCKOJIbKY HANpaBlIEHO Ha JIEYeHHEe OCHOBHOTrO 3aboneBanus. Mcmonb3oBaHue
HEMPSAMBIX AHTUKOATYJISHTOB MpU OEPEMEHHOCTH B MPHUHIUIE MPOTHUBOIOKA3aHO
BBUJy UX T€PATOI€HHOTO JACHCTBUS.

CranmapToM NMpodUIAKTUKE PEIUTUBUPYIONINX MTOTEPH IUIOAA SBISIFOTCS MaJIbie
7036l AlIETWJICAIUIIMIIOBOM KHUCJIOTHI, KOTOPbIE PEKOMEHIyeTCS MPUHUMATh N0, B
TeueHnue OEPEeMEHHOCTH U TOCIIE pOXACHUS pebeHKa (1o KpalHel Mepe, B TeUeHHE 6
MmecsieB). Bo Bpemsi GepeMEHHOCTH Majble J103bl AlETHUICATMIUIOBOM KHUCIOTHI
’KeJaTelIbHO KOMOWHUPOBATH C IMperapaTaMu HU3KOMOJIEKYJIsipHOTO renapuna. [lpu
POJOPA3PEIUICHUH C MOMOIIBI0 KECapeBa CEUYECHUSI BBEIACHHUE HU3KOMOJIEKYJSIPHBIX
rernapuHOB OTMEHSIETCS 3a 2—3 JTHA ¥ BO30OHOBJISIETCS B TOCIEPOIOBOM IEPHOJIE C
MOCEAYIOIIUM TIEPEXOJIOM Ha MPUEM HENPSAMBIX AHTUKOATYJISIHTOB. JlmuTenbHas
Tepanusi TeNapuHOM Yy OEpPEeMEHHBIX >KEHIIUH MOXKET MPHUBOJAWTh K PAa3BUTHUIO
OCTEOIOpO3a, MOATOMY Il YMEHBIIEHHUS TOTEPU KOCTHOM MacChl HEOOXOIMMO
pEeKOMeH0BaTh MpueM kapoonara kaibiusa(1500 Mr) B couetanuu ¢ BUTamMuHoOM D.
Cnenyer uMeThb B BHUJY, YTO JICUCHHE HU3KOMOJIEKYJSPHBIM TEHApUHOM PEXKE
BBI3BIBAET  OCTEOINOPO3. OmgHriM W3 OrpaHUYCHUHM K NPUMEHEHUIO
HU3KOMOJIEKYJISIPHBIX TE€NapUHOB SBIAETCS OMACHOCTh Pa3BUTHUS SHUAYpPaTbHOU
reMaToMbl, TO3TOMY, €CJIM CYHIECTBYET BEPOSITHOCTh  MPEKIACBPEMEHHOTO
pOJOpa3peIICHUs], JICUEHUE HU3KOMOJICKYJSIPHBIMUA TelNapuHaMM TMpeKpaliaeTcss He
MO3/IHEE 36 HEeJenn OEpEeMEHHOCTH. [Ipumenenue BHYTPUBEHHOT'O
ummyHornoOymuaa (0,4 1/Kr B TedeHue S5 JHEM KaXIblii Mecsi) HE HMEeT
MPEUMYLIECTB TE€pe]] CTAHJAPTHBIM JICYEHUEM  aleTHICAIUIWIOBOU KUCIOTON U
rernapuHoOM, U TIOKa3aHO TOJIBKO MPH HEA(P(HEKTUBHOCTH CTaHIAPTHOM TEepaIuu.

YMmepennass TpomOorutonenuss y 6oinbHbIXx ADC He TpeOyeT crernuaibHOro
neuenus. [Ipu BTopuuHoM ADC TpPOMOOUUTONEHUS XOPOIIO KOHTPOJIUPYETCS
TJIFOKOKOPTHUKOUIAMH, aMUHOXMHOJMHOBBIMH TperapaTaMu U B HEKOTOPBIX CIIydasix
— HU3KUMU JI03aMH alleTUICAIUIIMIIOBON KUCIOThI. TakTUKa JiedeHUs pe3UCTCHTHOM
TPOMOOITUTONIEHUH, CO3JalolIeld Yrpo3y KpPOBOTEUEHUM, BKIIOYACT MPUMECHEHUE
[JIFIOKOKOPTUKOUJOB B BBICOKMX J03aX M BHYTPUBEHHOTO WMMYHOIJI00ynuHa. B
ciydae HEIP(DEKTUBHOCTH BBICOKUX 103 TJIFOKOKOPTUKOUIOB METOJIOM BBIOOpa
SIBJISIETCS CTUICHIKTOMUSI.

B TOCJICTHUE TOJIBI WHTEHCUBHO pa3pabaThIBarOTCS HOBBIC
AHTUTPOMOOTHYECKHUE areHThI, K KOTOPHIM OTHOCSIT T€apUHOUBI (TeHapou ] JICUnBa,
OMEpaH,CyJIOIeKCHU  —  Beccel  Ayd), HUHTHOUTOPHI  TPOMOOIMTAPHBIX

pelenTOpoB(TUKIONHUANH,  TarpeH, TUKJIONUAUH-paTHO(apM,  KJIOMHIOTPETb,
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IUIaBUKC) uiapyrue npenapatel. [lpenBaputenbHble  KIMHUYECKUE — JaHHBIC
CBUJICTEIBCTBYIOT O HECOMHEHHOM NEPCIIEKTUBHOCTHU ITUX JIEKAPCTBEHHBIX CPEACTB.

Bce OonbHbie ADC nOKHBI HaXOAWUTHCSA MOJA JUIMTENBHBIM JIUCHAHCEPHBIM
HaOJIOICHUEM, MEPBOOYEPEIHON 3ajauyell KOTOpOro sBIIETCS OLIEHKa pHUCKa
peuuauBUpOBaHUs TpoMOO30B M HUX mHpoduiakThuka. Heobxoaum KOHTpPOIb
aKTUBHOCTH OCHOBHOro 3a0oisieBanus (npu BrOopuuHOM A®DC), cBOEBpeMEHHOE
BBISIBJICHUE U JICUEHUE COIYTCTBYIOIEH IMATOJIOTUH, B TOM YHUCIE UH(PEKIMOHHBIX
OCIIO’)KHEHUH, a TaK)Ke BO3JICHCTBUE HA KOPPUTUPYEMBIE (PaKTOPHI prUcKa TPOMOO30B.
YcTaHOBIEHO, YTO MPOTHOCTHYECKH HEOIaronpuaTHBIMH (PaKTOpaMU B OTHOIICHHUU
neranbHocTH npu ADC ABIAOTCA apTepUalibHble TPOMOO3bI, BBICOKas YacToTa
TPOMOOTUYECKUX OCIONKHEHHM U TPOMOOLIMTONEHHUS, a U3 JabOpaTOPHBIX MapKEPOB
— HQJIAYUE BOJMAHOYHOIrO aHTukoaryisHra. Teuenne ADC, TsxkecTh u
pacIpoCTPaHEHHOCTh TPOMOOTHUYECKUX OCJIOKHEHHU HEIPEIACKA3YEMBI;
YHUBEPCAIbHBIEC CXEMBbI TEPAIIUH, K COKAIEHUIO, OTCYTCTBYIOT.
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MMABA VIl. CJOXHbBIA NALIIMEHT B HE®POJIOT'UU

Kiaunnunueckoe Hadawoaenue Ne 22

[Tanuent b., 17 nmer, BOepBblE NOCTYNWJI B CIHEHHAIM3UPOBAHHOE
He(ponoruueckoe otaenenue OLAKD c swcarobamu Ha cn1abocTb, BAIOCTh, CHUKEHHE
anmeTuTa, OTEYHOCTh JIMIA, HUKHUX KOHEYHOCTEM, M3MEHEHHUS B aHAIM3aX MOYHU
(6emox 10r/m).

PebGenox poawics ot | HopmanbHO mpoTekaBiiedl OepemeHHocTH U |
HOPMAJIBHBIX poJiIoB ¢ Maccoir 3600 rp. Poc m pasBuBancg COTJIACHO BO3PACTY.
Ilepenecennnie 3aboneBanuss OPBU. M3BecTHo, uTO 10 4 Kjacca Majab4uK OBLI
KpyJibIM oTJIMYHUKOM. [locie 4 kimacca ycneBaemMoCTh B IIKOJIE PE3KO CHU3HWIIACh. Y
MaJbyMKa [MOSBWIMCh BpEIHbIE MNPUBBIYKA (YHOTPEOJEHHE SHEPreTHUYECKUX
HAIIUTKOB J0 3-X JIUTPOB B CyTKW). Mama — 36 ner — 3xopoBa. [lana — 42 roga —
HapKoMaH (B aHaMmHe3e). Y 0aOyIIKy MO0 JUHUU MaMbl — LHUPPO3 MEUYECHHU. Y TETHU U
JEAYLIKH 10 JIMHUH OTIA — TYTOYXOCTb.

U3 anamnesa 3abonesanusi N3BECTHO, UTO B TEUEHUE JBYX HEENb PEOCHOK
HAXOJIUJICS Ha OTABIXE ¢ 0aOYIIKOM, B 9TOT nepuoja oTMedanuch npossienus OPBU
(6e3 mompeMa TeMriepaTyphbl Tella) W TMACTO3HOCTh JiMIla, moxydan DapuHTOCETIT.
Korma BepHycst 1omMoii, 00paTHIMCh K Y9aCTKOBOMY Bpauy, ObLI CJIaH KIIMHUYECKHMA
aHanu3, re ObUTH BBISIBJICHBI U3MEHEHUs (MIPOTeHHYpHsi, Tematypus). HampasieH B
MHOTONpOQMIbHBIA  CTalMoHap. B CBA3M € TSHKECTbIO  COCTOSIHUSL  ObLI
TOCIUTAIM3UPOBAH B OT/ACJICHUE NHTEHCUBHOW TE€panuu.

[Ipy mOCTymJi€eHMHM COCTOSTHUE 10 3a00J€BaHUIO TSHKEJIOE 3a  CYET
METa0O0JIMYECKUX U BOJHO-JIEKTPOIUTHBIX HapylieHuid. CaMouyBCTBHE HapyILIEHO
Majsio. YMepeHHasi aprepuainbHas runeptensus 140/80 — 150/90 mm prt. cr. I'pynna
kpoBu I (0), pesyc daktop (+).Dusudueckoe pa3BUTHE CpeIHEE, TAPMOHHYHOE.
KosxHble TOKpOBBI OyieHbIE, CBOOOJHBIE OT BbICHIIAHWN. BUIMMBIE CIM3UCTBIE
po3oBble. OTEUHOCTh JUIA, HUKHUX KOHEYHOCTEW, MepeAHeil OpPIOIIHON CTEHKH,
HapY>KHBIX TOJOBBIX OPTaHOB, TMOSICHUYHOW 00JAacTH. AYCKYJIBTaTUBHO B JIETKHX
’KECTKOE JIbIXaHue, 0cNabieHHO B 0a3ajbHBIX OTAenax. TOHBI ceplia PUTMHYHBIE,
npuriaymeHsl. JKUBOT MITKHUM, JocTyneH riyookoi mampnanuu. [leuens +2,0 Hmke
Kpas pedepHoit nyru. [uypes cHmkeH, omurypust (Menbie 500,0 B cyTkn).
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Jlnarno3 mpu TOCTYIUICHUU: OCHMPbIU 2lloMepylioHehpum, Heghpomuueckul
CUHOpOM C 2cemamypueli U 2unepmeHsuell, Nnepuoo pazeepHymvliX KIUHUYECKUX
NpPOsAGIEeHUN C HApYUWeHUeM a30MeblOeIUMenbHOU QYHKYUU NOYeK.

JlaGopatopHoe obcrieioBaHueE:

Knuanueckuii | Op. Hb LIIT Tpomb6om. | Jlefikon. | D |IT |C |JT |M | COD
aHaJIN3 KPOBH (r/m) (Mm/4)
2-i nenn / 1 3,4 100 0,87 222 8,7 1 |1 |77)|16 |5 |12
11-ii nenn /2 | 3,0 88 0,88 177 7,4 3 |1 |77 |13 |6 |13
27-ii nesn /3 | 2,5 68 0,85 138 8,0 1 |1 |96 |2 |3
35-ii newn /4 | 2,2 72 0,94 147 6,1 1 |1 |8 |7 |6 |7
49-it nesn /S5 | 1,92 | 64 1,0 79 3,9 1 |1 |81 |11 |6 |6
56-it nesn /6 | 1,9 68 1,06 70 59 0O [1 (896 |4 |4
60-it ntesn /7 | 2,3 72 0,91 124 6,4 1 |1 |86 |8 |4 |6
65-it tesn / 8 | 2,1 80 1,13 42 55 1 |1 |8 |4 |6 |6
67-ii nesn /9 | 1,92 |72 1,13 52 45 1 |1 |87 |6 |5 |4
Kimmanueckni o
aHaJIu3 MOYH i S § o E o - 2
o 4=} O e = O a | O @) =
2-ii nenb/1 Kucn. | 1,58 | - M/M 10-12 B | 6-8 1/30/3 |- ['manumn.
n/3 1-2
9-i1 neHb/2 Kucn. | 3,03 |- M/M 1-3B1/3 | 6-8 Been/z | - ['manumn.
1-2
28-i1 nenn/3 Kucn. | 4,22 | - 1,013 6-8B81/3 | 2-4 Y5 1/3 - I'manun.
2-4
41-i1 nenn/4 Kucn. | 3,16 | - 1,014 4-6 s1/3 | 1-3 1/3n/3 | - I'manun.
MECT.
60-i1 neus/5 Kuen. | 1,18 | - 1,020 2-4B1/3 | 0-1 Ho 50 B | - I'nanus.
/3 MeECT.
67-i1 neun/6 len. | 1,5 - 1,020 2-4B1/3 | 0-1 1/3u/3 |- I'nanus.
MECT.

- HccnenoBanue Kaya Ha si/T - He 0OHAPY>KEHO.

- Ananu3 mouu o HeuumnopeHnko:
2-1 nenb/l — nedkonuThl 750; SpUTPOIUTHI BCE 11/3;
63-i1 nen/2 — neiikoruThl 1000; 3pUTPOIUTHI V2 11/3.

- bakrepuypusi— HeT pocra.

- AHanmu3 MOYM 110 3UMHHULIKOMY:
4-ii nenn/1 — ynensubiit Bec 1,005-1,010; 6enok — 3,34 r/cyr;
12-ii nenn/2 — ynenwnsiit Bec 1,007-1,010; 6enok — 5,57 r/cyr;
26-1i nenn/3 — ynenwsHbii Bec 1,009-1,010; 6enok — 4,6 1/cyT;
32-i1 nenn/4 — ynenbubii Bec 1,008-1018; 6enok — 4,6 r/cyT;
41-i nenn/S — ynensubii Bec 1,010-1,020; 6emok — 2,8 r/cyT;
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A7-1 nenn/6 — ynenpabId Bec 1,010-1,019; 6emok — 5,9 r/cyr.

- CyrouHas moteps 0eaKa ¢ MOYOiA:
7-11 nenn/1 — 1,68 r/cyT;
18-it nenn/2 — 9,4 r/cyT;
33-i1 nenn/3 — 4,6 r/cyT;
64-it nenn/4 — 1,8 r/cyT.

- DyHKIHMOHAIBHBIE MPOOBI MOYEK:

Jlenn/No MoueBuHa kpoBu | Kpeatunun kposu | CK®
5-# nenn/1 30,0 0,580 23
13-i1 nenn/2 26,0 0,360 36
17-i1 nenn/3 20,0 0,228 40
49-i1 nenn/4 13,6 0,114 91,8
62-i1 neun/5 13,9 0,115 91
69-i1 n1eHn/6 8,7 0,107 97,8
- DyHKIMOHATBHBIE TPOObI IEYCHU:
bunmupyoun
B- - =
Jlenn/Ne AJIT ACT npoHTHeII/IIZH Xonecrepun | D g i é_
= )
jan}
5-i1 0,12 0,1
pens/l | (100,14) | (0,1-0,14) 45 3.1 2800 | 8,6
32-i1 39,3 21,7
eHB/2 (0-31) (0-37) 76 7,5 600 | 144 | 41 | 10,3
52-i1 0,1
o/ 0,14 (0.1-0.14) 62 6,2 4200
58-ii 28 18,9
IIeHb/4 (0-31) (0-37) 52 5.4 2400
63-i 18,2 28,5
fenb/5 (0-31) (0-37) %2 5.9 1600

- Octpoda3zossie nokazarenu:rantoriodux — 1,7; CPb — otp.
- OOmwumit 6e10K KPOBHU:
1-it nenn/1 — 56,7 1/7;
9-i1 nenn/2 — 44,3 1/7;
12-11 nenrs/3 — 41 1/71;
30-# neun/4 — 40 1/7;
41-i1 neun/5 — 40 1/1;
60-i1 nenn/6 — 55 1/7;
61-i neus/7 — 37 1/7;
63-i1 nenn/8 — 38 1/7;
67-i1 nean/9 — 35 /7.
- Kanuii kpoBu:
1-i1 nenws/1 — 7,15 MMOJIB/II,
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9-i1 nenn/2 — 3,92 MMOIB/II;
60-i1 nenn/3 — 3,4 MMOIIB/ 1T,
67-i1 neun/4 — 4, 06 MMOIB/11.

- Harpwuii xkpoBu:
1-i1 neus/1l — 126 MMoOJIB/1I;
9-i1 neur/2 — 136 MMOIB/T;
20-11 neun/3 — 122 MMONB/II;
32-i1 neun/4 — 135 MMOnb/II;
46-i1 neun/5 — 125 Mmob/1;
60-i1 neun/6 — 112 MMONB/II;
61-i1 neus/7 — 126 MMONB/II;
67-1 nenn/8 — 120,6 MMOIIB/1.
- Caxap KpoBH OCTaBaJICS B Mpe/ieiaax HOPMEHI,
Ha 64-ii nenn/1 — 23,4 MMonb/1,;
Hab7-11 neun/2 — 13 MMOIB/I1.

- HMmyHorpamma:
ol = g g §
5 2 |T % c |sx |2 |Es
:E 512 |F ||z =& |& |E |&f
=S¢ =B sl M @) @) O O — ~ O
4-i1 25 30 |27 34 67 20
nenb/ 1 (36-55) (12-23) | (5-19) | (40-95)
50-i 45|13 23 41 30 |22 19 10 69
JeHB/2 (18-38) | (10-18) (12-23) | (5-19)
- ACJI-O:
2-1 nenb/1 — 800 (Hopma 10 200);
32-ii nenn/2 — 600 (Hopma 10 200).
- LE — knerku:
20-i1 nenw/1 — HE OOHAPYIKEHBI;
21-# nenn/2 — He OOHAPYIKEHBI,
22-11 nenb/3 — He OOHAPYIKEHBI.
- Koarynorpamma:
JleHb / Ne 19-i1 nenn/1 55-i1 neun/2
Bpewms cBepTeIBaHMs - -
Bpewmst pekanblinpukanum 130° 3°00”
TosiepaHTHOCTH IIa3MBI K I€NIApUHY 14°30” 5°35”
TpomboTecT Scr 3cr
OubpuHoreH 222,0 199,8
ITpoTpOMOMHOBBIN UHJIEKC 68,2 65,2
DTaJIOH JKENATHHOBBIA TECT Orp. +
Oubpunorex B OTp. +
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- IlporenHorpamma:

Jlenb / Ne 5-i1 nenn/1 35-i1 neun/2 65-11 nenn/3
OO0t 6eyIoK 63 47,7 46,6
Anb0ymMuH 50 55,6 50

AT 1,0 1,25 1,0

al 3,3 5,6 8,3

02 10,0 22,2 8,3

B 16,6 11,1 25

r 20,0 5,6 8,3

-  Wmmynornobymun: E—- 17,7 (mHopma o 100,0).
- AHTHHYKJI€apHBIC aHTUTEJIA — OTCYTCTBYIOT.
- Amnrurena x /IHK nenatypupoBanusie — 15,8 (Hopma 10 25).
- Anturena x JIHK narunsie — 11,2 (Hopma g0 25).
- BoJyaHOYHBINM AHTUKOATYJISIHT — OTPULATEIIbHBIM.
- Temarut B (HBS-A(Q) CKpUHHHTOBBIN TECT — OTPHUIIATEIbHBII
- Tenatur C (HCV) — AT ¢ nmoaTBep KIar0uM TECTOM — OTPHIIATEIIbHBIH.
- Bupyc D6mreiin — bappa (kpoBb, I111P) — oTpuniarensHbI.
- Herpes (ITLIP) — oTpuiiaTenbHbI.
- Muxkorutazmo3s (hominis) — AT IgG — oTpuiatenbHBbI.
- A/rx IIMB IgG — 0,26 — oTpuniateabHBbIi.
- Lepynomiazmun kpoBu—188,1 (Hopma 200,0-540,0).
- Menp B cyTouHoi Moue — 3,5 (Hopma 0,03-1,26).
-  Mens B cyTouHoi moue — 15,6 (HopMma 110 11,0).
- Uepynomiazmun kposu - 0,08 (Hopma 0,200-0,600).
- Mens kpoBu — 5,6 (HopMma i MyxuuH 11-24).
- OOcnenoBanue Ha Hanuuue antutesl kK BUY — orpunarensHo.
- Tupeotpomnssiii ropmon — 0,926 MkME/mi (Hopma 0,27-4,2).
- Anturena x TIIO - mensmie 5,0 ME/mn (Hopma 10 63,0).
- Koptuzon — 823,5 umons/i (Hopma 171,0-536,0).
- AKTT - 3,26 ITr/ma (Hopma 5,0-60,0).
- YapTpa3ByKOBOE HUCCIIEIOBAHUE OPTaHOB OPIOIIHOMN MOJIOCTH U TIOYEK:
1-i1 neun/1
[leuenp +2 cM, OIHOpOAHAsS, dXOT€HHOCTh CpPEIHsS BOPOTHAas BeHa 10 mwm,
MEYCHOYHbIE BEHBI 8 MM, HE paciupeHbl. JKeadHbIH My3bIph M TOHKEITYAOYHAS
xene3za 0e3 ocoOeHHocTel. [louku pacmnosioKeHbl TUIMUYHO, YBEJIWYEHbI B
pasMenpax: npasasg — 116x71 mm, napeaxuma 10 24 MM, yroiiieHa; gesast — 120x70
MM, TapEeHXUMa 10 25 MMm.
35-i1 nenn/2
Acuut oxosio 2000,0; eBpanbHas moJI0CTh crpaBa okosio 150,0; ciaeBa okoJjio
300,0. ITepukapn cioit kuakoctd — 10 MM.
- Jonmieporpadus coCy/10B MOYEK:
4-11 nenn/1
Pe3kas umiemusi KOPKOBOTO CIIOSI TAPEHXHMMBI, «OENble TMOYKH», CHUKCHUE
nepdy3uu, BEIpAKEHHAS MMOKANICYIbHAS UIIIEMHUS.
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35-i1 nenn/2
AccumeTrpusi KpOBOTOKA, YXY/IILIEHUE BEHO3HOTO OTTOKA Ha YPOBHE MOYEYHOMN
BeHHbI ciieBa. ['unepnepdy3us nmouek yJqoBiIeTBOPUTEIbHAS.
51-i1 nenr/3
BrIpakeHHOE MOBBILIEHUE IXOTEHHOCTH 00euX moyek. [ unonepdysust Ha Bcex
Y4acTKax COCYAHMCTOrO Pyciia, BBIPAXKEHHAs MOJIKAIICYJIbHAS UILIEMHS.

- Ox0oKT': runeprpodust Muokapaa seBoro xkenyaouka. [Iponanc MurpaibHOro
Kianasalcr.

- OKI':camxen BosbTax. Ileperpy3ka mpaBoro »xemynodyka. PUTM CHHYCOBBIN.
3amemienne AV-npoBoaumoctr (PQ — 0,18).

- Ox00l':cMemenus He BusABiIeHO. HopMoTeH3us.

- O0I': nucdynkIus Mmeanoda3aIbHON 00aCTH.

- Pentrenorpadusi opraHOBrpYyTHONKIETKH: BBIMIOT B TUICBPATBHBIX IMOJOCTSX.
JlerouHoM pUCYHOK CTYIIIEH B HUKHUX OTJEJIAX.

- HeBposor — coMaTOreHHbIN aCTEHOBET€TaTUBHBI CHHAPOM.

- Jlerckuii 1ncuxuaTtp — aJanTaldOHHBIE PACCTPOMCTBA C PEAKTUBHOU
JETIPECCHUEH.

- Oxynuct — 34-ii genp/1 - orex JA3H o0oux rnas; 41-ii nens/2 — 6€3 IaTOJOTHH.

- @TU3MaTp — B HACTOIIEE BPEMs JJAHHBIX B MOJIb3Y TYOEpKyJie3a HET.

- Yposor — 6€3 1aToJI0TuH.

- Cromarosor — 0e3 MaTojaoruu.

- Otonapunronor — 36-# aenb / | — papuHTOMHKO3.

-  Cypnonor — I1ByCTOPOHHEE HAPYUIEHHUE CIIyXa JIETKOM CTEIICHHU.

- Teneruxk — HeoOxoaumo mpoBeAcHUE IUPGEPUHIMAIBHOTO JUArHO3a C
0one3nbto KonoBanoBa-Buibcona.

- T'emaronor — aHeMHUS TSAKEJIOW CTENEHH CMEIIAHHOTO I'eHE3a.

-  DHJOKPUHOJOT — CaxXxapHbIi [uabeT, WHIYIUPOBAHHBIA (TOKCUYECKUH,
MEIMKaMEHTO3HBIN ), BIIEPBBIC BBISIBJICHHBIN, VHCYJINH3aBUCUMBIH,
[JIMKEMUYECKU KOHTPOJIb C BBICOKMM PUCKOM JIJISI dKU3HHU.

Jnarnos:

Ochosnoui:  Bvicmponpoepeccupyiowuii  (nodocmpbuiii  310Ka4eCmeeHHbllL)
2iomepynioHeppum ¢ HedpOMuuecKuM CUHOPOMOM, MYOYIOUHMEPCMUYUATbHBIM
KOMNOHEHMOM, 2emamypuel, cunepmensuell, 20pMOHOPE3UCTEHMHbIU 8aAPUAHM C
HapyuieHuem azomo- u 60008bl0EIUMENbHOU DYHKYUU NOYEK.

Conymemeyrowuu: Caxapuolii ouabem, UHOVYUPOBAHHBIU (MOKCUUECKU,
MeOUKAMEHMO3HblIL), BNnepevle GblAGNEeHHbIL, UHCYIUH3ABUCUMDbIL, 2TUKEMUYECKUL
KOHMPOAb C BbICOKUM PUCKOM. AHeMusi msdicenoll cmenenu, CMeuanHo2o 2eHesd.
Comamozennblil acmeroge2emamushblilt CUHOPOM. AdanmayuoHHble pacmpolcmea ¢
peakmusHol  Oenpeccuel.  J[8yCMOPOHHAS — MY20yXOCMb  N1€2KOU  CMeneHu.
Heougppepenyuposannas  cucmemuas  oucniazus  COCOUHUMENbHOU — MKAHU.
Bmopuunas kapouomuonamus. @apuneomuros.

212



Huddepenunanbapiii 1uarao3. C y4eToM Hajduuus XapakTepHOro aHamHe3a (B
BUje OypHOro Hayajga 3a0ojeBaHMsI), TIOJPOCTKOBOIO Bo3pacTta peOeHKa,
JUIATEIHHOTO BIIMSHUS TOKCHUYECKUX BEIIECTB, KIMHWYECKA TPHU TOCTYIUICHUH
BBIPQKCHHOTO OTEYHOTO CHHIPOMA, THUIEPTCH3UH, TNPOTCUHYPUH, TEMATypHH,
HapylIeHuss (QYHKIMH TIO4YeK (MOBBIMICHHOTO YPOBHS MOYEBHMHBI M KpEAaTHHHHA),
HapyIICHUs >XHPOBOro oOMEHa (B BHJE TIOBBIIICHHUS ypOBHEH XxoiectepuHa u B-
JUTONPOTENHOB)  TO3BOJIMJIO JOyMaTh y peOeHKa O pasBUTHH  OCTPOTO
riomepynoHedpura ¢ HePOTUYECKUM CHHAPOMOM, TeMaTypuei U TUNEpTEeH3UEH U
HapylieHneM (QyHKIMU MOYEK, MOJOCTPOE 3JI0KAa4eCTBEHOE TEUCHHE, YTO TPeOOBAJO
BKJIIOUUTH B TEPANHUIO TIFOKOKOPTUKOCTEPOUIBI U IINTOCTATUKH, OJJHAKO 0XKHUIAEMOM
MOJIHOW KJIIMHUKO-1a00paTOpHON NWHAMUKUA HE OBLJIO JOCTUTHYTO, B BHJY YEro, C
Y4eTOM MOJPOCTKOBOTO BO3pacTa peOeHKa, AMUTENBHOTO BIMSHHUS TOKCUYECKUX
BEIIECTB, COXPAHSIOMIETOCS OTEYHOTO CHUHAPOMA, TUIEPTCH3UH, MPOTCHHYPHH,
TUCTIPOTEMHEMUN C  BBIPAKEHHBIMU  JJIEKTPOJUTHBIMA  HAPYIICHUSMH  TIPH
HOpMAJIM3allMl ypOBHEW KpeaTMHMHA W MOYEBHHBI, TIO3BOJIMIIO IPOBOJUTH
nanpHeNmmii nuddepeHImanbHbli MOUCK C HCKIIOYEHHEM BTOPUYHOrO HedpuTa,
cunapoMa Agbnoprta, cunapoMa KonoBanoBa-BuibcoHa, ammionjo3a MOYEK H
peuieHuss Bompoca O npoBeaeHun Ouoncuu mouek. [locne  crabusanuu
reMOJIMHAMUYCECKUX [IOKa3aTeliel TpoBelcHa Ouorncus modek (Hecnenupuueckas
TUM(OTrUCTHONIUTApHAS UHPUIBTPAIUS MEKYTOUHON TKaHU, TucTpodus u atpodus
AIUTENHUS TPOKCUMATIBHBIX M TUCTANBHBIX KAHAIBIEB, I3MEHEHUS COCY/I0OB CTPOMBI U
yMepeHHas Me3aHTHallbHas posrdepanus B kiyooukax (Puc.7.1 u 7.2)).
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Puc. 7.2. CermenTapHas
KaHAJIbIICB nponudepalys Me3aHTHAIbHBIX KIETOK

.~

Puc. 7.1. Jluctpodmyeckue usmMeHeHUs

OCOOEHHOCTBIO  JTAHHOTO  CiIy4as SIBJISIETCS  OBICTPONPOTPECCUPYIOIIAs
KJIMHUKO-TabopaTopHas MaHudecTarus y pedeHka moapoCcTKOBOTO BO3pacTa.

AHanmu3upys dTambl TPOBEICHUS JTUATHOCTUYECKOTO TIOMCKAa Yy HAaIlero
MaIlMeHTa CJIETYeT OTMETUTh, YTO ONpPEICICHHBIC TPYIHOCTH B JUATHOCTHUKE OBLIN
CBSI3aHBI C OCOOEHHOCTSMH OTEYHOTO CHHAPOMA M CTOMKOCTH €ro TEYCHHS, CO
CTOMKMM  TIOBBIIICHHWSICM  YPOBHS  KpEAaTWHWHA, HApPOCTAaHHEM  aHEMHH,
TPOMOOITUTOTICHUH, DJICKTPOJIUTHBIMA HAPYIICHUSAMH, KOTOpPBIE TIOJHOCTBIO HE
YKJIQJIbIBAJIMCh B IIpeAnoiaraéMbie Ho3oaoruueckue Gopmel (tadu. 7.1.).
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Tabmuma 7.1
CpaBHEHHE HEKOTOPBIX KIMHUKO-1a00paTOPHBIX TapaMETPOB OOJILHOTO TIPH
pa3HBIX HO30JOTHUYECKHX (hopmax

3 < S o o ’E
E SE| £2E| S5 | s:g
E S22 | S8z Sz R
3 s E - S SHER-
< O < cMm b E
as ~ 3
OcTtpoe HavaIo + + +
XpoHHYECKoe BOTHOOOpa3HOe TeUCHHE + +
I'enaro-nyveHanbHbIA CUHIPOM + +
Omurypus
AHOpeKcHst
JIuxopanka +
OTeqHOCTB:
-una +
-HWYKHUX KOHEYHOCTEHN +
-nepeiHeil OpIOIIHOI CTEeHKH +
JKentyurHoe okpamuBaHie KO>KHBIX TOKPOBOB +
Creato3 +
IleueHOYHAs HENOCTATOYHOCTh
Ilcuxuueckue HapylIeHUs +
HeBpostornueckasi CHMITOMaTHKA +
[Tpu3Haky HeYPOTUIECKOTO CHHAPOMA + + +
ApTtepuanbHas THIEPTEH3US + + +
aHCMUS + +
noseimenue AJIT, ACT +
«-» npoda Kymbca +
cHmkenne Na, K +
IMokazarenu TUNEPJINIIUIEMUS +
B KpOBH: MOBBIIICHUE MOYEBON KUCIIOTBI +
TOBBIIIICHUE OMIHPYOHHA +
MOBBIICHHE  KpeaTHHHHA | + + +
MOYEBUHBI
Iemarypis + + +
JNEHKOLUTYpHUS + + +
Hokasaremn "6 repnypns + +
B MOUYE:
WIMHAPYPHS + + +
AzoTeMHuUecKasypeMusi
KpucranislokcanaToB, KaJbIUs +
W3MeHeHnernoMepysspHbIxX +
IIpu 6a3aspHIX MEMOpaH
6uoncuu: HanmauneamunongHOroBeIecTsa +
10 X0y 0a3aJibHUX MeMOpaH
Hapymenueciyxa + +
OTaromneHHBINCEMENHBIN aHAMHE3 + + +
AHopekcust +
J]umepamypHaﬂ cnpaexka no KiuHu4ecKkomy Habarooenuo No22
WNnrepctunmmansasii Hehpur (MH) — abakrepuanpHOoe Hecnerupuyeckoe

BOCIIAJICHUE MEXYTOUYHOM TKAaHU C TOPAKEHUEM KaHAJIbLEB, KPOBEHOCHBIX H
TUM(}ATUYECKUX COCYAOB CTPOMBI TOUEK. MOXKET MPOSIBUTHCS B JIFOOOM BO3PaCTHOM
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nepuosie, B TOM uuciae U HOBOpoxaeHHOocTH. Daktopel pucka MH y neren:
OTATOLLCHHBIA aHaMHE3, TUNEPKPUCTAJULYpHUs, IUCIUIA3Us IOYEK, aJUICPTrHYECKHI
nuates3, MH(EKIIMOHHAS U JIEKapCTBEHHAs! MHTOKCUKALIHSL.

[Tpr4rHBI BOSHUKHOBEHUS 3a00J1€BaHU:
1. IlpumeHeHue JIeKapCTBEHHBIX MPENapaToOB: AaHTUOMOTUKH (NMEHUIUIUINH,
AMIUUWUIMH, METHUIWUINH, KapOSHUIWJUIMH, TEeHTAMULIUH, 11e(aloCnOpUHBbI),
CyJb(haHMITaMUIBI, HECTEPOUIHBIE MIPOTUBOBOCHIAJINTEIIbHBIC CpencTBa
(mamOMeTanuH, OpydeH), 6apOuTypaThl, aHANTETHKHN (aHAIBIWH, aMUJOTIHPYH).
2. BBeJieHUE CBIBOPOTOK, BAKIMH.
3. BiusiHue XUMUYECKUX BEIIECTB.
4. IHTOKCHUKAIIUS COJISIMU TSKEJIBIX METAJIJIOB, 0OCOOCHHO CBHHIIA, KaIMHSI.

HNMeroT 3HaueHuEe HE CTOJBKO /1032 Npenapara, CKOJbKO JJIUTEIBHOCTh €ro
MpUEMa U MOBBIIIEHHAS] K HEMY YyBCTBUTEIIBHOCT.

WH y nereit MoxxeT pa3BuBaThCs Ha (hOHE THU3IMOpPUOTEHE3a MOYEUHON TKaHHU,
aHOMAaJIMI MOYEBBIX MTyTeH, HAPYIICHUI OKCAIIATHOTO U yPAaTHOTO OOMEHa.

Pazmuuator octpeiit (OMH) u xponmueckuit (XWH) wunHTepcTUMaNbHBIE

HEe(DPUTHI.
ONH SIBIICTCS UMMYHHBIM TyOyI0-UHTEPCTUIIUATBHBIM
HEJICCTPYKTUBHBIMAOAKTEPHAIbHBIM ~ BOCIHAJCHUEM.  BOJIBIIMHCTBO  aBTOPOB

paccMaTpuBalOT €ro Kak HauOoJiee TSHKENyH0 MOUYEUYHYIO PEaKIMI0 B LIEMH OO0LIuX
peakiMii opraHu3Ma Ha BBEJECHUE JIEKApCTB. Y CTAHOBJICHO, YTO MOYKa, 00J1a1ar01as
AKTUBHBIMH (PEPMEHTHBIMH CHCTEMAaMH, CIIOCOOHA MOJOOHO NMEYEeHU aKTUBHPOBATH
MeTa0o0JIU3M JIEKapCTB U APYTHMX XMMHUUYECKUX BEIECTB, MHOTIA BO Bpen cedbe. ONMH
MOXET HaOMoAaTbcs MNpPU TaKUX MHPEKIHSIX, KaK TenaTuT, JIENTOCIUpPO3,
MH()EKIMOHHBI MOHOHYKJIE03, @ TAKXKE MPH IIOKE, 0KOrax.

[Tatorenes HegocraTtouHo siceH. Pa3Butne OMH CBSA3BIBAIOT C NOCTYIUIEHUEM B
KPOBb TOKCHYECKOTO NPOAYKTa WIM OaKTepUalbHOIO TOKCHHA, KOTOpHIE,
peabcopOupysch KaHalbllaMH, TOBPEXKIAIOT HX Oa3anpHyro MemOpany. [locre
peabcopOLUMM aHTUTCHHBIE BELIECTBA BBI3BIBAIOT MMMYHOJOTHYECKYIO PEaKLHI0 C
¢dukcaneii MMMYHHBIX KOMILJIEKCOB B MHTEPCTUIIMATBLHOM TKAaHU U CTCHKE
kaHaibleB. UMMmyHHBIN xapaktep OMH noaTBepxkaaeT HAIMUKWE UUPKYIUPYIOIIUX B
KpOBHU aHTHUTEJ, pearupyronux ¢ 0a3zaabHOW MeMOpaHOM KaHaJbLEB U MOYEYHOTO
MHTEPCTULUS, a TaKke oOOHapyXeHHe UMMYHOITI00yiInHOB kinaccoB M, G u E Brosb
CTEHKHM KaHajbleB. Pa3BUBaeTCs MMMYHHOE BOCHAJEHHE, aJUIEPTHYECKHl OTEK B
MHTEPCTUIIMU. BocnaluTenbHbIil Npouecc B MHTEPCTULMU NPHUBOJIUT K CIIABJICHUIO
KaHaJIbLIEB U cocyA0B. [loBbIIIaeTCsl BHyTpUKaHAIbLIEBOE JIaBJIEHUE U, KaK CIIEJICTBUE
3TOTO, Majaaet 3¢ dexTruBHOE (UIBTPALIMOHHOE aBJICHUE B KiIyOoukax. Pa3BuBatorcs
pedaeKkTopHbIA cra3M COCYAOB M MIIEMHs MOYEUHON TKaHU, CHUKEHUE MOYEYHOIO
KpoBoTOKa. KiryOOUYKOBBII anmapaT UCXOJHO OTHOCUTEIBHO UHTaKTEH. B pe3ynbrare
CHIDKEHHS BHYTPUKIYOOUKOBOTO KPOBOTOKA IPOUCXOIUT TMAaJE€HUE CKOPOCTH
KIIyOOYKOBOM  (puiibTparuu, YTO  BBI3BIBACT  TOBBINICHWE  KOHIICHTPAIIUU
CBIBOPOTOYHOTO KpeaTuHWHA. OTEK HWHTEPCTULIMS U TOPAXEHUS KaHaJbIIEB,
MPUBOJISIINE K YMEHBIICHUIO peadcopOuu BOAbI, OOYCIOBIMBAIOT TMOJUYPHUIO U
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runocteHyputo. Hapymienne QyHKIMM KaHANbLEB CIOCOOCTBYET 3JIEKTPOIUTHBIM
CABUTAM, Pa3BUTHIO KaHAJBIEBOTO aluio3a, HapylIeHUIO0 peadbcopOimm Oenka,
OpOSIBISIIOIIEMYCSl  MpoTenHypuend.  KiumHHKa — ompenensercss  MOCTEHEHHO
IPOrPECCUPYIOLIMMH KaHAJIBLIEBBIMU PACCTPOMCTBAMH.

Mopdonornyeckue npusHaku — Hecnenupuyeckas JIUMEPOTUCTUOLUTAPHAS
UHOUIBTpAIMs  MEXKYTOYHOM  TKaHHM, JucTpoduss u  aTtpodus  snUTENUs
NPOKCUMAJIBHBIX W JUCTAJIbHBIX KaHAJIbLEB, HM3MEHEHHUS COCYIOB CTPOMBI H
yMEpeHHasi Me3aHruainbHas mpoiaudepanus B kiayboukax. K ocoOeHHOCTIM
MOp(}OIOTHUECKON KapTUHBI y JIETE€H OTHOCAT 3HAYUTENbHYIO YacTOTY HE3PENOCTH
KIyOOUKOB, MX THAJUHO3 U HEAOCTATOYHYIO CTPYKTYpPHYIO Au(QepeHupoBKy
KaHanpleB modyek. OOpaTHoe pa3BuTHe Mopdonoruueckux usmeHeHuit npu OUH
npoucxoaut 3a 3—4 Mec. Pexe nmpouecc nepexoguT B XPOHUYECKUH C BbIPAKEHHBIM
OTJIO’KEHUEM KoJulareHa u (uOpOo30M, MHTEPCTHUIIMM CTAHOBUTCS MEHEE OTEUHBIM,
KJIETOYHAss MHQUIBTpAIUs YMEHBIIAETCs, Mpeo0IaatoT BbIpakKeHHas aTpousi u
TUucTpodust TyOYyJISIPHOTO MUTEIHUS.

Kimmanka. OVMMH CBOWCTBEHHO YETKO OYEPYEHHOE HA4allo M, KaK IPaBHIIO,
LHUKINYECKoe pa3BuTHe 3a0oneBanus. Ha 2-3 nHu nocie npuMeHeHus: aHTUOMOTHKA
WM JPYToro JIEKApCTBEHHOrO Ipenapara 1no nosoxy OPBU, anruHsl ninu Apyrux
MH(QEKINOHHBIX 3a00JeBaHUNl NoABIAIOTCS mnepBble npusHaku OWH: Gonp B
MOSICHUYHOM 00J1aCTH, TOJIOBHAsA 00J1b, COHJIMBOCTb, aJIMHAMUs, TOIIHOTA, CHUKECHHE
amreTuTa. 3aTeM BBIABISIETCA YMEPEHHBIM MOYEBOW CHHIPOM: IIPOTEUHYPHS,
reMaTypus, JIeHKOUUTYpus U UuianHaApypus. [Ilporennypust y O0nbIIMHCTBA OOJIBHBIX
He npeBbimaet 1,0 1/cyT, KOJTUYECTBO JEUKOIIUTOB U SPUTPOIIUTOB B OCAJIKE MOYH JI0
10-15 B n/3p. M3MeHenust B Mode mpexosiine, ckyaabie. OTEeKoB, Kak MpaBUIIo, HE
ObIBaeT. ApTepHAIbHOE [aBJICHHE WHOINa HE3HAYWTEIbHO TMOBbIaeTcs. PaHo
HapyILIaeTcss a30TOBBIIEIUTENbHAS (YHKIUS MOYEK — IMOBBIIIAETCS KOHIIEHTPALUS
KpEaTWHMHA, MOYEBHMHBI B IUIa3Me KpoBH. Onurypus, Kak IpaBWJIO, OTCYTCTBYET,
yale ¢ camMoro Havaja 3a0ojeBaHUsl Ha (pOHE T'MIIepa30TEeMHMU BbBIACISETCS MHOTO
Mmouu. [lonuypus coxpaHsieTcss JUIMTEIbHO (0 HECKOJIBKUX MECSIIEB) U COUETAETCS C
runoctenypueil. B Tsxkeneix cinydasx OWMH B TeueHHe HECKONBKHX JHEW MOMKET
HaAOJII0IaThCS OJIUTYPHS. BbIpakeHHOCTh ypeMUr BapbUpyeT B IIUPOKHUX Mpeaesnax —
OT HE3HAYMUTEILHOW N0 TSKENIOW, TpeOyromeil MpoBeNeHUs TeMoJuanu3a. JTU
ABJICHUS OOpaTUMbl M CHUMIITOMBl OCTPOM TIOYEYHOW HEIOCTATOYHOCTH B
OOJIBIIIMHCTBE CiIy4daeB wHcye3arT uepe3 2-3 Hea. Kak mnpaBwio, mnodeuHas
HEJIOCTATOYHOCTh HE COMNPOBOXKAAETCS THUMepKaiueMue. Y Bcex OOJIbHBIX
HapylIaeTcs KOHILEHTPAIIMOHHAs CHOCOOHOCTh IOYeK U peabcopbius b 2-
MUKpOIJIOOYJIMHA, TOBBIIIAETCS €ro YpPOBEHb B MOYE€ U CBHIBOPOTKE KpOBH,
OTMEYaeTCs TunepraMmarioOyIMHeMusl.

Y psga  OONbHBIX BBIpAKEHHAs HWIIEMHUS COCOYKOBOM 30HBI  MOKET
CIPOBOLIMPOBATH PAa3BUTHE NAMIUISIPHOTO HEKPO3a C MACCUBHOM reMaTypuen.

ONH  cBoOiiCTBEHHAa  TOBBIIIEHHAss  JKCKpEUUs]  HATpUs U KaJus.
QOYHKIMOHAIBHBIE HApYLIEHUS XapaKTEPU3YIOTCS CHI)KEHUEM CEKPETOPHOM H
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HKCKPETOPHOM (YHKIMU KaHAIbLIEB, CHIDKCHHEM YJENbHOM IUIOTHOCTH MOYH,
TUTPYEMOM KUCJIOTHOCTH U SKCKPELIMM aMMHUAKa C MOYOM.

[lo naHHBIM OOJIBIIMHCTBA AaBTOPOB, XapakTepHa IMKIUYHOCTb Pa3BUTHS
OUH: onurypusi, eciii ObIBaeT, TO HaOMIOJAETCS B TeUeHUe 2—3 JHEH, HOpMaTu3alus
KOHIICHTPAIIMM KpPEaTMHWHA B IUIA3M€ KPOBU NPOUCXOAUT Ha 5—10 mHH, MOYEBOI
CUHJIPOM COXpPaHSIETCA Ha MPOTSHKEHUU 2—4 HEJl., IOJIMYPUsl COXPAHAETCS B CPETHEM
710 2 Mec. 3HaYUTEIbHO MO03KEe BOCCTAHABIMBAETCA KOHIICHTPAIIMOHHAS CIIOCOOHOCTD
Mo4YeK — K 4—6 mec.

Heo0xoaumMo OTMETUTH JOBOJBHO PENKYIO BO3MOXKHOCTH HMPOTPECCHPOBAHUS
OMH wu XpoHHYeCKHil WHTEpCTUIMANbHBIN HedpuT y nereit. Ha xponmzarmrio
IIPOLIECCAa MOTYT YKa3bIBaTh JUINTEIIBHOE COXPAaHEHHWE NOJUYPUUM U U3MECHEHUN B
aHaJIM3ax MOYM, CTOWKOE CHIWKEHHWE KOHLEHTPALMOHHOW CIIOCOOHOCTH MOYEK H
pa3BUTHE APTEPUAIIBHON TUIIEPTEH3UH.

Huarnoctuka. [ns auarHoctukn OMH uMeroT 3HaueHHe: OCTpoe pa3BUTHE
MOYEYHON HEAOCTATOYHOCTU Ha (POHE MpUeMa JIEKapCTBEHHBIX MIPENapaToB U B CBSI3U
c UH(EKIuel; paHHee pa3BUTHE TMIIOCTEHYPUU HE3aBUCUMO OT BEJIMYUHBI UYpe3a,
OTCYTCTBHE B OOJIBIIMHCTBE CIIy4aeB IE€pUOJA OJUTYPUM; KPEaTUHUHEMHS B
HavyaJlbHOM Mepuose 3a0osieBaHusd (4acTo Ha (OHE MOJIMYPHM); a30TE€MHUS O
ONUTypUM (€CIM OHAa MPUCYTCTBYET) WIM Ha (QoHe mnonuypuu. B orTamume ot
octpororiomepyinoneppura npu OWH HeT oTekoB, TIUMepTEeH3UH, BBIPAKEHHOU
rematypun. Aszoremuss npu OWH Hapactaer no onurypuu, a d4ame Ha (oHe
ITOJINYPHH.

Jna OHH xapakrepHa runoctenypus, torga kak npu OI'H B Hauane
3a00seBaHus yieabHas JIOTHOCTh MOYH BBICOKAS.

B otnnuue ot nuenonedpura, npu OMH He ObiBaeT OakTepuypuu, IOCeB MOYU
CTEpUJIEH, HET XapaKTEePHBIX JUIsl MHeJIOHEe(PUTA PEHTTEHOJIOTMYECKUX JTAHHBIX.

B otnuuune ot oObraHOM ocTpoit moueuHou Hepoctatounoctu (OITH) mpu OMH
HeT npuBbluHbIX 1711 OITH nepuonoB teuenus. [Ipu nocnenneir a30TeMusi HapacTaeT
IIOCJIE HACTYIUIEHHsI onurypuu, torna kak npu OWH a3oremust nosBisercsa 10
paszsutus OITH nnm game Ha ¢hoHE MOTUypUH.

Jleuenue. B nepuop BbIpa)KeHHbIX KIMHUYECKUX MposiBieHuid u OITH pexum
NOCTENbHBIN. He3zamennurenbHO TMpekpamaercss BO3JICUCTBHE IMPEANOJIaraéMoro
ATHOJIOTHYECKOro (hakTopa, OTMEHsIeTCs JeKapcTBEHHbIM mpenapar. Ero ormena
MPUBOJAUT K OBICTPOMY HMCUE3HOBEHHIO BCEX CMMNTOMOB. HeoOxoIMMo Ha3HauuTh
TEpanuio, HAMPAaBICHHYI0 HA YJIydll€HUWE TIOYEYHOW TIeMOJAUMHAMUKU (TernapuH,
3y(QUIUTMH, IEPCAHTUH, TPEHTAJ, HIKOTUHOBAs! KUCJIOTa, PYTUH), YMEHbLIEHUE OTEKa
uHTepcTUlius (0osbiue 1036l Jasukca — 10 500 mr/cyT u 0osee npu KpaiiHe HUZKOM
KIIyOOUKOBOM (puIIbTpanuu, MPEeAHU30JI0H), @ TAKKEe aHTHOKCHAAHTHI (BUTaMHUH E,
yHUTHOJ, auMedochoH, HSCCeHIMane), AaHTUTHMCTaMUHBI (TaBerwj, IUMEIPOJ,
JMA30JIUH U JIp.), YJIy4dIlIeHUe OOMEHHBIX MPOLECCOB (THOTPEA30JIHMH), KOPPEKIIUs
AJIEKTPOJINTHBIX HAPYIIEHUN. B TSHKEIBbIX CllydasiX ¢ BBICOKOW a30TEMUEN, OJIUTYpUEH
U 0TCyTCTBHEM 3((DeKTa OT MPOBOIUMON TEpANUU MOKa3aH TeMOANAIIUS.
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XpOHUYECKUN MHTEPCTUIMAIBHBIN HEPpPUT y neTeil BCTpedaercs yaile, 4em
oCcTphIi. JI0 MOSBICHNUS U3MEHEHUN B MOYE YaCTO UMEETCS JJIUTEIbHbBIA JIATEHTHBIN
nepuoJi. B OONbIIMHCTBE Clly4aeB JUArHOCTUPYETCS CIy4yalHO MPU KOHTPOJIBLHOM
UCCJIEIOBAHUM MOYM IIOCJI€ TMEPEHECEHHBIX 3a00yieBaHUN WM Tpu 0(OPMIICHUU
pebenka B JETCKOE YUPEKIICHHUE. DOopMHUPOBAHUIO XPOHHUYECKOTO
MHTEPCTUIIMAIIBHOTO  HEe(PUTACIIOCOOCTBYIOT — pa3iuyHbIe MpeApacioiararoiime
(bakTOphl: AUZIMOPHUOTEHE3 MOYECYHOW TKAHU, aHOMAJIMKH OPraHOB MOYEBOU CUCTEMBI,
HapyIIeHUs CTAOWJIBHOCTH MUTOMEMOpaH, aTOMUYECKHE PEAKIUU, TUITOMMMYHHBIC
COCTOSIHHSI, HApPYIICHNE MIUMHUHHUPYIOMEeH GyHKIMH MakpodaraasHO-haronuTapHoMn
CUCTEMBbI, HapyIICHUS IMOYEYHON Te€MOJMHAMUKM M YPOJUHAMHKHU (TTOBBIIICHHAS
MOJABWKHOCTh, AHOMAJIMHM COCYJOB TIOYEK). XPOHMYECKUUA HMHTEPCTUIUATBHBIN
He(DpUT— TMOIMITHOJIOTUYECKOE 3a00JIEBAHWE, OCHOBHBIM ITPOSIBICHHUEM KOTOPOTO
ABISICTCS  a0aKTEePUATBHOCHEIECTPYKTUBHOCBOCTIAJICHUE  MEXKYTOYHOH  TKAaHH
MO3TOBOIO  CJOSI C HCXOOOM B  CKIepo3. K  pa3BUTHIO XPOHUYECKOTO
WHTEPCTUIIMANIBHOTO  HedpuTay JE€Te  daile MNPUBOIAT  METa00JIMYECKHe
paccTpoiictBa (J000e HapylieHHe OoOMEHa BEHIECTB, COIMPOBOXKAAIOIIEECS
MOBBIIIEHHONW JKCKpelnue MeTaboauToB ¢ Mouoil), uHpeknuu (TyOepkyrne3Has
WHTOKCHUKAIMS, JIENTOCIIMPO3, UEPCUHUO03, XPOHUUECKUI aKTUBHBIN TenaTUT U Jp.),
JUIUTENIbHBIN TIPUEM JICKaPCTBEHHBIX MpernapaToB (aHAJIbIWH, alleTUJICAIMIIMIOBAS
KHUCJIOTA, denaneTuH, WHJIOMETAlIVH, MPOTUBOAMUICITUYECKHE U
MPOTUBOTYOEpKYJIe3HbIE cpencTBa). JlelcTBUE JIEKapCTB CBSI3aHO C  MPSIMBIM
TOKCMYECKUM JICCTBUEM Ha TKaHb MOYKHU (aleTUJICATUIMIOBAS KHUCJIOTA) WU
WHTUOUPYIONIMM  BJIMSIHUEM,  HampuMmep, Ha  CHUHTE3  IPOCTarjiaHJIuHOB
(MHIOMETAIIMH).

OCHOBHYIO MAaTOTE€HETUYECKYIO POJIb UTPAIOT META0O0JIMUECKUE PacCTPONCTBA,
TOKCUYECKUE BJIIMSHUSA 110 CPABHEHUIO C UMMYHHBIMU HAPYIICHUSIMH.

B ocHOBE MmaTosoruyeckoro mporecca JICKUT MPOTPECCUPYIOLINM CKIIEPO3
WHTEPCTUIINS, CIaBJICHUE U aTpo(usi KaHAJBIEB, BTOPUYHOE TOPAKEHNE KITyOOUKOB.

BepudunmpoBath XpOHMUYECKHN WHTEPCTUIMAIBHBIA HEOPUTMOKHO JIUIIH
Mopdosoruuecku. [Ipmwxu3zHeHHOE MOP(HOIOTHYECKOE HUCCICAOBAHUE BBISBIISET
TUMUYHYIO KapTuHy. OOHapyXMBAIOT BBIPAKEHHYIO JUCTPOGHUIO KaHAIBIIEBOTO
AMUTENNS U aTpOo(PHIO YacTh KaHalbleB. B cTpoMe MO3roBOro u KOPKOBOTO CJIOEB
HaOJIIOAAIOTCS TOBOJIBHO PACTIPOCTPAHEHHBIE PYOIIbl, MHOXECTBEHHBIE TUM(MOUTHBIC
nHuiabTpaThl. Kiiy0o4YKH CBETOONTUYECKH HE U3MEHECHBI.

Knnnuka. Knuanueckne NPOSIBIICHUSA nedrora XPOHUYECKOTO
WHTEepCTULIMANTBHOTO HedpuTackynusl. [lo Mepe pa3BUTHS MATOJOTHUYECKUX
MPOIIECCOB  BIOYKAX  MOSBISIIOTCS  CJIabOCTh,  YTOMJISIEMOCTb,  CHUMIITOMBI
WHTOKCHUKAIIMH, OJICITHOCTh, 00N B KUBOTE WJIM MOSCHUYHOU 00JacTH. XapakTepHa
nonuypus. [Ipu uccnegoBaHUM MOUYU ONPENEIAIOTCS yMepeHHast mpotennypust (1-2
r/CyT), MUKpOTreMaTypusi, abakrepuaibHasuierkoruTypus. [Ipu qusmeraboamdeckom
XPOHUYECKOM HMHTEPCTUIIMAIEHOM HEGPUTEB MOYE BBISBISCTCS KPUCTAJUTYPHSL.
3aboneBaHre MPOTPECCUPYET MEJICHHO, TIOCTENEHHO pPa3BUBACTCS AaHEMHS U
yMepeHHasi Jia0uibHas THnepTeH3us. [Ipoucxomut ycyryOneHue HapyIIeHHHI
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KaHaJIbIEBbIX (YHKIUN TOYEK, TOBBIIIEHHE YPOBHA b 2-MUKpOrjIoOyiauHa,
CHW)KCHUE  yJIEIbHOM  IUIOTHOCTM  MOYM, HapylLI€HHWE KOHLEHTPAaUOHHOU
crocoOHocTH mouek. OTMeyaroTcsi (PyHKIHMOHAJIbHBIE KaHaJbIEBblE HAPYIIEHUS:
CHIDKEHHE CEKpPETOPHOM M 3KCKPETOPHOM (YHKIMH, MOHMXKEHUE TUTPYEMOMN
KHCIIOTHOCTH, OJKCKpPEIMM amMMuaka ¢ Mo4dod. Hapymaercs ocMOTHYECKOE
KOHIIEHTpUpOoBaHue. JIUCPYHKIMS KaHAJIbLEB MOXKET MPOSBUTHCA CHHKEHUEM
peabcopOLuM HATPUS U MOBBIILIEHUEM 3KCKPELMU HATpus, Kajdus U JPYTHX COJEH,
9YTO BBI3bIBACT WX moTepro. KiyOoukoBas ¢uiabTpamus coxpaHeHa. 3aboJjieBaHUE
MIPOTEKAET MHOTHUE TOJIbI.

B panbHeilllleM KIMHUKA OMNPENENSETCS MOCTENEHHO MNPOTrPECCUPYIOIIUMHU
KAHAJIBLIEBBIMH PACCTPOMCTBAMU. Y CHIIMBAETCS HECHOCOOHOCTh MOYKM HOPMAJIbHO
KOHIIEHTPUPOBAaTh MOYy. OTO COCTOSHME MHOI/IA Ha3bIBalOT He(POreHHBIM
anabeToM, Tak KaK TMOBBIIICHHOE MOYEOT/EICHUE MPUBOIUT K MOJIHIUIICUU.
HapacTtaeT nodeyHslii KaHaJIbLEBbIA alUI03 U CBA3aHHAs C HUM INOTEPS KaJIbLIMS.
KnuHudecku 370 NpUBOJIUT K Pa3BUTHIO MBILIEYHON c1abOCTH, OCTEOTUCTpOPUH. Y
NETEN 3aePKUBAECTCS POCT. MOKET Pa3BUTHCS CUHAPOM “‘COJIBTEPSIOIIEH MOYKU~ —
COJIEBOE MCTOILIEHUE, THUIIOTEH3Us, BO3MOXHOCTh KOJUIAIICA — HAIIOMUHAIOIINAN
KApTUHY HaJAIOYEYHUKOBON HETOCTaTOYHOCTH.

[TporpeccupoBanue 3a0o0yieBaHUsS NPUBOAUT K IOCTEIEHHOMY CHUKEHUIO
(GYyHKIUMM TOYEK BIUIOTh JO pPa3BUTUSA [OYEYHOW  HEJOCTATOYHOCTU €
COOTBETCTBYIOIIEH KIMHAYECKON KAPTUHOM.

XpoHHUYEecKas MOYeHHAasi HEJOCTATOYHOCTD y JIETEH MOSBISETCS Yepe3 NECITKU
JIET, OJJTHAKO MTPU aHAIBI€TUYECKON MTOYKE OHA MOYKET PA3BUTHCS PaHbIIE — CIYCTS 4—
7 neT mocie NepBbIX TPU3HAKOB 3a00JI€BaHU.

Jnarnoctuka. /[ XpOHM4ECKOro MHTEPCTULHAIBHOTO HEe(PpUTACBOKWCTBEHHBI
JUTMTENILHBIA ~ JIATEHTHBIA  TiepuoJl (0  BBISIBJICHUS MOYEBOTO  CHHAPOMA),
IUMQPOLUTAPHBIN XapakTep JIEUKOLUUTYPUH, MOJINYpUsl, TUIIOCTEHYPUs, TOBBIIICHHAs
AKCKpernus b 2-MukporaoOynuHa.

JInst  OUMarHOCTUKH XPOHUYECKOTO VHTEPCTULIMAIIBHOTO Hedpura
MeTabOIMUECKOro TIeHe3a HMEIOT 3HaueHue: Hajuuue B aHamMHe3e OOJIbHOTrO
AJNIEPTUYECKOT0 auaresa, HEPENKO U30BITOYHON MaccChl Tena,
IU3yPUYECKUXPACTPOUCTB, BHA4yajl€ HE  CONPOBOXKIAMOIMIMXCA  H3MEHEHUSIMH
MOYEBOTO OCajKa, HaJMYUEC B HEM OKCAJIATHO-KAJbIIMEBOW KpUCTALTypuH (3a cueT
YCUJICHHOM 9KCKPEIMH ATHX BEIECTB), BEISIBIICHUE B MOYE ITAHOJAMHHA, [IMJIHATHHA.

XPpOHUUECKUN WMHTEPCTULMANbHBIA HeppuTy OonbHBIX ¢ HBs-anTurenemuen
Ha (oHE XPOHMYECKOrO TremaTuTa WIA LHUppo3a TEYEHH XapaKTepusyeTcs
MPOJIOJDKATENLHOCTBIO ~ 3a00JIeBaHUSl  N€YEHW /10  BBISBIEHUS  MPU3HAKOB
XPOHUYECKOTO MHTEPCTULMAIBHOTO Hedputa oT 2 10 5 JIeT, CKyAHbIM MOYEBBIM
OCaJIKOM, CHI)KEHHEM VJAEJIbHONH IJIOTHOCTU MOYM U YMEPEHHBIM [aJeHUEM
KIyOoukoBOM (unpTpaumn — g0 60 MI/MHH, yBeJIMYEHHEM OSKCKpeuuud b 2-
MUKpPOTJI00yIrHa, MEJIJICHHBIM, HO MPOTPECCUPYIOLIUM CHHUKEHUEM (DYHKIIUU MOYEK.
XPpOHUYECKUH WHTEPCTUIIHAIBHBIA HeMPUT TIPH ITUCIIIA3UH TTOYCK XapaKTEPU3yeTCsI
0ojiee paHHUM pa3BUTHEM THUIEPTEH3MM M HapyUICHUEM MOYeUHbIX (QyHKUIUH.
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XpOHUYECKUN  UHTEPCTUIHAIBHBIN ~ HePpuT Ha  (QOHE  XPOHUYECKOTO
riioMmepyioHedpuTa yaiie Bo3nukaetr npu OPBU u npueMe aHTUOMOTUKOB, JJIs1 HETO
XapaKTEpHbl CHIKEHHME YNIETbHON IJIOTHOCTM MOYM, 3HAYUTEIIbHOE HapacTaHue
KCKpelu b 2-MHUKpOIJIOOYyJIMHA, OOpPaTUMOCTh HEOJIUTYPHUYECKOM MOYEeYHOU
HEJ0CTaTOYHOCTU(HO C COXpAaHEHUEM HapyIIeHUN KOHIIEHTPAIIMOHHON CIIOCOOHOCTH
MOYeK M TIOCJIe JIMKBHJAIMM OCTPOTBHI  Tpoliecca), CHIDKEHHE (DYHKIMH
OCMOTHUYECKOTO  KOHUEHTpupoBaHus. Ilpu  mnuenoHeppure  XpPOHUUYECKHI
MHTEPCTUIMANBHBIN HeppuT wame mpossisiercs Ha ¢one OPBU u mpuema
aHTHOMOTHUKOB, MPOTEKAET KaK HEOJIUTypUUecKas MoYeuHass HeJ0CTaTOYHOCTb.

JIMarHoCTUYECKUM KPUTEPHEM XPOHMUYECKOTO WHTEPCTUIMANIBHOTO HedpHTa,
OOyCIIOBJICHHOTO TYOepKyJne3HOW WH(EKIHUen, SBISIIOTCS: pa3BUTHE MOUYEBOTO
cuHapoMa Ha ¢poHe HHPHUIIMPOBAHHOCTH TyOepKyne3oMm (peakius Manty ¢ 1 TE 10—
12 MM, moOKazaTelb MOBPEXAAEMOCTH HEHUTpOGMIOB TMpuU HMHKyOaluu c
TyOepKyIuHOM ToBbImaeTcs a0 0,15), abakTepuanbHbId XapakTep JEHKOIUTYpPUHU B
COUYETaHUM CO CJIa0ON MPOTEHHYpUEH W/WIM MHKPOIPUTPOLUTYpUEH, HApPYyIICHUE
KOHIEHTPALlMOHHOM  CHOCOOHOCTM MOYEeK IpU HOPMAJbHOM  KIIyOOUKOBOIA
¢unbTpanuu, OTCYTCTBUE MUKOOAKTEPHI B MOYE IPpU OAKTEPUOCKOIHMH U MOCEBE Ha
cpeny JleBenmreiina-Mencena.

Heteit TyOMHDUIIMPOBAHHBIX U OOJBHBIX TyOEpKYJI€30M, OCOOCHHO B T€UCHUE
Tpex JeT u Oojee, HEOOXOIUMO O0CIIENOBaTh C LEIbIO0 BBISBICHHUS BO3MOXHOTO
MHTEPCTUIMAIBHOTO TMOPaXEHUs] Mo4YeK. B MNpakTUYeCKOM OTHOIIEHUH Ba)HO
BBISIBJICHHE  MEMOpPAHOJMTHYECKHX  MPOLECCOB B  MOYKAaX IO  JaHHBIM
dbochommunuaypun U OKCAIaTypUH €1Ie A0 Pa3BUTHSI MOYEBOTO CUHAPOMA.

JlnarHocruke aHAJIbI€TUYECKOTO He(dpuTa IOMOTaeT aHaMHe3,
CBUJETENbCTBYIOIIMI O JJIMTEIBHOM TMpPUEME aHAJIbIE€TUKOB. XapaKTEepPHBI
JUITUTENIbHAA TMOJUYpUs, HUKTYpHUs, TUIIOCTEHYPHs, MOBTOPHBIE AMU30/bl MOYEYHOU
KOJMKM C MakporeMarypuel Ipu OTCYTCTBMM YpoJiuThasza. JlmarHocruueckoe
3HAYEHHE HMEIOT YMEHBIIEHHWE pPAa3MEpOB IOYEK, TUIOXPOMHAs aHEMMs, HE
COOTBETCTBYIOIIAsl CTENEHUM IOYEYHOM HEAOCTAaTOYHOCTH. MOXKET pa3BUTHCA
HEKPOTUYECKUN MANWJUIUT C BRIPAXKEHHOW MaKporeMaTypHueHn.

Jleuenue. Jluera ¢ Koppekumer oOMeHHBIX HapymeHuil. I[lpu gr000#
ATHOJOTUM  XPOHUYECKOrO0 HHTEPCTULHMAIBHOIO HeppuTa U3  YyNoTpeOseHus
WCKIIFOYAIOTCS  NPOAYKTHI, pa3zlpakaroUlMe KaHaJbLEBBIA anmapar IMOYKH:
oOJUraTHBIE aJUIEPreHbl, MPSHOCTH, MAPUHA/bI, KOMUYEHOCTH; TPaBbl, 00JaJal0lIne
OCTpPBIM BKYCOM (YECHOK, JIYK, KMH3a U Ap.). JKUIKOCTh Ha3HAYAETCs U3 pacuera He
Mmenee 1 1/M? moBepxHOCTH Tena. IIpH INETOYHOM peakmUu MOYH PEKOMEHIYETCS
KpacwibHast mapeHa (1-2 tabma./cyT no enpl) win metuieHoBas cunbka (0,05-0,1 2
p/IeHb) B TeUeHHE Mecsa. Y IyUIIEeHUIO MUKPOIIUPKYJISLIMUA CTIOCOOCTBYIOT TPEHTA,
KypaHTHJI, 3CKYy3aH, TEOHUKOJ, CTAaOMIM3alMsl KIIETOYHBIX MEMOpaH — BUTaMHUHbI E 1
A, ynutnon, sccennuane, Buramud B6, numedochon. C menpio meTaboamdeckoi
3aIUTHI KJIETKH BO3MOXKHO HCIIOJIb30BAHUE KO(PEPMEHTHBIX MpenapaToB (KapHUTHHA
XJIOpUJI, TUTIOEBast KUCIIOTa, (hocdaaeH, TUIMaMul) B BO3PACTHBIX 103UPOBKaX.
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AHTHCKJIEpOTHYECKAsT Tepamus — Tpemaparbl 4-aMUHOXHWHOJIMHOBOTO psijia
(menmarun, XJOPOXWH, TUTaKBeHUI) B 103¢ 5—10 Mmr/kr/cyt B TeueHue 8—10 Hemennb
An03, poHHAa3a, JIJ1a3a UCIOJIB3YIOTCS MpU MoHOGope3e Ha oOnacTh nmouek (6—10
ceaHcoB) Uiy B/M 1o 10—12 uHBEKIMHA Ha KypC.

B nepuong OPBU pexomenayrotcs: nmuzonum 2—10 Mr/kr/ 2 p/cyt B Teuenue 10
nHer (CrocoOCTBYET YIYYIICHUIO (QarouuTupyromeil ¢GyHKIUU HEeUTpohUion),
uHTeppepoH, peadepoH. BBIABISIOTCS ©W  CaHUPYIOTCS XPOHHYECKHE OdYaru
WH(DEKIMH, PeOCHOK OrpakIaeTcs OT MEePEOXTAKIACHUA M OOJBINX (PU3HMUECKHUX
Harpy3o0K.
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Kianan4yeckoe Haoronenue Ne 23

HeBouka P. 17,5 net, moctynuia B CTallMOHAp C kKajo0aMHu Ha OOJIM B JKUBOTE,
OJIBIIIIKY, CTA00CTh, OTCYTCTBHE MOYH (B TE€UECHHE CYTOK), OOJIA B TOpIIE.

W3 anammnesa 3abonesanus n3BeCTHO, YTO peOCHOK OoJieeT B TedeHUE 4 et (C
13 ner) xorma BIEpBbIE, MOCIE OTAbIXa HA MOpE MOSBWJIACH TUIEPEMHS LIEK U
MIEPEHOCHUIIBI TIO TUITY «0a00UYKW», JeUMIach y AEpPMATOJIOra Mo MOBOY aJIJIEPTHUH, B
CEHTSAOpE cTana OECIOKOUTh 0OJIb B CycTaBax Kucted. Yepes 6 MecsameB OT MOMEHTA
3a00€BaHUSI TOTO K€ TOJa TMOSBUIWCH APTPHUTHI KUCTEH M KOJCHHBIX CYCTaBOB,
rojioBHasi 0oJyib. BniepBeie oOcienoBaHa u ObUIO OOHAPY>KEHO IMOBBIIICHUE YPOBHS
anturten k HatuBHOU JIHK m LE-kmeTkwu.

HecmoTps Ha Hanmuuue 4-x pocroBepHbix npuszHakoB CKB (dboromepmarur,
CBhIIb Ha CKyJaX, apTpuT, moBbilieHUE ypoBHS K HaTuBHOM [IHK), uto sBnsercs
NOCTAaTOYHBIM T  MOCTaHOBKM  jguarHo3a CKB, BBICKa3bIBAJIOCH  JIUIIb
npeanojoxkenue o Hamuuuu y pebenka CKB, u emie B TedeHuHM Mmecsiia J1IeBOYKa
octaBaiach 0e3 sedeHus. M Toiabko yepe3 7 MmecsieB OT Havaia 3abojeBaHusd, (B
SHBape) Korja NMPUCOCACUHUIICS JIIONMYC — HEPPUT, MPOSBUBILIUNICSI B BHUJE OTEKOB
KHCTEH, FOJIEHEW, IepeIHe OPIOLIHON CTEHKH, TIOBBILLEHUS YPOBHSI POTEUHYPUU J10
9,9 r/n, COD 53 mMm/4, neiikouuto3 15 Thicad, peOCHOK ObUT HaMpaBJICH Ha
o0OcnegoBaHNe B OOJACTHYIO AETCKYHO OOJIBHUILy MO MECTY >KUTEIbCTBA, IIE OBLI
Ha3HA4YeH MPEIHU30JI0H, OJTHOKPATHO B/B 60 MI/CyTKH, BAaJbHEUIIEM MEPOPATBHHO -
50 mr/cytku. Ilomydana gypocemus B/B. B cBsI3u ¢ HapacTaHWeM MPOTECUHYPUH U
OTEYHOTO CHUHJIpOMa HalpaBJicHA B CIEUUAIU3UPOBAHHOE JETCKOE
KapIMOPEBMATOJIOTHYECKOE OTAEICHUE ISl OATBEPKICHUS AUArH03a U KOPPEKIINHU
Teparuu.

32 3 wmecsna  nOpeObIBaHMA B CIEHUATU3UPOBAHHOM  JIETCKOM
KapJMopeBMaToNIOTUYecKoM cTaronape (8-10 mecsipl 007€3HH) - TPOBOIMIACH
myJibc-Tepanusi coiry-meaposnoM (tpu aus mo 500 mr B/B); nuxiodochan 1000 mr
BBOJIMJICS 4 pa3a (Kaxable 2 HelleNu), a 3aTeM B ToceayromeM oH BBoauics mo 800
mr 1 pa3 B 4 Henenu. Ho B moiaHoM 00beMe KypcoByro 103y B 11 BBeneHuil neBouka
HE TOJIydusa, B CBSI3M C HAJIMYMEM B TOT IMEPUOJ] OIMOSCHIBAIOIIETO JIMIIAs ObLI
HapylieH rpaduk BBeaeHU. B mocnenyromemM npoBOAMIOCH €KEMECIUHOE BBEJICHHUE
nukinodocdana (Bcero 3a roja BBEICHO 8 J103); cymMmapHas Jo3a I1ukiodochana
coctaBuia 6,6 rp (8,4 MI/KT), 4TO OE€3YCIOBHO MOXXHO CUWUTATh HEIOCTATOYHBIM.
ITocne BBemeHust ouepeaHoit no03bl nukiIopochana B moze 800 mMr ormMeuanach
BBIPOKCHHAs] WHTOKCUKAIIUS, B CBSI3M C 4eM OOoJibHas ObLa MepeBe/ieHa Ha UMYypaH
100 wr/cyr. Wmypan mnpuHMMana HENPOJODKUTEIBHO, adbHEHIINN mpuemM
MpEKpaTUiia u3-3a OTCYTCTBUSA Iperapara B allTeUHON ceTU. B Tepanuu BbIHYXIEHBI
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ObUIM BEpHYTbCA K mpuemy mpenHusonoHa 40mr/cytku B Teuenue 2-x mec. C
MOCJIETYIOIIMM CHIYKEHUEM TI0 2,5 MI' KaXK/ble 2 HEeIH.

[locne mepeHECEHHOro  IMCHXO3MOIMOHAJIBLHOTO  HampsbKeHus  (JeBouka
3aKaH4YMBaja IIKOJIY U MOCTyNaia B BbICIee yueOHOe 3aBeieHue), B Bo3pacte 16 jet
(mepBoe obocTpeHue, yepes 2 roja oT MOMEHTa JebroTa 3abojeBaHus) — PEeOCHOK
BHOBb T'OCIHUTAIM3UPOBAH B CIEUHUAIM3UPOBAHHOE JIETCKOE OTIECJICHHE B CBS3H C
MOSIBJICHUEM TPU3HAKOB 00OCTPEHHUs ayTOMMMYHHOTO Ipoiiecca. B ananuzax mouu
oTMeYajach CienoBas nmpoTenHypus, noseimenne COD go 35 mm/gac, nelHKoneHus,
Tpouueckue  HapymeHus  (OOyCIIOBJICHHBIE  TPOBEACHHEM  JIIMTEIIBLHOM
MOHOTEpAliid  METHNpeaoM).  Bo3oOHOBieHme  BBemeHus — nukiodocdana
COTIPOBOXAANIOCH BBHIPAKEHHBIMU TOOOYHBIMH SBJICHUSIMU. PexomMeH0BaHHOE paHee
CHIDKEHHUE J103bI METUIIPEa HE TIPOBEACHO, T.K. OTMEUEHO HapacTaHHE JCHKOIECHUU.
[lepexon Ha azaTHOINpHUH (MMypaH) ObUT HEBO3MOXEH U3-3a (PMHAHCOBBIX MPOOIIEM.
bbl1 pekoMeHI0BaH MpUEM METOTpeKcaTa, KOTOPbIA TakKe JIBOYKAa HE MpUHUMAaja
U3-3a OTCYTCTBUU B Mpojaxe. PeOEHOK mojyyan METHUIIpen, SHal — IOCTOSIHHO,
KaJIbIIEMHH aJIBAHC — €KEKBAPTAJIbHO.

Yepez 3 roma ¢ MoMmeHTa jae0roTa 3a00JieBHaus, COCTOSHUE JIEBOUYKU
YXYALIIWIOCh TOCTE IEPEHECEHHOW aHTMHBI (BTOpOE OOOCTpEHHuE), OTMEYajoch
noBeimenne COD go 30-25 Mm/4dac, yBenuueHue ypoBHs Oenka B moue a0 4,53 /7,
HaJU4Yhe MUKPOTeMaTypuu, HUIUHIAPYPHUH, MOBBIIICHUS YpOoBHs aHTUTed K AHA u
H/IHK, cHm>xeHust ypoBHS KOMIUIEMEHTA. YKa3aHHOE JUKTOBAJIO MOBBIIICHUE J103bI
Meturnpeaa A0 S5 T1alb/cytku  (25MI/CyTKHM), TPpPOBEIEHUE  IIyJIbC-TEPATUU
coymenposiom 1000 mr Ne3, mpuem azatuonpuna 150 mr, a 3atem 100 wmr/cyr.
PebGeHok BHOBb MOCTIMTATM3UPOBAH, MPOBOIUIOCH JICYCHHE, COCTOSHUE YITYUIINIIOCh.

Ha ¢one mpoBonumoil JIUTENbHOM MMMYHOCYIPECCUBHOW TEpamuu, AEBOYKa
ctana 4vacto nepeHocutb OP3/OPBMU, anrunel. Ilocie oyepenHoro mnepeHeceHus
anrubbl (depe3 3,5 roma oT aeOroTa 3a0oieBaHMS — TPEThE 00OCTPEHHE), peOCHOK
pa3BuBaeT KIuHUKY obocTperuss CKB 1 BHOBB MOCTyMaeT B CTaliioHap.

Ha d¢one npoBoaumoii tepanuu (ctom N5, mpemHu3oioH 25 MI/CyTKH,
azatuonpud 100 mr/cyT, kansiiemun 1 tab. 2 p/nens, munapanekc 500 mr 1 p/neHn
Ne3, BuyTpuBeHHo BBeaeH coimymenposn 1000 mr + dwuspactsop 0,9% 200 wmm,
WHTAIUNT, Ha(QTU3UH, TPAaxUCaH) COCTOSHUE peOEHKa HECKOJIBKO YIy4IImioch. B
CBSI3U C 4YeM, II0 HACTOSHHUIO poauTeiei u pebeHka (mpeacTosiias B y4eOHOM
3aBEJICHUU CecCusl), peOCHOK ObLI BBIMTUCAH TOMOM yepe3 18 maHei ¢ nuarno3om:

OcHosHoe 3a60/1e6anue: CUCMEMHAsT KPACHASL BOYAHKA NOOOCMPO20 MeYyeHUsl,
akmusnocms || cmenenu, nronyc-negppum, KoOdMCHBIU CUHOPOM (KANUILIAPUNIBL),
CYCMABHOU CUHOPOM.

OcnodicHenue 0CHO8HO20 3a001e8aHUSL: IK302EHHbIU 2UNEPKOPIMUYU3M.

Conymcmeyrowue 3abonesanusi: ¢apuneum. Huzkopocnocms comamoeenHo-
KOHCmMumyyuanoHo2o 2enesa. Juggysuoiii 306 | cm. Ilepsuunas onucooucmeHnopes,
oucmeHopesi  cpeoHell  cmeneHu.  IOMOYUOHANbHO-TAOUNIbLHOE — PACCMPOUCMBO
acmeHuyecko2o Kpyea opeanudeckozo eceneza. (Cxooawgeecs coopysHcecmeeHHoe
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Kocoeanazue 1e8020 21a3d, 2Unepmemponusl 8blCOKOU CMeneHUu, amMOIUONUs J1e8020
21430 8bICOKOLU CMenetiu.

JlaHbl ObUTM PEKOMEHJAIMHU IO TEpPaNuu: MPOJAOJDKUTH MPUEM MPEIHU30JI0HA
20mr/cytku; sHamanpuia 10 Mr 2 p/neHp NoCTOsIHHO; Kanbluil JI3 Hukomen - mo 1
Ta0 2 p/IeHb EXKEKBApTAJIbHO B TeueHHEe 1 Mecsia; OCBOOOIUTH OT 3aHATUH
bu3KyIbTypoit, oTpaboToK. KOHTpOIh KIMHUYECKMX AaHAJIM30B KPOBH M MOYH
exeHenenbH0. KOHTpoJIbHOE cTallmoHapHOE 00CIe0BAaHNE Yepe3 MECSIL.

B nmanpHeiimem peOeHOK HE SBWICS HA IIAHOBYIO TOCIIUTAIU3ANMIO (B CBS3H C
TSDKEJIBIMA MaTEPUATIbHBIMU U COLIUATBHBIMU OOCTOSITEILCTBAMM ).

OuepenHoe yXyalleHUE COCTOSIHUS (YeTBEpTOE 00OCTpeHue — yepe3 4 roga oT
MOMEHTa Je0roTa 3abojeBaHUs) BO3HUKIO Ha (one mepenecenuss OP3, aHruusl,
000CTpEHUSI XPOHUYECKOIO TOH3WIIJIUTA C BBICOKON Jmxopankoil. Jleuwnach Ha
JIOMY, CAMIITOMAaTHYECKH, 103y TIIOKOKOPTUKOCTEPOUIOB HE KoperupoBasin. OaHaKko
B CBS3U C MPOrPECCHUPYIOMIMM YXYIIICHUEM COCTOSHUS TOCTYIMJIA B OTEJICHUE
KapauopeBMaToysioruv. IIpu TOCTYIJIGHMM COCTOSIHME OYE€Hb TSDKEIOE, YTO
00YyCJIOBJICHO BBICOKOM aKTMBHOCTBIO BOJTYaHOUYHOTO Hepura. OOpalnaio BHUMaHHE
OTCYHBIM CHHIPOM (OTEKH KOHEYHOCTEH, BBIpa)KE€HHAs MACTO3HOCTh MSATKHX TKaHEH
JUIa, TYJOBHUINA acluT), oauroypus. CocTosHuE Pe3KO YXYIAUIUIOCh uepe3 CYTKHU
IOCJIe TOCHUTANM3AIMA — CTajdu OECIOKOUTh pe3Kue O0JIM B JKUBOTE Pa3IMTOrO
XapakTepa, pBoTa «KodeiHo rymiei», anypus. C eIl HCKIIOYEHHUS OCTPOM
XUPYPrUYeCKOW NaTOJOTMU OOJibHAs TEpeBeAcHAa B XUPYPTUUECKUM CTalroHap.
Jnaamuyeckoe HaOmogeHue W oOciaemoBaHre B TedeHHE 10 9acoB IMO3BOIHIN
HCKJIIOYUTh OCTPYIO XUPYPIHYECKYIO MATOJIOTHUIO KETyJIOYHO-KUIIIEUHOTO TpPAaKTa.
BriCcoknil ypOBEHb a30THCTBHIX IUIAKOB C TEHACHUHMEH K HAPACTAHUIO, BBIPAKCHHAA
runepkanvemusi, cHkenrne CK® no [Bapiy 1o 14 mii/MuH y O0JIbHOM C CUCTEMHOM
KpaCHOM BOJIYAHKOM, JTIOMyC-HEQPUTOM, XPOHUUYECKON MMOYEUHON HEAOCTATOUHOCTHIO
SIBJISUTUCH OCHOBAHUM JUIs 1epeBojia 0osibHOM B OAMUT miis mpomomkeHus Tepanuu
OCHOBHOTO 3200JIeBaHUs U PEIICHUS BOMPOCA O IPOBEACHUN IeMOIraIN3a.

AHaMmHe3 KU3HHM: PEOCHOK pPOXKACH OT JOHOIICHHOW OepemeHHOCTH. Pocna u
pa3BHUBaJIaCh HE OTCTaBasi OT CBEPCTHUKOB. IlepeHecna BETpsiHYIO OCITy, KpacHYXY,
gacThle  aHruHpl. OmnepupoBaHa MO  TOBOAY THOWHOro  JuMQaacHUTA,
OCJIO’KHUBIIIErOCsI cercucoM M orekoM Mosra. C 1,5 mer - xocornasme, ¢ 3 ner
CHIDKEHHE OCTPOTHI 3peHus. Mensis ¢ 13 ner, B mepBoe MOIyroane MHTCHCHBHON
TOPMOHAJIBHOW Tepanuy OCHOBHOTO 3a00JI€BaHMS - MEHCTpyaluid He ObUIo.
[Tonyuana neyenue (Butamu E) uepes 8 MecsiieB - MEHCTpyalliu BO30OHOBWINCH Ha
4 wMecsIeB, ¢ TMOCHEAYIOUIMM MpeKpalieHueM Ha roja. B Hacrosmiee Bpems
MEHCTpYallUH PETyJIsIpHbIC, BOCCTAHOBUJIUCH 4 MecsIIeB Ha3al.

CocrosiHre mnpu mnoctymsieHnd. Ha MOMEHT rocnuatiu3aidd B KIMHUKY
COCTOSIHUE OYEHb TSDKEJIOE 3a CUeT BOJHO-AJICKTPOJMTHBIX, META00JIMUYECKUX
HapymeHnd Ha ¢OHE OCHOBHOTO 3a0osieBaHus. B co3HaHuwu, Bsias, aguHaAMUYHas,
nmocTaHbiBaeT. JleBymika MpPaBWIBHOTO TEIOCIOXKEHUsA, (U3HUYECKOE Pa3BUTHE
JMCTOPMOHMYHOE 32  CYET  HHU3KOTO  POCTa,  BBIPAKEHBI  IPOSBJICHUSA
runepkopTuiin3dMa. KoXHbIe IMOKPOBBI OJIeHBIC, KammuiaspuThl. Ha koxke nwmma
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XapaKTEepPHBIA COCYIUCTBIA PUCYHOK O THUITY «0a00UKI», SPUTEMATO3HbIE JIEMEHTHI
Ha BEpXHEH TPETH TPYIHOM KIETKH B BHUJAE «IEKOJIbTE», JIMBEIO HA HUKHUX
KoHeuHOCTsIX. CTpuu Ha Koxe Oenep, mieyeil, »kuBora. [1acTo3HOCTh MATKUX TKaHEH
TYJIOBHINA, JUIA, KOHEYHOCTeW. CIM3HCTBIE BOKpPYT 3€Ba THIIEPEMHUPOBAHBI, Ha
MSTKOM HeOe mposiBieHHs aTo3HOro cromarurta. ['yObl pO30BBIE, CyXOBaThIE.
[lepdy3ust HOorTeBbIX JOK cHUXkeHa. He muxopagut. OT enpl OTKa3bIBaeTCsl, MbET
HEOXOTHO. PBoTa He nmoBTOpsAnack. B nerkux apixaHue yMepeHHO ociaalbiaeHo, Ooblie
B 0a3zanpHUX OTJENIaX, XPHUIbl HE BBICIYIIUBAINCh. TOHBI Cepilla MPUIIIYIICHBI,
PUTMUYHbBIE, YMEPEHHAs TaxuKapaus. JKUBOT yBEJIMYEH B pa3Mepax, MYIMOK CrIIa)eH.
[Tanpnanus MapeHXMMATO3HBIX OPraHOB 3aTPyJAHEHA 3a CYET B3IYyTHS KHILEYHUKA.
Ctyn KOpUYHEBBIH, NOTYKUJKUI. AHYpHS.

3a BpeMsl peObIBaHUs B CTALIMOHAPE OBLIO MPOBEAEHO MOHUTOPUHI OCHOBHBIX
KJIIMHAYECKUX U OMOXMMUYECKUX NOKA3aTeael KpOBU U MOYH.

I[I/IHaMI/IKa MokasaTeJiel KIMHAYECKOTO aHajin3a KpOBH.

Ananuz OpHur. ['emoru. (r/m) Tpom6. Jleiik. COD Mmm/u
1-it 4,56 139 177 9,7 25
2-it 4,06 113 239 10,3 15
3-it 3,39 99 156 8,2 20
4-i1 3,68 108 131 19,8 24
5-it 2,79 84 138 25,2 31
JlnHamuKa rokaszareiei KJIMHUYECKOr0 aHaInu3a MOYH.
Anami3 | Ph benok Caxap | Yu.Bec Jletik. Oputp. | Hunuuapsr
1-it HEHTP 3,73 - 1023 5-7 9-12 1-3
2-i Co1. xucn 0,63 - 1025 4-8 5-8 1-3

3a mepBble CYTKM HaOMIOACHUS B KapAMOpEBaMaTOJIOIMUECKOM CTallMOHape
muype3 coctaBiasiin 500 mi/cytku, 3a BTOpbl cyTku — 200 mur/cyTkm, 3a BpeMms
npeObIBAHUSI B XUPYPIMUECKOM CTaluoHape (B Ted 1- yaca) AMarHOCTUpOBaHa
aHypusl.

JlnHamuka OMOXUMHUYECKHUX ITOKa3aTeNeH

Ananus Kpeatunun MouecBuHa CKoD OO0uwmii CPb
KpOBH KpOBU 0enok
1-i1 0,096 6,8 73,1 Otp
2-1 0,204 21,1 34,16 47,4 2++
ITpoBeneH ceanc remoauanusa
3-it \ 0,545 \ 15,3 | 12,78 | 56,3 |

- Cocko0 €O CITM3UCTOM MOJIOCTH pTa - rpudbI poaa candida memHoro.

- Cnusb U3 3eBa ¥ Hoca — rpudsl poza candida 10%/m.
- PenrreHorpadust TpyaHOH KIETKH (B TOPHU3OHTAIBLHOM IMOJIOKCHHH) -
JErOYHBIE TOJI HA BCEM MPOTSKEHUU MPO3PAYHBI, JIETOUYHBIA PUCYHOK CTYIIEH
B 0azaibHBIX OTJEaX, CHHYChI CBOOOHBIIO.
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- Jlmnamuka noxasarener EKI': cuHycoBas taxukapausa. BonbTaX CHHKEH.
Hapyienus penosispusaii CUMIATUKOTOHMYECKOTO XapakTepa a TakKe Ha
¢done runokanmuemun (Puc.7.3). B guaumuke (Puc.7.4) 3apeructpupoBaHa He
cunycoBas Taxukapausi. CyllleCTBEHHOE CHUIKEHUE BOJIbTaXKA. YXYIIICHHE
MPOLIECCOB PENOJIIPU3ALINK — HApacCTaHUE TMIIOKCUH U TUTIOKAJIMEMUHU.
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PebeHOK KOHCYIBTUPOBAH Y3KUMHU CHEIUATUCTAMM:

- Hespounor: CHUHJIpOM BETE€TaTUBHOMN AUCPYHKIINH, acTEeHO-
HEBPOTUYECKUN CHHIPOM. JlaHbl pEKOMEHIUN.

JleBouka  KOHCYJIBTHPOBaHA  CICUUAIUCTAMH  KIMHUKHA.  3aKIIOYCHUE:
CUCTNeMHAsl KpACHAs 80IYAHKA (TTONYc-Hedpum, JI0NYc-2enamum, KOHCHbIL CUHOPOM
— Kanuausipumsl, cepo3umsl, NyibMoOHum), nodocmpoe medenue, axmusHocms ||
cmenenu. X311 V. XIIH |l cmenenu.

Bricka3biBaeTcss mpeanosiokeHue 00 OCTPOM TOBPEKICHUW TOYKHM Ha (HOHE
CHUCTEMHOM KpacHOW BOJYaHKH, XpoHHWYecKoro 3aboneBanus modek ¢ XIITH. Kaxk
CJIEICTBHE 9K30I'€HHOI'O BO3/ICUCTBUS WM BO3MOKHOTO HH(PEKIIMOHHOTO MpoIiecca.

Kpaiinss TsokecTh cocTOsiHUSI 00YyCIIOBUJIA MTPOBEICHUE CIIECAYIONICH Tepanuu:
npenHuzoiioHa 250 Mr/cyt B/B, MpemaparoB, YIYYIIAOIMHUX TMepPY3UI0 MOYKU
(meHToKCU(UIUTNH, TUIUPHUAAMOJI, JopaMUH 5 MKI/KI/MUH), ypocemMuaa B 103€ 10
15 mr/kr/cyt, ABT (uedtazumum), dbiaykoHa3oJ, TacTPOLEIUH ISl MPOPUIAKTUKA
CTPECCOBBIX 3B Ha (POHE KPUTHUUECKOTO cocTosiHus, ObecrneurnBanoch moaaep kaHue
aJIeKBaTHOT'O BOJIHO-DJIETPOJIMTHOTO OajaHca, KOJUIOUIHO-OHKOTUYECKOTO JIaBJICHUS
m1a3Mbl. [IpoBoaMIIHCH CEaHCHI TEMOIUATN3A.

CocrosiHuE TAIMEHTKHA MPOTPECCUBHO YXYIIAI0Ch 3a CUET Pa3BUTHS CHHIPOMA
MOJIMOPTaHHON HENOCTAaTOYHOCTHU (ITOYEHUHOM, CEplIeUHO-COCYAUCTOM, ABIXaTEeIbHOM,
uepebpansHoil Hepoctatounoctu, JIBC-cunnpoma). bonbHas nepeBenena Ha MBJIL
[IpoBomuTcss TMOBTOpHO ceaHC Temomuanusa. CoxpaHseTcss KpaWHSA TKECTh
COCTOSIHHS, aHYypHs, IPOTPECCHBHOEC HApAaCTaHWE YPOBHS a30THUCTHIX IIIJIAKOB,
CHUKECHUE nokasaresen HEHTPAITLHOMN reéMOJIMHAMUKH, YCUJICHHE
KHCIIOpOJI03aBUCUMOCTU.  [IpoBefieHne  ManpHEHIIMX  CEaHCOB  IeMOoJHAaln3a,
onTUMH3aIMs 0a3UCHON TEpay HEBO3MOXKHBI B BUJTY BBIPAKEHHOM TUIIOAMHAMUH.

B nunamuike HaOMIOACHUS aKTUBU3UPYETCS MHOTPOIHAS TOJIEPKKA MUOKapaa
c wucrnoib3oBaHueM nodamuHa B jgo3e a0 30 Mkr/kr/muH, gobyramuua 10-15
MKT/Kr/MUH, aapeHanuHa 1 Mkr/kr/mMuH. Pecimparopnas moaiepkka o0ecrednBaeTcs
B pexuMe KoHTposupyemoit Bentwisiiiuu ¢ FiO,=100%.

HecMmoTpss Ha mpoBOAMMYIO KOMILIEKCHYIO TEpaluio COCTOSHUE peOeHKa
MPOTPENNEHTHO yXyamanock. Pa3Buiack acuctomnus. KoMimieke peaHMMaMOHHBIX
MeponpuaTHid B  MOJAHOM  oObeme B TeueHue 30  muHyT  0Oe3
s dekra.3aperucTpupoBaHa OMOJIOTrHYECKasi CMEPTh.

3aKIIIOUUTENBLHBIA KIMHNYECKUN JUArHo3:

OcHO8HOU: cucmemMHas KpAacHas 8014aHKa (Monyc-Hegpum, onyc-2enamum,
KOJICHbBIU CUHOPOM — KANULIAPUMbL, CEPO3UMDbL, NYJIbMOHUN), NOOOCMpoe meyeHue,
axmusnocmo Il cmenenu.  lugpp MKBE 10— M 32.1

Ocnoocenue: X311 IV, XIIH Wl cmenenu. Cunopom noauopeanHou
HeodoCmamoyHocmu (HO4euHas, cepoeyHo-cocyoOucmasl, ObiIXameibHas, yepeopanoras
Hedocmamoyunocms, /[BC-cunopom,).

Jluacnos namonozoanamomuueckui:

OcnoeHnoe 3abonesanue: cucmemnast KpacHas 60JI4AHKA.
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Ipuuuna cmepmu: noruopeannas HedOCMamo4HOCMy

Ilamomopgonozuueckuti ouacnoz: CKB (cneyugpuueckuii 6onuanounslii Heghpum
C UHMEPCMUYUATbHLIM CUHOPOMOM, NepUapmepuaibHuill JIyKOBUYHbLIL CKIEPO3
Cele3eHKU, NOPAadiCeHue cocy008 MUKPOYUPKYIMOPHO20 PYCIA 8 8Ude KaANUIAPUMOas,
aApmepuoIUmos, 8eHYIUMos).

Donosas  namonocus:  KYWUHSOUO  (AMPOSEHHbI  SUNEPKOPMUYUIM),
XPOHUYECKAs. HAONOYEUHUKOBAS. HedoCmamoyHOCMb. Bmopuunoe
UMMyHOOehuyumnoe cocmosinue (pedykyus TUmM@PouoOHbIX GOoaIUKYI08 8 celle3eHKe U
JUMPOY31aX).

Ocnooxcnenue. aKMUHOMUKO3 JIe2KUX C NOpAadCeHuemM CmeHOK OpOHX08 U
NepUOPOHXUATILHBIM PACNPOCMPAHEHUeM HA JIe204YHYl0 napeHxumy. Xpouuueckas
noYeyHas HedOCMamoyHOCMb, OCIMPAsl NOYeUHAsl HeOOCMAMOYHOCIb, HePPOCKIEPO3
(nexpo3 u Hekpobuos 90% snumenuoyumos uzsumulx kanarvyes). {BC-cunopom.

3aKkiIroYeHue maTojioroaHaToMa: MpPU ayTONCHHM Tpymna pedeHka OOHapyKEHBI
MOP(OJIOTUYECKHE TMPOSBICHUS CUCTEMHON KpacHOW BOJMYaHKU (crenupuyecKuii
BOJTYAHOUYHBIA HE(MPUT € HWHTCPCTUIIMAIBHBIM CHHIPOMOM, IepHapTEePHATbHBINA
JYKOBUYHBIA  CKJIepo3  cene3eHk). (OCHOBHOE 3a00JieBaHHE  OCJIOKHUIIOCH
CIICAYIONIMMH TATOJIOTHYECKMMHU COCTOSHUSAMH: akTHHOMHMKO3 (Actinomyceslsraeli)
JIETKUX C MOPaXEHUEM CTEHOK OPOHXOB U MEPUOPOHXHUANIBHBIM PACIIPOCTPAHEHUEM
Ha JIETOYHYIO MNApeHXHUMY; XPOHMUYECKOW TMOYEYHOW HEIOCTATOYHOCTHIO; OCTPOU
MOYEYHONW HEJOCTaTOYHOCTHIO (BO3HMKIA B TEepMUHAIbHOU (a3e 3aboneBaHms);
JNBC-cunnpomom. IlonuopranHas HEIOCTaTOYHOCTh SIBUJIACh HEMOCPEICTBEHHOMN
MPUYUHON CMepTH peOeHKa.

Onwucanue MHKponpenapaToB TkaHu jerkux (Puc. 7.5,a,0): crenka Oponxa u
MpWICKANIEH K HEMY BEHBI TyCTO HWH(DWIBTPUPOBAHBI JICHKOIUTAMH, SBJICHHS
KapUOPEKCHCa; B TMPOCBETaX BETBAIIMECS HHUTH MHWICIAS aKTHHOMHMIICTA,
I[EJIOCTHOCTh CTPYKTYP B MECTE MHMUIBTPUPYIOIIETo pocTa rpuda HapyIleHa.

Onucanve K pUCYHKY 7.6: cele3eHKa - pemayKuus JTUuM(OUIHBIX (OJUTUKYIIOB,
pPE3KOE YTONIICHWE CTEHOK IICHTPAIBHBIX (OJNTUKYISPHBIX apTepHii 3a CYeT
MPOIIECCOB CKJIEPO3a U THAIMHO3A.

_ 7.5 a,0. Crenka OpoHxa
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PI/IC. 7.6. Cene3enka

Onucanve kx ¢oro 7.7.a,6. I[louku: TrIOMEpyNbI HECKOJBKO YBEIWYEHBI,
KaMWUISIPHBIC METIN 3HAUYUTEIHHO YTOJIIEHBI, UMEIOT BUJI MPOBOJIOYHBIX TETENb; B
MpOCBETE KaMWUIIPOB — THAIMHOBBIE TPOMOBI, B HEKOTOPHIX KIyOoukax -
CEeTMEHTApHBI THAIMHO3 W OYaroBblid (MOPUHOWAHBIN KAMMUISPHBIX TETElb.
OnuTennii KaHaJIbIEB 0YaroBO B COCTOSIHUU THIPOIINYECKON TUCTPODUN U HEKPO3a.

a 0

Puc. 7.7 a,0. IToukn

C yuerom maTrojIOraHaTOMUYECKOTO 3aKIIOYEHHUS, MOYKHO C YBEPEHHOCTBIO
YTBEPAUTCS B HaJUYUKM Y peOCHKa MH(PEKIMOHHOTO areHTa B BUJE aKTHHOMMKO3a
JIETKUX C MOPaXCHHEM CTEHOK OpOHXOB M MEPEeOpPOHXHAIBLHBIM PAacIpOCTpaHECHHEM
Ha JIETOYHYIO MMAPEHXUMY.

Jlumepamypuas cnpaska no KiuHu4eckomy Haoawoenuio Ne23

Unensr poma Actinomyces — (¢dakyJIbTaTUBHBIE aHA’pOOHBIE  TpaM-
MOJIOKUTENbHBIC, HECTTOPOOOPa3yIOIINe MPOKAPUOTUYECKHIE OAKTEPUH, OTHOCSIIIUUCS
K ceMelcTB Actinomycaetaceae. [IpeacraBurenu 3TOoro ceMmencTBa HaxXxoAiTCS B
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POTOIJIOTKE, >KEJIEJOYHO-KAIIEYHOM TpPAaKTE€ M IKEHCKHUX I[OJOBBIX OpraHax. B
3aBUCHUMOCTH OT JOKaJIM3alun MOPaKEHUS, OOJBIIMHCTBO
AKTUHOMUKOTUYECKUXUH(EKIUNA MO CYTH SBISIOTCS TOJUMUKPOOHBIMH. TepMun
«aKTHHOMHKO3» CKOpEE OIpeAensieT MNOJMAITHOJOTMYECKAN  BOCHAIUTEIbHBIN
CUHAPOM, 4YeM  TpocTo  3a0oyieBaHWE,  OTHOCAIIEECS K  OTIEIbHOMY
NaTOr€HETUYECKOMY MHUKPOOPTaHU3UMY.

bponxuanbHas 1 OpoHXONyJbMOHaIbHAs (hopMa Yaile BO3HHUKAIOT MEPBUYHO,
IpyU TOMAJaHUM BO3OYIUTENSl a’pOreHHbBIM IyTEM, M BTOPHUYHO — IIpH
pacnpoCTpaHEHUH NpoLecca €O CTOPOHbI NUIIEBOJAA, CPEAOCTEHUS U JPYrHX
JOKanu3auuid (MeIWacTUHAJIbHO-JIETOYHAs, IIEBPAJIbHO-JIErOYHas, a0JOMHHAIBHO-
nerounas ¢opmsl). [losBisiroTcs cmaboctb, cydeOpunbHas TemnepaTypa, Kamieib, B
Hayaje CyXxOW, 3aTeéM — CO CIHM3UCTO THOWHOW MOkKporou. Ilpm pasBuTon
KIIMHUYECKOW KapTUHE XapaKTEPEeH MyUYUTEIbHBIA OOJIE3HEHHBIN Kalledh CO CKYTHOU
MOKpPOTOM, MMEIOIIMI 3amax 3€MJId M NPUBKYC MEIH, BBICOKOM TEMIIEpATypoil,
CWIBHBIMHU OOJisiMH B OOKY (IIpH MOpa)KeHUM IUIEBphI). Bo3MoxxkHO QopmMupoBaHue
uHUIbTpaTa B 00JIACTU TPYJHOW CTEHKU C THOMHO-CYKPOBUYHBIM OTIEIISIEMBIM U
IpaHyJUPOBAHBIMHU YCThSIMU. AYCKYJIbTaTUBHO MOTYT OBITh JIOKAJIbHBIE CYXHE U/WIIH
BJIQ)XHbIC XpUIBl Ha (OHE KEecTKoro npixaHus. JlJis aKTMHOMHUKO3a JIETKHX
XapakTepHO Oa3alibHOE PACIIOJIOKEHHE MPOIecca WIM H30JUPOBAHHOE IMOpaKEHHE
OJIHOM 1011, B JajbHeilleM c pa3BuTueM nepuOponxuta. WHunbrpar
pacnpocTpaHsieTcs OT LEHTpa K nepudepuu, 3aXBaTbIBAET IUIEBPY, IPYJHYIO CTEHKY,
KoKy. B kpoBu onpenensercs neiikouutos, noBeimenue COJ. [Tpu 6poHxockonuu —
SHAOOPOHXUT, PETUIHOCTD U JepopManus OPOHXOB BIUIOTh /10 PA3BUTHS CUMITOMA
«amnyrauuu OpoHxa». Ha peHTreHorpamme NHEBMOHHMYECKash MHQWIbTpaLus, Kak
npaBuio, 0e3 YEeTKOro OTrpaHMyeHusi Mo cerMeHTtaMm. OT KapTUHBI MTHEBMOHUU
AKTUHOMHUKO3 OTJIMYAETCS JJIMTEIbHBIM TE€YEHUEM U OTCYTCTBUEM OBICTPOU peakuuu
Ha AHTUOMOTHUKH.

AKTUHOMMILIETBI HE  BBIICHSAIOTCA B OTKAUUIHHOW  MOKpPOTE  WJIM
OpOHXOCKONMYECKOM acnupaTe B CBSI3M C TEM, YTO A3TH 00paslibl Marepuaia
CYUIECTBYIOT HE B aHa’poOHbIX ychoBusix. UMrompHas acnupauus Win
TpancOpouxuanbHas ouoncus u KT, nnu acnupanus non koutpoiem Y3U noszBossier
YCHENIHO TOMYYNUTh KIMHUYECKUN Matepuain Juisi AUarHocTuku. J[roboi marepuan
JUI MCCJEeIOBaHUS Ha aKTMHOMHUUETHI JOJDKEH ObUT OBITh MOJY4YeH B aHa’pOOHBIX
ycioBusix. Bo3Oyaurens - He cnopooOpasyrolive Majoykd, pOCT HAYMHAKOT ¢ 5-7
TTHSI.

Panee akKTMHOMMIIETHI OTHOCHJIM K TpuOam, OJHAKO COBPEMEHHBIE METOIbI
CHCTEMAaTHKH BCE PAcCTaBHJIM IO MecTaM, W ceiuac Actinomyces israelii 3ansia
COOTBETCTBYIOILIEE MECTO Cpeau OaKkTepuil B COOTBETCTBUUM C €€ CTPOEHUEM U
¢dunorenueit. Kak u MHOTHE €€ POJICTBEHHUIIBI, 3Ta OaKTepusi 63001 IHA IO TIOPHI 10
BPEMEHHM, HO TMpPHU OMNPEJCICHHBIX OOCTOATEIbCTBAX CHOCOOHA IOCTAaBUTH MHOIO
HENPUSATHOCTEMN.

Actinomyces israelii oTHOCHTCS K TPaMITONIOKUTEIbHBIM (HaKyJIbTaTHBHBIM
aHa’poOHBIM OakTepusM poja aKTUHOMHUIETOB. dDopma KIETKH 3TUX OpPraHU3MOB
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HAallOMHMHAET (parMeHThl TPUOHOTO MHIIETHUS, IMO3TOMY paHEe HMX OTHOCHIN K
rpudaM, OJHAKO TIIATEJIbHOE H3ydyeHHe MOop(oJoruu W OUOJOTUM YOETUTEIHHO
J0Kazano OaKTepUabHYI0 TPUPOJY AKTUHOMHIETOB. A. israelii 01aromnoigydHo
OCBOWMJIa IIMPOKUNA JAHana3oH MECTOOOMTAHMM, KaK €CTeCTBEHHBIX, TaK M
AHTPOIOTCHHBIX. B MPUPOIHBIX yCIOBUSIX A. israelii 4acTo BCTpedaeTcs B IMOYBE,
PACTUTENBHON MOJCTUIIKE U MPOYMX pa3Jiaraloluxcsi OpraHMYeCKUX BellecTBax. JTa
OakTepusi aKTHUBHO pPACHpPOCTPAHSIETCS 4Yepe3 BOJHBIE CpEIbl U C TOMOIUIBIO
4yyieHUCTOHOTUX. Ee MoxHO OOHapyXuTh B (eKamusiX U CTOYHBIX BOJAX, IJI€ ATOT
OpraHu3M IPUHUMAET aKTUBHOE YYacTHE B IEPEpa0OTKE MUTATEIIbHBIX BEIIECTB.

A. israelii ABIS€TCS TAaK)K€ €CTECTBEHHBIM KOMIIOHEHTOM IMHUIIEBAPUTEIBHOTO
TpaKTa, MOJIOBBIX MyTeH W MHUKPO(DIOPHI MOJOCTH PTa 3J0POBOTO YENOBEKA. ITY
OaKkTepuIo TPYAHO KYyJbTUBHUPOBATH B JIAOOPATOPHBIX YCIOBHUSX, YTO 3HAYUTEIHHO
3aTPyAHSIET €€ U3yYEHUE U O HEW M3BECTHO €Ile JAJIEKO HE BCE.

HecMoTpst Ha OTCYTCTBUE SIPKO BBIPAKEHHBIX 00JIE3HETBOPHBIX HAKJIOHHOCTEH,
IIPU ONPENIETICHHBIX 0OCTOSITENIbCTBAX A.israelii IPOSIBISIET MAaTOTeHHbIE cBoMCTBA. K
npuMepy, MpU HAPYLIEHUH LEJOCTHOCTH CIU3UCTONM OOO0JIOUKHM BO BpeMs
CTOMATOJIOTUYECKUX WJIM TaCTPOIHTEPOJOTMUECKUX TMpoueayp Oakrepuss B
COYETAaHUU C JPYTUMU [ATOT€HHBIMH MHUKPOOPTaHU3MaMU MOKET BBI3bIBATH
uHunpoBanue panbl. [lonaraior, 4yto A. israelii sBasiercs npuyuHON 56%
aKTMHOMHUKO30B. IlopakeHHsI pa3BUBArOTCS B POTOBOM IOJOCTH, JIETKHX, OpraHax
OpIOIIHOM TMOJIOCTM W Ta3a, BBI3bIBas a0CHECChl M IUIOTHBIE OIyXOJENOJI00HbIE
o0pa3oBaHMsl, KOTOpPHIE 3a4acTyl0 OLIMOOYHO MPUHUMAIOT 3a 3JI0KAYE€CTBEHHBIC
OIMyX0JIM. AKTUHOMHUKO3bI JOCTATOYHO TSXKEJIO TUArHOCTUPOBATH.

Eme oaun croco6, ¢ moMoIibio KOTOPOTo JaeT o cede 3HaTh A. israelii, CBA3aH
c ocobeHHocTssMu ee Mmopdosiornu. KoJioHHS KIETOK B BHJIE€ BETBSIIUXCS H
MepervieTalonmXxcd HUTel crocoOHa popMUpoBaTh OMOIUIEHKY. KI'yTHKOIOAOOHBIE
OENKOBbIE CTPYKTYpbl Ha TOBEPXHOCTH KIETOK CIIOCOOCTBYIOT 00pa3oBaHUIO
HUTEBUJIHBIX KOJIOHUH M MO3BOJIAIOT OAKTEPUM 3aKPEIUISITHCS HA PA3TMUHBIX TKaHSIX
OpraHusma, B TOM 4YHCJIE€ Ha 3MaiMu 3y0oB M uMIuIaHTaTax. OcoOyi OmacHOCTh
OMOIUIEHKM W3 aKTUHOMMIIETOB MPEJICTaBISIOT HAa TIOBEPXHOCTH IPEIMETOB,
MMIUTAHTUPOBAHHBIX B YEJIOBEYECKUM OpraHuU3M. Y KEHIIWH C BHYTPUMATOUYHBIMU
CHOUPAISIMU 3a4acTy0 Pa3BUBACTCS aKTMHOMHKO3, IMarHOCTHKA KOTOPOTO BBI3BIBAET
3arpyaHeHus. [lpu 3TOM B HOpManbHBIX YCIOBHSX A. israelii siBIsieTCS OOBIYHBIM
KOMITOHEHTOM BarHaJIbHOM MUKPO(IIOpPHI.

Ctout OTMETHUTh, YTO UH(DEKIIUH, BbI3bIBAEMBIC A. israelii, BCTpEUYaloTCs PEIKO
1 OOBIYHO Pa3BUBAIOTCS Yy OCIAOJIEHHBIX JIOJEel (MMMYyHOcynpeccus). TiiarenbHas
TUTHEHA TOJOCTH PTa MOXET MPEJOTBPATUTh HEKOTOPhIE (POPMBI aKTHHOMHKO3A,
BbI3BaHHbIe A. israelii. Kpome Toro, A. israeliiayBCTBUTENbHA K TEHUIWIUIUHY,
aMIUUWJUIMHY, TETPALMKIMHAM, XJIOPaM(PEHUKONY, KIMHIAMHUIMHY U OTACIbHBIM
amMuHorMKo3uaaM. OJIHAaKO JIedeHHEe aKTHHOMHMKO30B C TOMOIIbIO aHTUOMOTUKOB
MOXET 3aHATh JUIMTENBHBIA MEPUOJ, BILUIOTh OO TroJa. 3a 3TO BpeMs y MalHeHTa
MOTYT BO3HHKHYTb Jpyrue mpoOjembl, Yyxke OOyCIIOBJICHHbIE JEeHCTBUEM
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aHTHOMOTUKOB. Ecnmm Takas Tepamusi HE OKas3blBaeT MOJDKHOTO dddekra, TO
a0cIIeCChl, BRI3BAHHBIC A. israelii, yTanstoT XUPYPrHUECKUM ITyTEM.

Cucremnas kpacHas Bonuanka (CKB) — cucremMHOe ayTOMMMYHHOE
3a001€BaHUE HEU3BECTHOM HSTHUOJIOTMH, B OCHOBE KOTOPOrO JICKHUT T€HETUUYECKU
0OyCIJIOBJIGHHOE HapylIEHWE HMMMYHHOH pEryJsiiy, OIpeensionee o0pa3oBaHHe
opraHonecnenupuyeckux AT K aHTHUreHaMm sJiep KJIETOK C Pa3BUTHEM HUMMYHHOIO
BOCMAJICHUSI B TKAaHSAX MHOTUX OpraHoB. Y JeTedl XapakTepuszyercs ObICTpou
reHepaIu3alell  MaToJIOTMYECKOrOo  MPOIecca,  TSHKEJIBIMH — BHUCIEPATbHBIMU
MPOSIBIICHUSIMU, SPKUMH  TEPUDEPUICCKAMUA  CHHAPOMAMHU, THIICPUMMYHHBIMH
KpuzamMu. MopdosoTuuecKoii OCHOBOW 3a00JICBaHUS SIBIISICTCS YHUBEPCATbHBIN
KalWUIAPUT C XapakKTepPHOM SIACPHOM MATOJOTHEN M OTJI0XKEHUEM HMMYHHBIX
KOMIUIEKCOB B OUarax moBpeXICHUS TKaHEH.

CKB — naubonee yacto BcTpeyaroiieecs: 3a0071eBaHuE U3 TPYIIbl CHCTEMHBIX
3a0oneBaHuil coenuHUTENbHOM TKaHu. Pacmpoctpanénnocts CKB y nereér B
Bo3pacte oT 1 g0 9 ner cocrasuser 1,0-6,2 ciaydaeB, a B Bo3pacte 10-19 ner — 4,4-
31,1 cinygaeB Ha 100 000 yenoBek neTCKOro HaceleHHUs, a 3a00JIeBaeMOCTh — B
cpeaaem 0,4-0,9 caydaeB Ha 100 000 yenoBek aerckoro HaceneHusi B roa. CKB
PEAKO MOpaXKaeT JIeTel JTOMIKOJIBHOTO BO3pacTa; MoabEéM 3a00JIeBA€MOCTH OTMEUAIOT
c Bo3pacrta 8-9 net, HauboJiee BBICOKHE TMOKazaTenu (GUKCHUPYIOT B Bo3pacte 14-18
aet. CKB 0omeroT npeuMyIecTBEeHHO AEBOYKH, COOTHOIICHHE OOJBHBIX JIEBOYEK U
MaJIBYMKOB B Bo3pacte 10 15 ner cocrasnser B cpeanem 4,5:1.

[IpuuuHa 3a00€BaHUs IO HACTOSIIETO BPEMEHU OCTAECTCS HEBBIICHEHHOU. B
MOCJIEAHUE TOAbl JUCKYTUPYETCS BOMPOC O POJM BUPYCHOM MH(EKIIMU B Pa3BUTUU
CKB. OmnpeneneHHass poib OTBOAWUTCA HEKOTOPBIM JIEKAPCTBEHHBIM IIPEIIapaTaM:
aHTUOWOTUKAM, Cyib(aHuIaMuIaM, TPOTUBOCYJIOPOKHBIM U TUIOTCH3UBHBIM
cpencTBam (TUapalia3vH), a TAKXKe BaKIMHaM, Tamma-Tino0ynuny. Kak npaBuso, posb
MIyCKOBOTO MEXaHW3Ma OHHU MPUOOPETAIOT Yy JIMIl, UMEIOIIUX WHIUBUIYAIbHYIO
MOBBIIICHHYI0 YyBCTBUTEIBLHOCTh K PA3JIMYHBIM JK30T€HHBIM (aktopam. Tomadkom,
HO HE WCTHMHHOW MNPUYMHON 3a00J€BaHUS MOTYT SIBUThCS U TaKWe BO3ICHCTBUS
BHEIIHEN Cpellbl, KaK JJIUTENIbHAs MHCOJIALMS, MEPEOXTKICHUE, ICUXUYECKass WIH
¢usmueckass TpaBmMa u T. A. HeoOXoauMo MOMHUTH, YTO BCE TEPEUUCIICHHBIC
MOMEHTBHI TPUOOPETAIOT OCOOYI0 3HAYMMOCTh B MEPUOJ MyOepTaTHOTO Pa3BUTHS
pebeHKa, KorJla UMEIOT MECTO OOJIbIIIMe TOPMOHAJIbHBIC CABUTY U (hU3UOJIOTHYECKAs
ajuiepruzanus oprannuzMa. CoBpeMEHHbIEC UCCIIEIOBaHUSI YCTAHOBUIIM CBOEOOpa3HbIE
KOHCTUTYIIMATbHO-CEMENHBIC OCOOCHHOCTH PEaKTUBHOCTH OpraHu3Ma,
criocoocTBytomue pa3putuio CKB. KocBeHHBIM CBUAECTEIBCTBOM HACIEICTBEHHOM
MPEPACIOIOKEHHOCTU K 3a00JIEBaHUIO SIBJIAIOTCA Clydad '"CeMeWHOW'" BOJIYAHKH,
pasButue CKB y opHOsHIEBBIX OJM3HEIIOB, a TakKe IOBBIIIEHHAs YacToTa
peBMaTHU3Ma, PEBMATOMIIHOTO apTputa u Jpyrux ¢opMm aud@y3HbIX OoJe3HEH
COCIMHUTEILHON TKaHU CPEIH POJICTBEHHUKOB MTPOOAHIOB.

B macrosimiee Bpemsi oOIIENPU3HAHHON SBJISETCSI UMMYHOJIOTHYECKAsT TEOPHS
pazsutusi CKB, corimacHo KOTOpo#l akTHBAIUs W MPOTPECCHPOBAHME 3a00JICBAHUS
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00yCIIOBIIEHBI 00pa30BaHNEM UMMYHHBIX KOMIUIEKCOB, BKIIFOUAIOIINX ayTOAHTUTENA,
CIIOCOOHBIE B3aMMOJIEUCTBOBATH C SIAPOM KIIETKHU (aHTUHYKJIeapHbIi pakTop - AHD)
WIKM  OTACIBbHBIMU ero KoMmmoHeHTamu. Ocobas maToreHeThyeckas  poiib
NPUMKUCHIBACTCS ayTOAHTUTENAM K JI€30KCUPUOOHYKIenHOBBIM KkucinoTaM (JIHK)
a5iep COOCTBEHHBIX KJIETOK Makpoopranuszma. Cama no cebe [JHK sBnsiercs crnaGbim
AHTUTEHOM, HO €€ CIIOCOOHOCTh CTUMYJIMPOBATH BHIPAOOTKY aHTUTEN YCUIIMBAETCS B
CBSI3U C BHEIpPEHUEM BHpyca B KieTKy. BzammoneiictBue JIHK-anTuten c sanpom
KJIETKW MPUBOJUT MOCJIEAHIO K THOEIHU U BBIXOIY B KPOBOTOK SIAEPHOTO JETPUTA.
Ockonku siaep, oOHapyKEHHBIE B TKaHSIX, MPEICTABISIOT COOOW TaK Ha3bIBACMbBIC
reMaTOKCUJIMHOBBIC TEJbIIa - maTorHoMoHn4YHbIN ipu3Hak CKB. AmopdHras saepras
cyOctaHuusa mnoaBepraercs (HaronuTo3y, KOTOPBIA MPOXOAUT CTAAUI0 PO3ETKHU:
BOKPYT SJICPHOTO AETPUTA CKAIUIMBAIOTCS JIEUKOLMTHI, 3aTEM OJWH U3 JICMKOLIMTOB
(daronuTHPyET ACTPUT U TPEBPAIACTCSA B BOTYAHOUHYIO KJIIeTKy. O0 MHTEHCUBHOCTH
dbopMHUpOBaHHUST MMMYHHBIX KOMIUIEKCOB KOCBEHHO CYAST IO COJEPKAHUIO
CBIBOPOTOYHOTO KOMIUIEMEHTA WJIA €r0 KOMIIOHEHTOB, I10J1aras, 4To MaJcHue ypOBHS
MOCEAHUX OTPAXKaeT YTUIIU3ALMI0 KOMIUIEMEHTA B PEAKUUSIX AHTUTEH - aHTUTEIO.
Huskuil ypoBeHb KOMIUIEMEHTA HapsAy C NOBBILICHHBIM TUTpoM aHnTuTeN K JIHK mn
AH® sBnsercs cBuperensctBoM aktuBHoctu CKB. OOpa3zoBaHne HWMMYHHBIX
KOMILJIEKCOB, COCTOSIIIINX MPEUMYIIECTBEHHO M3 UMMYHOTrJI00yInHOB G, pexxe M, a
takke JHK-aHTHUreHa u KOMIUIEMEHTA, MPOUCXOAUT B KpoBOTOKE. OcaxkaeHue
MMMYHHBIX KOMIUIEKCOB Ha 0a3zajibHOM MeMOpaHE COCYJI0B MHUKPOIUPKYISTOPHOTO
pycia pa3auyHbIX OPraHOB M CHCTEM MPUBOJUT K UMMYHHOMY BOCIAJICHUIO B HUX.
Kpome Toro, comyrcTByrommi, Kak IpPaBUiO, CHUHIPOM JTHUCCEMHUHUPOBAHHOTO
BHYTPUCOCYAUCTOTO CBEPTHIBAHUS KPOBU CIIOCOOCTBYET MIIEMHH TKaHEH U
reMopparvsiM B opralax 0yaroiapsi OTJIOKEHUsIM prUOprUHA U MUKPOTPOMOUPOBAHUIO
KalWUIApOB, apTEepUOS M BEHYJI. DTOT CHUHAPOM BCErJa SIBJISIETCS BTOPUYHBIM IO
OTHOIIEHUI0O K WMMYHOIIATOJOTUYECKOMY MPOIIECCY M MO CBOEMY MOAUQPUIUPYET
KJIMHAYECKYI0 KapTuHy 3a0osieBanus. Hapsimy ¢ 0COOEHHOCTSIMH TyMOPaJIbHOTO
MMMYHHUTETAa  ompeieneHHas  poiab B maroreHeze  CKB  orBomutcs
TUNIEPYYBCTBUTEIBHOCTH  3aMeMJIeHHOro Tuma. (OHa  BbIABISETCA  BBICOKOM
cencuOmmzauern mumdonuro k JIHK, a Takxke ¢ moMoOlIpi0 JIpyrux TECTOB.
OnHOBpeMEHHO HAOJIIOMAETCS CEJEKTUBHAS JICTIPECCUsl KIJIETOYHOTO HMMYHHTETA.
Yucino T-numdornuToB-cynpeccopoB B mepudepuueckoidl KpPOBU CHIDKEHO, YTO
npeaonpeneseT U30bLITOUHYIO MPOAYKIIUIO aHTUTEN B-mumdonuramu.

Xapaktep TeueHus u creneHb aktuBHocth CKB  ycranaBnmBaroT B
cooTBeTcTBUM ¢ Kiaccudukanuen B.A. HaconoBoii (1972-1986). Xapakrep TeueHus
ONPEAEISAIOT C Y4ETOM OCTPOTHI Hayaja, BPEMEHU HACTYIUICHUSA TE€HEpaIu3alvu
mporiecca, 0COOCHHOCTEH KIMHUYECKOW KapTUHBI U CKOPOCTU MPOTPECCHPOBAHUS
3a0oneBanus. Boigenstor 3 Bapuanta teueHusi CKB:

* OCTpPBIA - C BHE3aHBIM HAYaJoM, OBICTPONM TeHepalu3aluel wu
dhopMHUpOBAaHHEM  TOJHCHUHAPOMHOW  KIMHUYSCKOM  KapTHUHBI, BKIFOYAIOMICH
nopakenue modek u/miu I[{HC, BBICOKOW HWMMYHOJOTHYECKON AaKTHBHOCTHIO H
HEPEJKO HEOJAroMpUsSTHBIM UCXOJO0M MPU OTCYTCTBUU JICUCHHUS,
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* TIOJOCTPBIA — C MOCTEMEHHBIM HayaloM, Oojiee MO3AHEN TeHepaln3alue,
BOJIHOOOPA3HOCTHIO C BO3MOKHBIM PAa3BUTHEM PEMUCCUU U 0oJiee OIaronpusiTHHIM
IPOTHO30M;

* IMEPBUYHO-XPOHUYECKHUM — C MOHOCHUHAPOMHBIM HA4YaJIOM, MO3JHEU U
KJIMHUYECKU MaJOCUMIITOMHOM TeHepaiu3aluel U OTHOCUTEIBHO OJaronpusiTHbIM
NporHo3oM. Y jeTel B OOJIBIIMHCTBE CIy4aeB OTMEYAIOT OCTPOE U MOAO0CTPOE
teueHne CKB. Bpiaendror creayomme KIMHUKO-UMMYHOJOTHYECKUE BApHUAHTHI
0011e3HH.

[Tomoctpas xoxHas Bouanka (Subacute lupus erythematosus) — cyotun CKB,
XapaKkTepu3yronmncs pacrpocTpaHEHHBIMU NaIyJI0CKBaMO3HBIMU W/
aHYJISIPHBIMU MOTUIUKINYECKUMHU KO>KHBIMU BBICHITIAHUSIMU u
(OTOUYBCTBUTEITHLHOCTHIO TPHU OTHOCHTEIBHONH PEAKOCTH PAa3BUTHS TSKEIOTO
Hepura i mopaxkenus [[HC. Ceponormdeckuii Mapk€p 3Toro 3a0oJieBaHUS —
antutena (AT) k Ro/SSA.

HeonatampHast Bonvanka  (neonatal lupus) —  CHHIPOMOKOMILIEKC,
BKJIFOYAIONIUI SPUTEMATO3HBIE BBICHIMAHMS, MOJHYIO MOMEPEeUHy0 OJIOKaay cepiia
W/WMU  JpYyTUe CHUCTEMHbIE TMPOSBICHUS, KOTOPbIE MOTYT OBITh OTMEYEHBI Y
HOBOPOXKAEHHBIX OT Matepedt, crpagatomux CKB, Oonesnbto Illlerpena, apyrumu
PEBMATUYECKUMH 3a00JICBAHUSIMU, WM KIMHUYECKA ACHMIITOMHBIX Marepeil, B
CBIBOPOTKE  KpoBH  KkoTopeix  coxaepxkarcsi AT  (IgG) k  sanepHbIM
pubonykieonporenaam (Ro/SSA wmm La/SSB). IlopaxkeHue cepiamia MOXET OBbITh
BBISIBJICHO YK€ MPU POKJICHUH peOEHKaA.

JlekapcTBEHHBIN BOJYAHOYHONOAOOHBIH cuuHapoMm  (drug-induced lupus)
XapaKTepu3yeTcsl KIMHUYECKUMU U JIA0OpaTOPHBIMU TMPU3HAKAMHU, CXOIHBIMHU C
uauonaruueckot CKB, wu pa3BuBaercs y OonbHbIX Ha (¢GOHE JEUYCHUs
onpeIeIEHHBIMU JIEKapCTBEHHBIMU npenapaTaMu: AHTUAPUTMHUYECKUMHU
(mMpoKanHAMHJIOM, XUHUITHOM), AHTUTUIIEPTEH3UBHBIMU (ruzpanazuHOM,
METHUJIONA, KaTOIPUIOM, YHAIAMPUIIOM, aTEHOJIOJIOM, JTA0ETAI0IOM, MPA303UHOM U
1p.), TCUXOTPONHBIMH (XJIOPIPOMA3HHOM, TepPEeHA3HHOM, XJIOPIPOTHUKCEHOM,
KapOOHATOM JIUTHSA), aHTUKOHBYJIbCaHTaMU (KapOaMa3enuHoM, (PEHUTOMHOM H JIp.),
aHTUOMOTUKAMU  (M30HMA3UIOM, MUHOIMKIMHOM), TPOTUBOBOCHAIUTEILHBIMU
(MeHUITMILIAMHUHOM, Cyib(acaaazuHoM U Jp.), TUYPETHKAMU (TUIPOXIOPOTUAZUIOM,
XJIOPTAJTUIOHOM ), TUTIOIUITUAEMUYECKUMH (JTOBACTATUHOM, CUMBACTaTUHOM) U JIp.

[TapaHeoracTUUeCKUi BOJTUAHOYHOTIOJAOOHBIH CUHIAPOM HMMEET KIMHUYECKHUE
u JabopatopHble npusHaku, xapaktepubie a1 CKB, u MoxeT pa3BUBaTbCs Yy
OOJIBHBIX CO 3JI0Ka4€CTBEHHBIMU HOBOOOpa30BaHUAMHU. Y JETEl BCTpeyaeTcs KpaiiHe
penKo.

CucteMHas KpacHasi BOJTYaHKa y JIeTel MmopakaeT MPEeUMYIIECTBEHHO JIEBOYEK,
KaK 1 BOOOIIIE JIUI] )KEHCKOTO M0J1a; MAIbYUKH U MY>KUYHMHBI COCTaBJISIOT Julib 5-10%
ot oOmiero uncia 60pbHBIX. CaMBbIM YSI3BUMBIM CUUTAETCS BO3PACT MAKCHUMAIbHOU
(U3MOTOTUYECKONW aKTUBHOCTH, BKJIIOYAs W MyOepTaTHBINA mepuoa. Tem He MeHee
CKB BcTpeuaeTcs MHOTAA CPEAM JIE€TEH MEPBBIX MECSILEB M MEPBBIX JIET KU3HMU.
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[Togpem 3abosieBaeMOCTH CpelM JeTel HaYMHAEeTCs C 9-IeTHEro BO3pacTta, MUK €€
npuxoautcs Ha 12-14 ner.

Knunnueckas KapTUHA CKB XapaKTepU3yeTcs BBIPXKEHHBIM
noimuMoppusMoM, ojHako moutd y 20% ngereir HaAOIOAAIOT MOHOOPTaHHbBIE
BapuaHThl Je0roTa 3abosneBaHusa. TedeHue O0Je3HM OOBIYHO BOJIHOOOpa3HOE, C
yepeloBaHueM MepuoaoB oOocTpenuit u pemuccuil. B nenmom CKB y nerei
oTiMyaeTcsi 00Jee OCTPhIM HAyajJoM U TeYeHueM 0oJie3HH, Oosiee paHHEH U OypHOU
reHepau3areil 1 MeHee 0JaronpUsATHBIM HCXOJA0M, YeM Y B3POCIIBIX.

O6mue nposBiaeHus. [lepBpiMM cUMITOMaMM Hadayia 3a00JICBaHUS WM €ro
obocTpeHrst 'y  OOJNBIIMHCTBA  JeTedl  ObBaroT  Jmxopaaka  (0OBIYHO
MHTEpPMUTTHUPYIOIIAs), HapacTaroias ci1adbocTh, HEJOMOTAHUE, CHIKEHUE alIeTuTa,
YMEHBIIICHUE MACChl T€J1a, YCUJICHHOE BhIMaJeHUE BOJIOC.

[Topaxxenue koxu U €€ npuaaTkoB.KoKHBIM CHHAPOM, OTMEYAEMBIN y JETEH C
CKB, otiuvaetcsi 60ab1IUM pa3HooOpasueM. BomuanouHas «06abouka» - Hanbosee
xapaktepHoe nposisiienue CKB, kotopoe otmedaroT y 80% 601bHBIX, 13 HUX Y 40%
— B nebwoTe 3aboneBanus. «babouka» mnpenacTaBiasieT coOOM CUMMETPUYHbBIE
APUTEMATO3HbIC BHICHIITAHUS Ha KO JIUI[A, pacrojiaralonecs: B CKyJI0BOi o0actu
1 00J1aCTH TIEPEHOCHUIIbI, IO PopMe HaroMuHarmue Gurypy 6adodku ¢ pacKpbITHIMU
KPBUIbSIMU; BBICHITIAHUSI MOTYT PACHPOCTPAHITHCS 3a MPEAEIIbl CKYJIOBOM 00J1aCTH Ha
KOXy Ji0a, 1oa0opojKa, CBOOOJHOTO Kpas YIITHOM pakoBUHBI M €€ MOYKH.
Bomyanounas «0a00ouyka» MOKET ObITh B BUJE:

* JPUTEMBI, MPOSABIISAIONICHCS THUIEPEMUEH KOXU € UYETKO OUYEepUYCHHBIMU
rpaHuLlaMK, UHQWIbTpauuen, (OJUTMKYISIPHBIM THUIEPKEPATO30M C IMOCIEAYIOLIEH
pyO110BOI1 aTpodueii;

* SIPKOTO POKUCTOTO BOCHAJIEHUSA ¢ MHPUIbTpAIUEH, TUTIEPEMUEH, MEIKUMHU
HEKpPO3aMU, MOKPHITHIMU KOPOUKAMHU, U OTEKOM JIUIIA;

* IEHTPOOEIKHOM IPUTEMBI CTOUKUX IPUTEMATO3ZHO-OTEYHBIX TISATEH C HEPEIKUM
(bOJUTUKYISPHBIM TUTIEPKEPATO30M, PACIIOIATAOIINXCS B IIEHTPE JIUIIA;

* BAaCKYJUTHOM «0a00YKW» — HECTOMKOTO pa3IUTOr0 IMOKPACHEHUS C
[IMAHOTUYHBIM OTTEHKOM B CpEIHEW 30HE JIMIA, YCWIMBAIOMIETOCS MPHU BOJIHEHUH,
BO3JCICTBUM HWHCOJSIUUA W JIp. OPUTEMATO3HBIC BBICHINAHUS TaKXKE MOTYT
OTMEYaThCsl Ha OTKPBITHIX YYaCTKaX KOXKM: BEpXHEH TPETH TPy U CIUHBI (00J1aCTh
«JIEKOJIbTE» ), HAJl JIOKTEBBIMH U KOJICHHBIMHU CyCTaBaMH.

Ha xoxe OonpHbix CKB Morytr ObITh M HecneUM(PUUECKUE aUIEPTHUECKHUE
MPOSIBJICHUSI, TAKHUE, KaK SipKasi MPaMOPHOCTh, KpalMBHUIIA UM KOPEMOAOOHAS ChIIb.
Cocynucteie HapymieHus, cuaapoM JIBC u TpoMOOLMTONEHUST MOTYT MPUBECTH K
MOSIBJICHUIO TE€MOPPAruyeCcKou ChIMU, Pa3BUTHIO KAWJUISIPUTOB C MUKPOHEKPO3aMHU
Ha MOJyIIeYKax MajbleB PYK U Ha JaJ0HSIX; o0Ias TUCTpOodusi MPUBOIUT K CYXOCTH
Y HapyIIeHUIO TUrMeHTauu. Hapsay ¢ koxel nmopaxarorcs U ee npuaaTku. Bosocsr
YCUJIEHHO BBINAAAlOT, YTO YacTO 3aKAHYMBAETCS THE3AHOW IUJICHIMBOCTBIO M Jaxke
MOJIHBIM 00JbIceHneM. Hortu craHoBATCS AUCTPOMOUYHBIMH, JIOMKUMHU, TOSBIISCTCS
MoTiepeyHasl UCUePUYEHHOCTh. B Tpoilecc BOBIEKAIOTCS CIM3HUCTBIC OOOJIOYKU TYO,
pTa, BEPXHUX JIBIXATEIbHBIX IMyTEH U TOJOBBIX OPTaHOB.
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[Topaxenust cycraBoB. OHUM M3 MEPBBIX U HaHOOJIEE€ YACTHIX KIMHUYECKUX
NPU3HAKOB OOJIE3HM SBISIETCS CYCTAaBHOW CHHAPOM B BHUJE apTPAITHU JIETY4YEero
XapakTepa, OCTPOro WM MOAOCTPOro apTpUTa U MEPHAPTPUTA C JIETKUMHU, MOAYAC
NPEXOIAIINMH, JKCCYNATUBHBIMU sIBICHUSAMH. [lopakaroTcs Kak MeENKHe, Tak U
KpPYIIHBIE CyCTaBbl. BOMYaHOYHBIN apTPUT HE HOCHUT MPOTPECCUPYIOIIETO XapaKTepa.
Jlebopmariyisi CycTaBOB 3a CUET MNEPUAPTUKYISIPHBIX H3MEHEHHWI pa3BUBAacTCs B
UCKITIOUUTEIBPHO PEIKUX ClydasX Jake MNpU MHOTOJIETHEM TEUYEHUH OOJIE3HHU.
PeHTreHorpaMMbl OOBIYHO OTpa)kalOT COXPAHHBIE CYCTaBHbBIE XPSIIU, OCTEONOPO3
TOW WJIM UHOM CTETEHMU.

[TopaxeHnue cepo3HbIX 000JIOUYEK BCTpEUYAeTCs HACTOIBKO YacTO, YTO HAPSAY C
apTPUTOM M JEPMATUTOM CEPO3UT COCTABIIET TAaK HA3bIBAEMYI0 Malyl0 TpHUaLy,
BecbMa xapaktepHyto ansi CKB. Oco0eHHO 4acTo B KIMHUKE PACTIO3HAIOTCS MJICBPUT
U TEPUKAPIUT, HO MO ayTOICHYECKUM JaHHBIM KaXKIbI M3 HUX PEIKO OBbIBacT
M30JIMPOBAHHBIM U IOYTH BCErJa COYETAETCS C MEPUTOHUTOM, NEPUTENATUTOM HIIH
NEPUCIITICHUTOM. BoOT4aHOYHOMY CEpO3UTYy CBOWCTBEHHA 3(EMEPHOCTb; B PEAKHX
CJlydasix OH IIPOTEKAET TSHKEJO ¢ OOJIBIINM CKOIUIEHUEM KHUJIKOCTH B MOJIOCTSX.

W3 Bucuepanbubix nposBiaeHMHCKB Hanbonee yacTbiM sBIS€TCS KapIuT.
[TopaxaTtbcst MOryT Bce TpU OOOJIOUKM cepAala, HO y JAEeTed M MOJIPOCTKOB
JOMUHUPYIOT siBIeHUS MHOKapauTa. Ilpu nuddy3Hom Muokapaute HadIr0nar0TCA
pacUIMpEHHE TpaHUL U IPUIIYLHICHUE TOHOB CEPILA, IOSABISAETCS YMEPEHHO
BBIPDQKCHHBI CHUCTOJIMYECKHI IIyM, HWHOTJAa HapylmlaeTcsi pUTM CEpACYHBIX
coKpalieHuid. Pe3ko BbIpaKeHHBIN KOPOHAPUT COMPOBOKIAETCS O0siIMU B 00JlacTU
cepaua. Ha OKI' noutm mnOCTOSHHO BBIABILIIOTCA NPU3HAKKA —HAPYLIEHUSA
BOCCTAHOBUTEIBHBIX MPOLECCOB MUOKap/a (CHUKEHHUE, CIIIaKEHHOCTD, Ae(OopMalus
n uHBepcus 3youa T, pexe - cmemenue uHTepBana ST). Bo3moxkHO HapylieHue
BHYTPHKEITY10YKOBOA, a TaKxXe BHYTPHIIPEICEPAHOM IPOBOJAUMOCTH.
Pentrenonornuecku npu AUpEGy3HOM MHUOKAPAUTE MOXKHO OTMETUTH YBEIUYECHHE
pa3MepoB cepAua, CIVIAJKEHHOCTb CEpPACYHBIX OYI, CHH)KEHHE COKPATHTEJIBbHON
crocobHocT MuoKapaa. OcTpasi cepliedHasl HeJOCTaTOUHOCTh Pa3BUBAETCS PEIKO.
[TomMmuMo MUOKapaAWTa, HEPEAKO UMEET MECTO AUCTpodus MHOKapaa. BordaHoUHbIH
SHAOKApJIWUT TMOYTH BCETJAa COYETAETCS C MHUOKApAWTOM; IPUKU3HEHHAS €ro
IUArHOCTUKAa TpynHAa. B  oTiMunMe OT CEeNTHYeCKOro W PEBMATUYECKOTO OH
0003HauYaeTCss KaK aTUMWYHBIA abakTepuanbHbIA dHIOKapauT JImOmana-Cakca (1o
MMEHU HCCIIe0BaTeNIeld, BIEPBbIE OMUCABIIMX €ro 0ocoOeHHOCTH). EMy mnpucyiia
IIPUCTEHOYHAsA JIOKAIU3alMs, XOTS OJHOBPEMEHHO BCTPEYAETCA M BOBJIECYEHHOCThH B
IpoLecc KianaHoB. Yamie BCEro mopakaercsi MATPAJIbHBIA KiIanaH H30JUPOBAHHO
WM B COYETAHUU C TPEXCTBOPYATHIM U aOpPTalIbHBIM. DHIOKAPIUT HE BCEra MUMEET
YETKOE OTPAKEHHE B KIMHUKE U MOXKET ObITh JIMIIL MOP(POJOTHYECKON HAXOAKOM,
OCOOEHHO TMpU YMEPEHHBIX CKJIEPOTUYECKUX H3MEHEHUSX KJIANaHOB WM
MIPUCTEHOYHOM JIOKaIM3aluu npouecca. B oTAeNbHBIX Ciiydasx IMpU ayCKyJIbTalluu U
Ha OKI' oOHapyxuBaeTcsi OTUETIMBBIA CHCTOJIMYECKHUH IIYM OPraHU4ecKoro
XapakTepa Ui UMEETCS] COUETAaHUE "MBIIIEYHOTO'" CUCTOIMYECKOTO IIyMa C YETKUM
IUACTOJIMYECKUM. B COBPEMEHHBIX yCIIOBHUAX BOJYAHOUYHBIN KapIUT B 3HAUYNTEIbHOU
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yacTu HAOJIIOACHHUM TOJHOCTHIO U3JICUUBAETCA M PEIKO MPUBOAUT K (POPMHUPOBAHUIO
OpPraHU4ECKOr0 MOPOKA C TEMOJMHAMUYECKUMH HAPYILICHUSIMMU.

[Topaxkenue npixatenbHOM cuctembl. Habmomator y 10-30% nereit ¢ CKB nHa
pasHbIX O9ranax 3a0oneBaHus. OCTpbI BOJIYAHOYHBIM ITHEBMOHMT H3pEIKa
HaOJI0JAI0T npu BBICOKOM AKTUBHOCTHU 3aboJieBaHus, IPOSBIISSICH
CUMIITOMOKOMIIIEKCOM, XapaKTEpHbIM JJIi IHEBMOHMM (KAllIEM, OJBIIIKOM,
aKpOLIMaHO30M, BBISBIICHUEM OCJIA0JICHUsl [bIXaHUS M XPHUIOB B JETKUX IpHU
aycKyJbTauuu W T.1.). Ha peHTreHorpaMme B 3THUX CIIy4asX BBIABIISIIOT OOBIYHO
CUMMETPUYHO PACIIONIOKCHHbIE MH()WIBTPATUBHBIE TEHU B JIETKUX, THUCKOBUIHBIC
aTenekTaspl. XpoHuueckoe up(dy3HOE HWHTEPCTUIHANBHOE TMOPAKEHUE JETKUX
MOXeT (opMHpOBAThCSI TPU  OTHOCUTENBbHO juuTenbHOM Teuenun CKB.
@u3nKaNIbHbIE MPU3HAKU NOPAXKEHUS JETKUX MPU 3TOM CKYAHBIE UIIU OTCYTCTBYIOT.
C mnoMompi0 METONOB (PYHKIMOHATBHONW JIMAarHOCTHUKU BBISABIAIOT CHIDKCHHE
(GyHKIUM JIETKKUX, HAPYILIEHUS JETOYHOTO KPOBOTOKA, HA PEHTI€HOIPaMME OTMEUAIOT
ycuieHue u JedopMaluio COCYIUCTO-UHTEPCTUIHUAIBHOTO PUCYHKA C TMOTEpen
YETKOCTH €ro OYEepTaHWW M pPACIIMPEHUEM IpOCBeTa COCyIoB. JI€rounsle
(anmpBeoJISIpHBIE) TeMOpparuu, OOHapyXUBaeMble y JETe OYeHb PEIKO, MOTYT
IPUBECTH K JIETAJBHOMY HCXOAY. Y OOJBHBIX MpPH 3TOM OTMEYAIOT MPHU3HAKU
OCTPOTO PECIUPATOPHOIO AUCTPECC-CUHAPOMA C OBICTPHIM CHUKEHHEM IOKa3zaTelnen
reMorJioOMHa M TeMaTOKpUTa U Pa3BUTHEM BBIPAXKEHHOM TMIOKceMUU. JIErounyro
TUINIEPTEH3UIO Y JIeTel HaOMI01al0T OYEHb PENIKO, OHa (OPMUPYETCS OOBIYHO MPU
antudochomunuaaoM cungapome (ADC). XapakTepHO BBICOKOE CTOSIHUE aradparMbl
BCIEACTBUE JauUa(parMaTuTa, IUIEBpoAHAaPparMajgbHbIX CHAaeK M CpalleHH,
CHWKEHUS TOHYCA MBIIIIL JUa(parmsi.

JIOBOJIBHO 4acTO BCTPEYAIOTCS CUMITOMBI TOPAKEHUS 5KEITyT0YHO-KUIIIEUHOT O
Tpakta. MHorga aOaOMHMHAIBHBIA CHHIPOM C KIMHUYECKOM KapTUHOH OCTPOro
KUBOTA MOXKET CTaTh BeaylnM npuzHakoM CKB. Otu Tak Ha3zpiBaeMble XKeTyA0YHO-
KHIIIEYHBIE KPU3bl UMUTUPYIOT JIF000€ 3a00JieBaHHe OPIOIIHOW TOJIOCTH, HAIIPUMED
anNeHIUIUT, XOJICHUCTUT, NEPUTOHHUT, KHUIIECYHYH) HEMPOXOAUMOCTb, S3BEHHBIN
KOJIUT, TM3EHTEPUIO U JIPYTYI0 KUIICUYHYIO HH(pekuio. B ocHoBe abaoMuHaIBHOIO
cuaapomMa npu CKB wamie Bcero JeXUT pacrpocTpaHeHHbIH nuddy3Hbld win
OYaroBblil BACKYJIUT OPraHOB OPIOLIHON MOJOCTH C BO3MOKHBIM TPOMOO30M MEJIKHX
COCYZIOB, IPUBOJSAIINN K MOPAKEHUIO CTEHOK KUIIOK - TEMOpPPAarusM, HHOTa Jaxe K
MH(}apKTaM ¥ HEKpo3aM C Tocleayrounieil neppopanueid U pa3BUTUEM KUIIEYHOIO
KPOBOTEUYEHHUS WIN (uOPO3HO-THOMHOTO IIEPUTOHUTA. Bo3moxen
CUMIITOMOKOMIUIEKC 3JI0KAYECTBEHHO TeKyllel Oone3nn Kpona (TepMHHAIBHOTO
uieuta). bonu B KMBOTE MOTYT OBITh TaKke OOYCJIOBJIEHBI MEPUTENAaTUTOM,
MEPUCIUVICHUTOM, MaHKpeaTuToM. I[laTomoruss medeHu ¢ pa3BUTHEM COOCTBEHHO
BOJTYAHOYHBIX  BOCHAJIUTEIBHO-IUCTPOPUUECKUX U3MEHEHHH  (JIIomyc-renartur)
HAOJIIOJIaeTCsl CPABHUTENBHO peako. B  OonpIIMHCTBE Cily4yaeB remnaTOMeraius
OTPaXKaeT  BOBJIICYEHHOCTh IEYEHH KAK OpraHa peTUKYJIO3HIOTENIHs B
MMMYyHOMaTojiornueckuii  mpouecc.  KanoOGsl  MoOryr  ObITh  0OYCIIOBJICHBI
MEPEPACTSHKEHUEM KalCyJbl IPU 3HAYUTEIBHOM YBEJIMYEHUM OpraHa, IMCKUHE3WEn
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KEUHBIX MMyTeHd Wi HanmumuueM nepurenatuta. OTCyTcTBUE (DYHKITMOHAIBHBIX
HapyluieHud u ObicTpas oOpaTHasi JWHAMHMKA B OTBET Ha KOPTUKOCTEPOUIHYIO
TEparui TOBOPAT O NPEUMYIIECTBEHHO PEAaKTUBHOM XapaKTepe TelnaToOMErajuu.
[lopasxkeHne OpraHoB KpPOBETBOPEHHUS M HM3MEHEHMs B mNepudepuueckod KpoBU
HaOmonaoTcst 'y Bcex OonbHbiX. Hanbonee xapakrepHsiM mnpuzHakom CKB
CUMTAeTCsl JICHKONEHUs C HEUTpOUIBHBIM CABUTOM IO MHEJOIUTOB U
IPOMHUENONUTOB. B akTHBHOM nieprojie 00JIE3HU YUCIO JICHKOIUTOB CHUXaeTcs A0 4-
3x10%n, Bo3MoxHa u Oonmee pe3kas JelikomeHus. MHOrga oOHa CMeEHsiETCS
JEUKOUMTO30M, YTO OTpPaXaeT BIUSHUE KOPTUKOCTEPOUJHOM TEpaNuu WU
MpUCOeIMHECHNE OaHanmbHOW WHPEKIMA. MOXeT pa3BUThCS ayTOMMMYHHAas
IeMOJMTHYECKAs aHEMHUS C MAJEHUEM YHCIa SPUTPOLMTOB 10 1-2-10'%/1, umeromas
CEpBE3HOE NIPOTHOCTUYECKOE 3HaYeHue. Hapsiny ¢ neikoneHuen u aHeMuen HEPEIKO
HabmogaeTcss TpomoouuTonenus. OHa Mallo OTIMYAETCA MO KIMHUYECKOW KapTHHE
OT HWIUOMATHYECKOW TPOMOOIIMTONIEHUYECKOW MypIypbl, TaK KaK TaKKe HMeEeT
ayTOMMMYHHOE TMPOUCXOXJACHHEe. B To ke Bpems MajeHue uucia TPOMOOILUTOB
HEPEAKO OTPAKaeT IPOLECC BHYTPUCOCYAMCTOrO CBEpPThIBaHUSA KpoBU. [laxe mpu
3HAUUTETHFHOM JIGWKOIIEHUH KOCTHBIM MO3T OCTaeTcsi HopMobiacTuyHbIM. OOpaiaer
BHUMAHHUE €ro IUla3MaTU3alMsl C COOTBETCTBYIOIIMM MOBBIIIEHUEM KOJIMYECTBA
MJIa3MaTUYECKHUX KIIETOK B MepueprUIecKoil KPOBH.

[Topaxxenue HepBHOI cuctembl.lIlcuxoHeBposornyeckass CUMOTOMAaTUKA IPU
CKB wu4pe3Bbl4ailHO MHOT000pa3Ha, MOCKOJbKY BO3MOXHO TOPaXXEHUE JHOOBIX
OTAEJIOB HEPBHOM CHCTEMbl. XapaktepHele i kKiuHukn CKB nposiBnenus
HaOmonaorcs 'y 30-50% nereit. OpraHuyeckuii MO3roBOM CHUHAPOM, pa3BUTHE
KOTOpPOTO OOYCJIOBJIGHO TpPOMOOTHYECKOM Backyjonatued win Auddy3HbIM
MOPaXCHUEM, OIOCPEIOBAaHHBIM aHTUHENpoOHalbHbIMU AT, compoBoxaaeTcs
YXYJIIIEHUEM KOTHUTUBHBIX (DYHKIUN (TaMsITH, BHUMAHUS, MBIIUICHUS ), YTO MOXKET
MPUBOJUTH K 3aMETHOMY CHUXEHUIO MHTEJUICKTa, W TMOSBICHUEM AMOIMOHAIBHO-
JUYHOCTHBIX PACCTPOMCTB (PMOIMOHAIBHON JaOWIBHOCTH, pPa3apakKUTEIbHOCTH,
anatun, aenpeccuun). llcuxureckue Hapymenus npu CKB y nereir oTinndarorcs
KIMHAYECKUM  MOJuMOp(u3MOM,  TEHJEHIMEW K  PEeHuJUBUPOBAHUIO,  HX
BBIPAXKEHHOCTh OOBIYHO KOPPEIHMPYET C TSHKECThIO COMATHYECKUX HapyuieHuil. [Ipu
BBICOKOW aKTUBHOCTA BO3MOXHO Pa3BUTHUE OCTPOr0 IICHX03a C IMOSIBICHHUEM
MPOAYKTUBHOW CHUMITOMATUKU B BHUJE 3PUTEIBHBIX U CIYXOBBIX TaJUTFOLMHAINMN,
30 PEHONOI00HBIX pacCTPONCTB, aPp(HEKTUBHBIX CUHIPOMOB (MaHHAKAJIbHOTO M
JENPECCUBHOr0), JABUIATEILHOTO OECIOKOMCTBA, HapyIIEHUs CHA U Jip. ['0J0BHBIE
00JI1, B TOM YKCJIE MUTPEHO3HOTO XapaKkTepa, OOLIYHO MHTCHCUBHBIC, HAOIIOA0T B
akTUBHOM Iepuoje 3aboneBanus oObryHO y OonbHBIX CKB ¢ AD®C. CynopoxHbii
CUHJIPOM, TIPOSIBIISIONIMICA OOBIYHO TEHEPATM30BAHHBIMHU AMUJIECITU(OPMHBIMU
MpUIagKkaMu, xapaktepeH s BbicokoakTuBHOM CKB. Xopes, ananornunas manou
Xopee TMpUu pPEBMATHU3ME, MOXKET OBITh OJHOCTOPOHHEW WIIM TeHEpPaJTM30BAHHOM.
[Topaxxenue nepudeprueckoir HEPBHON CUCTEMBI TPOTEKAET O TUITY CUMMETPUYHOM
IUCTaIbHOM, TPEUMYIIECTBEHHO CEHCOPHOM  MOJMHEBPONATUH, PEAKO —
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MHOKE€CTBEHHON MOHOHEBpoONaTtuu. B OTHENbHBIX ClydasX pa3BUBAETCA CHHAPOM
['nitenna-bappe (ocTpas BocnaauTenbHas NOTUPAAUKYITIOHEBPOTIATHS).

[Topaxxenue novek.Hedput kinuHuyecku nuarHoctupytor y 70-75% nereit ¢
CKB, y 0607bIIMHCTBA U3 HUX OH Pa3BUBACTCS B TEUCHHUE MEPBBIX 2 JIET C MOMEHTA
Hayasia 3a0o0JeBaHusA, a MPUMEPHO y TpeTu — Yyxke B Jebrore. OT xapakrepa
MOpa)KEHUs MOYEK BO MHOTOM 3aBUCST MPOTHO3 U UCXO0/ 3a00sieBaHus B 1ienoM. [lpu
MOP(OJTOTUYECKOM HCCIAEAOBAaHUM TIOYEK OTMEYalOT MPU3HAKA HMMYHOKOM-
miekcHoro rioMmepynonedputa (I'H) pazmumanoro tuna. Knaccudukanus BeemupHoi
OpraHu3allid 3/PAaBOOXPAHEHUS NOPAXEHUs IMOYEeK MpPU CUCTEMHON KpacHOU
BOJIYAHKE:

|  tun. OrtcyTrcTBUE W3MEHEHUNW 1O JaHHBIM CBETOBOM, HWMMYHO-
(bAI0OpECIEHTHON U 3JEKTPOHHON MUKpocKonuu. KnmnHuko-nabopaTopHbie MPU3HAKU
OTCYTCTBYIOT.

IT A tun. Me3aaruanessiii 'H ¢ MUHMManbHBIMU U3MEHEHHUSMH (OTCYTCTBHUE
CBETOONTUYECKUX HM3MEHEHMI B OWONTaTe MPH HAJUYUHM OTJIOXKEHHM WMMYHHBIX
KOMILJIEKCOB B ME3aHTMyM€ MO JaHHBIM UMMYHO(]DIIOOPECIEHTHON U 3JIEKTPOHHOU
MUKpocKonuun). Knmauko-1abopaTopHbie MPU3HAKU OTCYTCTBYIOT.

I B Tun. Me3anruansueiii ['H (pasnuyHasi cTeneHb Me3aHTHATBHOMN
TUTNEPKICTOYHOE ¢ HAIMYUEM UMMYHHBIX JIETIO3UTOB B Me3aHrun). [Iporennypus <1
r/CyT, SpUTPOIUTHI 5-15 B 11/3p.

1l Tun. OwuaroBeiii nponudepatuBHbii ['H (akTuBHOE WM XPOHHYECKOE,
CErMEHTapHOE WM TOTAJIbHOE, SHAO- WM SKCTPAKANWUIAPHOE MOBPEXKICHUE C
BoBJiieueHneM meHee 50% kiny6oukoB). [IpoTennypus <2 r/cyt, 3puTpouuThl 5-15 B
1/3p.

IV tun. quddyszusiii nponudepatuBubiii I'H (Te ke uamMeHeHus, 4To B Kiacce
III ¢ BoBiieuenuem 6osiee 50% kiny6oukoB). [IpoTennypust >2 r/cyT, spuTporuThl >20
B 11/3p, Al', moye4Hast HEIOCTaTOYHOCTb.

V tun. Mem6panosnsiii ['H (paznomepHoe yrosnienrue 6a3anbHOi MEMOpPaHbI
KIIyOOYKOB BCJIEACTBUE CYODNMHUTENNATLHOTO U BHYTPUMEMOPAHHOTO OTJIOKEHUS
MMMYHHBIX KOMIUTEKCOB). [Iporennypust >3,5 r/cyT, CKyIHBIF MOUYEBOM OCAJIOK.

VI Ttun. Xponuueckuit riaomepynockiiepo3 (auddy3Hbd U cerMeHTapHbBIN
TJIOMEPYJOCKIEpo3,  aTpodusi  KaHAIbLIEB,  WHTEPCTUIMAIBHBIA  (HUOpPO3,
apTepuoIoCKiiepo3). AprepuanbHas runepTen3us (Al), moyeunas HeTOCTATOYHOCTD.

B kmaccudukanuio Boa4aHOUYHOrO Hedputa y JeTedd, OCHOBAHHYIO Ha
kinHnyeckux AaHHbIx (B.W. Kaprameéa, 1982), BKitoueHsbI:

* Heppur BbIpaXeHHON ¢opmbl ¢ HedpoTuueckum cunapomom (HC)
(xapaktepuzyercs  Aud@dy3HbIMH ~ OTEKAMH,  MACCUBHOM  NPOTEMHYpPHUEH,
TUIIONPOTEUHEMUEHN, TUINEPXOJECTEPUHEMHUEN,  BBIPAXCHHOM  remarypued B
OOJIBIIIMHCTBE CIy4aeB co cToikoi Al u runepazoremueii);

» HehpuT BhipakeHHOW (Gopmber 6€3 HC (xapakrepusyercs mpoTeMHYypUEn ¢
noTepei Oenka B mpeaenax 1,5-3 r/cyT, 3HAUUTENBHONW SPUTPOIUTYPUEH, HEPEIKO
Makporemarypueiu, ymepennoi Al u azoremueil);
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» Heputr naTeHTHOU (OPMBI (XapaKTepU3yeTCss YMEPEHHO BBIPAKCHHBIM
MOYEBBIM CHHAPOMOM: mporeunypus <1,3 r/cyt, remarypusi < 20 3pUTpOLUUTOB B
1/3p). Haunbonee HeO1aronpUs THBIN IIPOTHO3 BEPOSITCH npu
OBICTPONIPOTPECCUPYIONIEM BOTYAHOYHOM He(dpUTE, XapaKTEPU3YIOUIEMCS HATUYUEM
HC, BripaxkxeHHOM (MHOT/Ia 3710Ka4eCTBEHHOM) Al 1 OBICTPBIM pa3BUTHEM MOYCYHOM
HEJOCTaTOYHOCTH, TMPUBOAAIIEH K HEONarompusTHOMY HCXOAy B TEUYEHHUE
HECKOJIBKUX HEJEb WU MECALIEB.

Kpome TI'H, cnekrp mnoueynoit mnaromoruun mnpu CKB  Bkitouaer:
TyOyJIOMHTEPCTUIIHAIEHOE TOpPaXXEHHE, a TaKkkKe TPOMOOTHYECKOE MOpaKEHHE
COCY/IOB pa3IMyHOro Kannopa B pamkax ADC.

Bomuanounslii HeQpuUT 3aHMMAaeT 0co00€ MECTO CpPeAHM MPOYUX BUCHEPHUTOB
npu CKB, nposiBiIsisI OTHOCUTENBHYIO YCTOMYMBOCTH K JIEYEHUIO W HEPEIKO
omnpenensst ucxon 3adosieBanus B 1einoMm. Yem octpee npotekaer CKB, tem uatie
nopaxkarotcsi moykud. B cpeanem imonyc-HeppuT uMeeT MecTo y 2/3 OOJIbHBIX.
[Ipu3Haku ero MOryT MOSIBUTHCA B JIFOOOW CPOK 00JIe3HH, HO MPEUMYIIECTBEHHO B
MepBbIe MECSIBI U 0053aTeNIbHO B AKTHBHBIM €€ mepuoja. B KiIMHUKE OH MOXET
MPOSIBJIATH CE0sI MO-Pa3HOMY:

a) B BUJIE TaK HA3bIBAEMOTO JIATEHTHOTO He(ppUTa ¢ MUHUMAIILHBIM MOYEBBIM
CUHAPOMOM, 0€3 OTEeKOB, apTepUalbHON TUMEPTEH3UH U (YHKIHOHAIBHBIX
HApYLICHU;

0) Kak BbIpaxeHHbIN (MaHU(peCTHBIN) HEPPUT O€3 HEHPOTUUECKOTO CUHAPOMA,
HO CO 3HAYUTEIbHBIMU HW3MEHEHMSIMH B MOYE, CABUTaMU (PYHKIIMOHAIBHBIX
MoKa3aresiel U SKCTPApEHAIBHBIMU MPOSIBJICHUSIMU;

B) Kak He(ppUT HEPPOTHUUECKON (POPMBI C BHIPAXKEHHBIM MOUYEBBIM CHHIPOMOM,
OTE€KaMU, TUIIEPTEH3UEN, TUIIEPX0IECTEPUHEMHEH.

VY OonbimiMHCTBA OOJBHBIX (MCKJIIOYAsl JIUIl C MHUHUMAJIbHBIM MOpPaXKEHUEM
MOYEK) B AKTUBHOM II€pUOJI€ HEPpUTa HMMEIOTCS apTepuanbHas TUNEPTCH3US U
runepazoremMusi. OYHKIMOHAIBHBIE HCCIECIOBAHUS CBUJIETEIIBCTBYIOT O TOM, 4YTO
HapsAy C MaJeHHEeM KIyOOUKOBOW (UIBTpAIlMM HMMEIOTCS HapylieHus (GyHKIUN
KaHAJIBIIEBOTO OT/IeNa He(hpoHa U CHUXKEHUE d(DPEKTUBHOTO MOYESYHOTO TUIA3MOTOKA.
MoueBoit  cuHApPOM, HAOMIONAIOIMIMICS TMpPU  BCEX BapHUAHTAX, BKIIOYACT
MPOTEUHYPHUIO, BBIPAKEHHOCTh KOTOPOH COOTBETCTBYET KIMHUYECKOW ¢opme
HedpuTa, a Takke remar- W Jedkouutypuro. [laromorumss MoueBOro ocajaka
Hecnenupuuna. Ilpu MopdosorndyeckoM UCCIEAOBAaHUU OOHAPYKUBAIOTCA Kak
cnequpUyeckre TPU3HAKK BOJIYAaHOYHOro Hedputa (yTonimieHwe Oa3aabHBIX
MeMOpaH - "TPOBOJIOYHBIE METIU", s/IepHAasl MAaTOJOTUSI B BUJIE€ T€MATOKCUJIMHOBBIX
TeNell W Kapuopekcuca, (PUOPUHOMAHBIE W3MEHEHHUs, THUAJWHOBBIE TPOMOBI B
MPOCBETaX KaMWJUISIPOB KIYOOUKOB), TaK U U3MEHEHHUS 10 THUILY MEMOPaHO3HOTO WIIU
Me3aHruajapHoro rioMepynonedpputa. MccnenoBanue HedpoOMONTATOB METOAAMHU
TUCTOXMUMUU U 3JIEKTPOHHOU MUKPOCKOIMH MTOMOTaeT PaClo3HaTh MOHOCUHPOMHBIE
BapuanTel CKB, mnporekarome Kak HM30JUPOBAHHBIA TMOYEUYHBIA IIPOILIECC
(medputnueckas "macka" CKB). Tewyenme BomyaHOUHOTO HedpuTa y JA€TeH U
MOJIPOCTKOB OOBIYHO XPOHHUYECKOE C MEepUOJaMHU OOOCTPEHHH U CKIOHHOCTBIO K
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IIPOTPECCUPOBAHUIO, BIJIOTH 10 PA3BUTUA IOYEUYHOU HEAOCTATOYHOCTHU. [IpumepHo y
10% OonbHBIX OTMEYaeTcsi OBICTPO MPOrpeccUupyrolllee TeYeHHe Heppura ¢
JIETANbHBIM MCXOJOM OT YPEMHUU B KOPOTKUH Cpok. Y 1/3 GoyibHBIX HEDpPUT UMeEeT
TEUCHHE, OCJOKHEHHOE DSKJIAMIICHEN WM OCTPOM IMOYEYHOM HEAOCTATOYHOCTHIO.
Pa3BuTHEe BTOPUYHO CMOPLIEHHOW IOYKHA C SABJICHUSMH a30TEMHUYECKON YpEMHHU
HaAO0JII01aeTCsl PEJIKO, TaK KaK JICTAJIbHBIN MCXOJl HACTyNaeT Ha OoJiee paHHUX JTarax.
B mnocnenHue roasl MpuU CBOEBPEMEHHO HAYAaTOM W HMHTEHCHUBHO IPOBOAUMOM
JICYCHUHU BCE Yallle YAAeTCs CHU3UTh aKTUBHOCTH He(dpHUTa, MpUAATh €My XapaKTep
XPOHHMYECKOTO IpOoLEecca C JJIMTENbHBIMU IIEPUOAAMUA MHUHUMAJIBHONW AKTUBHOCTH
(JTaTeHTHOE TEUYEHHWE) WM TOJTHOM KIIMHUKO-1a0opaTopHOi pemuccun. BopneueHnue B
MATOJIOTUYECKUI TMpollecC HEPBHOM CHCTEMBI JUArHOCTHpPyeTcs Oojiee uYeM y
nonoBuHbl nered ¢ CKB; opranmyeckoe mnopaxenue IIHC Ha3biBaercs
HelipontonycoM. [lpu 3ToM B KOpe U B TMOJAKOPKOBOW 0O0JacTH pa3BUBAIOTCS
paccessHHbIE ~ OYaXKM  pa3MArdeHusi  BElIeCTBa  MO3ra,  OOYyCIIOBJICHHBIC
TPOMOOBACKYJIUTOM MEJKHX cOCyAOB. IIpu 3TOM Hepenko OOJbHBIE JKaTYyIOTCA Ha
TOJIOBHYIO 00Jb, YYBCTBO TSDKECTU B T'OJIOBE, I'OJIOBOKPY)KEHHS, HApPYIICHUS CHA.
N3onupoBaHHOe mMopaxeHue nepupepruueckux HEpBOB JaeT OO0JIEBOM CHHIPOM U
napecre3ud. Ilpu OOBEKTUBHOM 00CIEIOBAaHWU BBISIBIAETCA Pa3HOOOpasHas
oyaroBasi WIM pPacCesHHAs HEBPOJOTMYECKas CUMITOMATHKA B BHJIE ITOJMHEBPHTA,
paAMKyJIUTa,  MHEIOPAJUKYJIOHEBpUTa, MHeNUTa, OdHuedanura, sHedano-
MUETOpauKyJIOHeBpUTa U T. A. Ilpu Tsoxenom audp@dy3HOM NOpaKEHUHM HEPBHOU
CUCTEMBI C pAa3BUTHEM TIE€MOpPpPAaruy, OCTPOrO OTEKA MO3ra WM CEPO3HOTO
JIENITOMEHUHTUTA HaOIIoAa0TCs SHUE(DATUTUYECKUNA WU
MEHUHTO03HIIEPATUTHYECKUI CUHAPOM, HAPYIICHUS TICUXUKH, Pa3BUBAIOTCS Nape3bl U
napanuuu, adasus, amMHe3Hs, MOTYT OBITh MOTEpPS CO3HAHMUS, KOMATO3HOE WIH
COIMOPO3HOE COCTOSIHUE C CEpPbE3HOM yrpo3od s ku3HW. lIposiBieHuem
BOJIYAHOYHOTO 11epeOpOBACKYJINTAa MOKET OBITh SMMIIETICUS WK Xopes. B pesynbrare
oprannueckoro mnopaxenuss I[IHC y OoJbHBIX MOTYT pa3BUTHCS TSDKEIIbIE
Tpouueckrue HapylmeHUs: KOXKH, MOJKOXKHON KJIETYaTKH, OOBIYHO PaCIOJIOKEHHBIE
CUMMETPUYHO, CKJIOHHBbIE K OBICTPOMY IPOTPECCHUPOBAHUI0 U (POPMHUPOBAHUIO
OOLIMPHBIX U IITyOOKUX HEKPO30B, TPYJHO MoAaromxcs jJeueHuto. [pucoennnenne
BTOPUYHOM MH(EKIUN JIETKO MPUBOIUT K pa3BUTHIO cemncuca. Heob6xoaumo
MNOJYEPKHYTh, YTO HEUPOJIIONYC HAPSAAY C BOJYAHOYHBIM HE(PPUTOM MPEICTABIISAET
co0Ol OAMH U3 CaMbIX TSDKEJIBIX M MPOTHOCTHYECKH HEOIAronpHUsITHBIX CHUHIPOMOB
CKB, TopnuHbIi K KOPTUKOCTEPOUIHBIM MpenapaTam.

Juarnoz CKB ctaBAT Ha OCHOBAaHUU COBOKYMHOCTH HUMEIOLIUXCS Y OOJIBHOTO
KJIIMHUYECKHUX, UHCTPYMEHTAIbHBIX, JTA00PATOPHBIX U MOP(OIOTrHYECKUX MTPU3HAKOB,
YTO TpeOyeT MPOBENCHUSI KOMIUIEKCHOTO 00CIEe10BAHMUS.

JlaGoparopHas auarHoctuka.KnuHudyeckuit ananus3 KpoBu. [ akTUBHOTO
nepuoga CKB xapakrepno yBennuenne COD, pa3BuTHEe JEUKONEHUU C
auMdorneHruen, pexxe oO0HapyKUBAIOT FeMOJUTHUECKYI0 aHEMUIO C TMOJIOKUTEIbHON
peakmueit KymOca. ['umoxpomHasi aHeMusi MOXET OBbITh CIEACTBHEM XPOHHUYECKOTO
BOCITAJINTEJIBHOTO TPOLECCa M HMHTOKCUKALMHU, CKPBITBIX KPOBOTECYEHUHM U [p.
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TpomOonmTOnIeHNIO (Yale yMEPEeHHYI0) OOBIYHO MUATHOCTUPYIOT y TMAIMEHTOB CO
BropuuHbiM  ADC. B oTmenpHbIX ciaydasx pa3BUBAeTCs  ayTOMMMYHHas
TpoMOoIuTOIeHNs, OOycioBieHHas mosBiaeHueM AT k TpomOorutam. OOmuit
aHaIM3  MOYU.  BBIABISIOT  NPOTEMHYPUIO, TEMATypUIO0,  JICUKOIUTYPHIO,
UIMHAPYPUIO PA3IMYHBIX CTEMEHEW BBIPAXKEHHOCTH, KOPPETUPYIOIMIUX C THUIIOM U
aKTUBHOCTBIO BOJTYaHOYHOro Hedputa. buoxumudeckuit ananu3 kposu. M3menenus
OMOXMMHUYECKUX I[OKa3aTese Hecnelu(pUYHbl, WX HUCCIEIOBAHUE MPOBOAAT s
ONCHKKM (QYHKIWHA Pa3IU4HBIX OpraHoB u cuctem. [loBeimenue ypoBHs C-
peaktuBHoro Oenka it CKB He xapakrepHo, €ro OOBIYHO OTMEYAIOT TIPH
MPUCOEAUHEHUH BTOpUYHON uHPekuuu. MmmyHonorundyeckue uccinenoBanus. AHD
(anTunykiieapubie AT) — rereporennas rpynna AT, pearupyromux ¢ pa3indHbIMUA
KOMIOHEHTaMHU siipa. UyBCTBUTEIBHOCTh 3TOr0 TECTa OYE€Hb 3HauuTenbHa (95%
6oapHBIX CKB), HO ciennduuHOCTh HEBEeNMUKa (HEPEIKO €ro OMpenesioT y O0IbHBIX
C JIpyTMMHU pPEBMAaTUYECKUMH W HEpeBMaTHYeCKUMH 3aboneBanusiMu). Al K
nycnupanbiort  JIHK  peructpupyror 'y 20-70%  Gomsabix  CKB.
Bricokocnenupuunst st CKB, ux ypoBeHb 0OBIYHO KOPPEIHUPYET C aKTUBHOCTHIO
3a0o0eBaHusl, OCOOCHHO TpPH HAIMYMK BOJMYaHOUHOTO Hedpurta. AT K rUcCTOHaAM
OoJyiee XapakTepHBI JUIsl JIEKAPCTBEHHOTO BOJYAHOYHOMOJOOHOTO CHHApPOMA, MpHU
CKB accomuupoBanbl ¢  pa3Butuem aptputa. Al' kK  Sm-aHTHUreHy
Bbicokocnienupuunsl a1 CKB, onnako ux omnpeaenstoT auiib y 20-30% O0nbHBIX.
Peructpupyembie Hu3kue TUTPHI Al' K MaJIbIM SIZIEPHBIM PUOOHYKJICONIPOTEUIaM TIPU
CKB 00bIYHO accOIMUPOBaHbl ¢ CUHAPOMOM PeilHO M JeiKOoINeHHei; uX BBICOKHE
TUTPbl OOHAPYXXUBAIOT Yy OOJIbHBIX CMEIIAHHBIM 3a00J€BAHUEM COCAMHUTEIbHOU
tkaHn. AT k SS-A/Ro- antureny, SS-B/La-antureny menee xapakrepubl st CKB,
acCOIMUPOBaHbl ¢ JUMQONEHUEH, TPOMOOIUTONIEHUEH, (OTOAEpPMATUTOM U
n€royHeiM  (puopozoM. UMx oOHapyxkuBatoT y 60-80% OONBHBIX C CHHAPOMOM
[llerpena, 3T aHTUT€Hbl TAaKXE XapakKTepHbl JUIi MOJOCTPOM KOXKHOU U
nexapctBeHHoM BomdaHku. AT k kapauomununy (AKJI), AT x o-rmukonporenny-1,
BOJTYAHOUHBIM aHTUKOATYJISIHT ompeaessitoT B cpeaHeM y 60% nereir ¢ CKB. Oto
Mapkepsl BropudHoro A®C. PeBmatounnsiii daktop (ayroanturena kiacca IgM,
pearupyronue ¢ Fc-pparmentom IgG) Hepenko otmewaror y gereir ¢ CKB,
MMEIOIINX BBIPAXKEHHBIA cycTaBHOU cuHApoM. LE-kneTtku — nomumopdHosinepHbie
HeuTpodmiibl (pexxke 303uHOGMIBI WM 0a30puibl) ¢ (HarolUTHPOBAHHBIM SIIPOM
KJIETKU WM OTAEIbHBIMU €ro (¢parMeHTamu, 00pa3yroTcsl MpU HAJTUYUU aHTUTEN K
komruiekey «JIHK-rucrton». I1u KieTku oOHapyKuBaroT B cpeaHeM y 70% nereit ¢
CKB. Cauxenue o01ieit reMouTuYeckord akTuBHOCTH komiieMeHnTa (CHsp) u ero
KOMITOHEHTOB (C3, C4) 00BIYHO KOPPENHUPYET C AKTUBHOCTHIO BOJTYAHOYHOTO HEGpUTa
MU B OTHACHABHBIX  CIOydasXx  MOXET ObITb  CJIEACTBUEM  T'€HETUYECKH
JIeTepMUHUpOBaHHOTO  naedunura. HMHCTpyMeHTanbHble  MeToabl.  OmnopHo-
JIBUTATENIBHBIA ammapatr: peHtreHorpadus kocrted u cycraBoB, Y3U cycTaBoB u
Msarkux Tkane, MPT (npu Hanuuuu mnokaszaHuid), AeHCUTOMETpus. JlpIxarenbHas
CUCTEMA: PEHTIeHOrpadusi OpraHOB TPYAHOM KJIETKU (HE PEeXe OJHOTO pa3a B roj),
KT opranoB rpyaHoil kietku (mpu Hanuuuu nokazanuil), IXoKI' (s BbeIsiBICHHS
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nérounord  runeprensuu). CepaeuHo-cocyauctass cucrtema: OKI,  OxoKT,
mouutopupoanue OKI' mo Xonrepy (mpu nHammumu nokaszanuit). KKT: Y3U
opraHoB OpromHON TmonoctH, 330(paroractpoayoaeHockonus, KT u MPT (npu
HaIWMYMM TOKa3aHui). HepBHas cuctema: T0pud HAIMYMKA [OKAa3aHUH —
anektposHuedanorpadus, KT, MPT.

VY 6onpmmHcTBa Aetei (>80%) 0OBIYHO YK€ B T€UEHUE HECKOJIBKUX HEJNEh
(pe’xe MecsIieB) € MOMEHTa IMOSIBJIGHUS TMEpPBBIX CUMIITOMOB (opMuUpyercs
MOJUCUHIPOMHAsL KJIMHUYECKash KapTUHA C NpU3HAKAMU TOPAKEHUS Pa3IMYHbBIX
opraHoB u cucteM. Ilpu Hamuuuu y OOJBHOTO BOIYAHOUYHOM «0aOOYKM» JUArHO3
OOBIYHO YyCTaHABIIMBAIOT B paHHHE CPOKM C MOMEHTa Hadajia 3a00JIeBaHUS.
Tpynuoctu nuarnoctuku CKB BO3HHMKAIOT MPU OTCYTCTBUM Yy PEOEHKA XapaKTEPHBIX
APUTEMATO3HBIX BBHICHIMaHUNA. [[uddepeHnnanbay0 TUarHOCTUKY B TaKUX CIIydasix
HEOOXOJIMMO MPOBOJUTH C 3a00JICBAaHUAMH, HUMEIOIIUMHU TOJUCUHIPOMHYIO
KJIIMHUYECKYIO KapTUHY:

* PEBMATUYECKHUMH CHUCTEMHBIMU (OpMaMH FOHOIIECKOTO PEBMATOUIHOIO
apTpuTa, IOHOIIECKMM  JEpPMaTOMHUO3UTOM, OCTPOM  pEBMATUYECKOU
auxopaakoii, oonesnsto lllenneitna-I'enoxa, nepsuunbiM ADC, y3enKoBbIM
MOJINAPTEPUUTOM, MUKPOCKOIIMYECKUM MOJIUAPTEPUUTOM U JP;

* TEMAaTOJOTHYCCKUMU 3a00JIeBaHUAMU: reMoauTrndeckoi anemuei, UTII;

* gumdonponudepaTUBHBIMU  3a00JICBAaHUSIMU: TUM(GOTrpaHyIeMaToO30M,
auMdomoi;

* UHQPEKIMOHHBIMU O0sIe3HSIMU: Ooppenno3oM (0ose3Hbto Jlaiima), rematutaMu
B u C c BHENEUYEHOUHBIMU MPOSABICHUSMU, TYOCpKYyIE30M, CUDUIHUCOM,
nepcuanozom, BUY-undexnueit u ap;

* BOCHAJIUTEIBHBIMU  3a00JICBAHUSIMU  KUIIEUHHUKA:  HecrnenupuuecKum
SI3BEHHBIM KOJIMTOM C CUCTEMHBIMU MPOSIBICHUSIMHU, 00sie3HbI0 KpoHa;

* 00JIE3HSIMU TIOYEK: TJIOMEPYJIOHEPPUTOM U JIP.;

* MH(EKIMOHHBIM SHIOKAPAUTOM;

* JICKapCTBEHHOM BOJIYAHKOW U MapaHEOIIaCTUYECKUM BOJIYAaHOUYHOTIOIOOHBIM
CUHJPOMOM.

CKB — xponundeckoe 3a00JieBaHK€, PU KOTOPOM MOJTHOTO ¥ OKOHYATEIHLHOTO
W3JICYEHUsI JIOOMTHhCS HEBO3MOXKHO. llemum medeHuss CoOCTOST B TOJABIICHUU
AKTUBHOCTH  MATOJOTMYECKOTO TMPOIECCa, COXPAaHEHWM U  BOCCTAHOBICHUU
(hYHKITMOHATBHBIX BO3MOKHOCTEM MOPAKEHHBIX OPraHOB M CUCTEM, WHAYKIUU U
MOACP>KaHUM KIIMHUKO-1a00paTOPHOM peMUCCHU, TPEIYTPEKACHUN PELUINBOB IS
JOCTUKEHUS 3HAYUTEIbHOU MPOJOJDKUTEIBHOCTH JKU3HU OOJBHBIX U OOECIeUeHUs
JIOCTATOYHO BBICOKOTO €€ KauecTRa.

HemenukamenTo3noe neuenue. Heo6xonumo obecrneunts 00I-HOMY IIaASIITUN
pexuM. KonponupoBaTh Maccy Tena. B 1ensx mnpemoTBpalieHus OCTeornoposa
PEKOMEHAYIOT 3alpeTUTh MOAPOCTKAM KYpEHHE, COBETOBATh BKIIIOYATh B PallUOH
MIPOAYKTHI C BBICOKMM COJIEp>KaHUEM Kalblius U BuTaMuHa D. B mepuon pemuccun
CJIEyeT MPOBOJAUTH 3aHATUS JIeYeOHON (DUBKYIHTYPOIA.
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MenukaMeHTO3HOE jeueHue.JIeuenne npu CKB OCHOBaHO Ha
NAaTOrCHETUYECKUX MPUHIMIIAX, OHO HANpaBJIE€HO Ha I[IOJABJICHHUE CHUHTE3a
ayTOAHTUTEN, CHWKEHHE AaKTUBHOCTM HMMYHHOTO BOCHAJEHUS, KOPPEKIUIO
remMoctasza. TakTUKy JIeYeHUsl OMPENENSIOT ISl KaXKA0ro peOEHKa MHANBUAYAIBHO C
y4€TOM €ro KOHCTUTYIIMOHAJIBHBIX OCOOCHHOCTEH, KIMHUYECKHUX CHUMITOMOB U
aktuBHoctu CKB, »ddexTtuBHOCTH paHee NPOBOJUMOTO JICUEHHS U €ro
NEPEHOCUMOCTH OOJIBHBIM, a Takxke Apyrux napamerpoB. Jleuenue CKB mpoBoast
JUTUTEIHHO U HEMPEPHIBHO, HEOOXOAMMO CBOCBPEMEHHO YepEe0BaTh MHTEHCUBHYIO U
MO/IICPKUBAIOIIYI0 IMMYHOCYIIPECCUBHYIO TEpaIuio ¢ yI€ToM ¢as3bl 3a00JIeBaHMsI,
OCYIIECTBJISATH IOCTOSIHHBIN KOHTPOJIb €€ 3PPEeKTUBHOCTH U OE30MTaCHOCTH.

Jleuenne rmoxokoptukounnamu 'K — mpemapartel mepBoro psjga B JICUEHUU
CKB, oHH OKa3plBalOT MNPOTHUBOBOCHAIUTEIBHOE, HMMYHOMOAYJIUPYIOIIEEe U

aHTHJICCTPYKTUBHOE JCHCTBHE. [TpuHIHATIET CHUCTEMHOTO JICUCHUS
TITIOKOKOPTUKOMTAMH:

* wucnomp3oBanue K koporkoro  neiictBus  (NMPEAHHU30JI0OHA  WJIH
METHIIIPETHU30JI0HA);

» exenneBHbli npuém 'K BHYTpE (anbrepHupytomas Tepanus ['K — mpuém
npermapatoB depe3 aeHb npu CKB — wmamosddextuBHa, compsbkeHa C
BBICOKHM PHCKOM DPa3BUTHS PEIUANBOB, €€ TUIOXO TEPEHOCIT OOJBIIMHCTBO
OOJBHBIX);

* npuém 'K npeumyiiecTBeHHO B yTpeHHUE Yachl (IIEPBYIO MOJOBUHY JTHS) C
yu€ToMm ¢usuosiorndeckoro purma ux Beiaenenus. Jlosy 'K onpenensitor B
3aBUCUMOCTH OT TSKECTH COCTOSIHUS, aKTUBHOCTH W BEAYIIMX KIMHUYECKUX
CUMIITOMOB OOJIE3HU C Y4€TOM HWHIUBHUAYaJbHBIX OCOOCHHOCTEH peOEHKa.
Jlo3a mpeaHn3010Ha COCTABIISIET;

* 1pH BbICOKOM U kpu30Boil aktuBHOCTH CKB 1-1,5 Mr/kr B cyT (HO He Oonee
70-80 mr/cyT);

* 1pu ymepennoit aktuBHoctu CKB 0,7-1,0 mMr/kr B cyT;

» npu Hu3kou aktuBHOCTH CKB 0,3-0,5 MI/KT B CYT.

Jleuenne wmakcumanbHOM TmomaBisromieii mo3oit 'K mpoBomar oObIYHO B
TeueHue 4-8 Hedenb 0 JOCTHXKEHHS KIMHUYECKOro 3¢¢deKTa U CHIKCHUS
AKTUBHOCTU TATOJIOTMYECKOr0 Mpolecca € MOCIACAYIOUMM YMEHBIICHUEM 03I
npenapara 0 WHIUBUIYaIbHO T0J100paHHON moanepsxkuatomieit (>0,2-0,3 mr/kr B
cyT) K 6-12 mecsuam or Havana JjedeHus. Jlozy 'K ymeHwIaroT mocteneHHo,
3aMeyIsisl TeMI €€ CHIDKCHUS MO MEpe YMEHBIIEHHUS J103bl (MPUHILIMI CHUXKECHUS
CyTOUHOM 1103bI Tipenapata Ha 5-10% kaxasie 7,10,14, 30 qHelt) B 3aBUCUMOCTH OT
OBICTPOTBI  pa3BUTUS  TepamneBTUYecKkoro 3¢dexra, peakuuu OOJBHOTO HA
MpeabIAyIee CHMKEHUE JI03bI M BbIpaXXEHHOCTH moOoyHoro gevctBusi [K.
PexoMeHyI0T AUTENbHBIN TTpUEM moaaepxkuBaroiieid 10361 'K, crmocoOcTByrommin
coxpaHeHuto pemuccun (Hapymenue pexuma npuéma ['K wnm ux OwicTpasi oTMeHa
MOTYT TIPUBECTU K OOOCTPEHHIO 3a00JI€BaHWS WM Pa3BUTHIO CUHIPOMA OTMEHBI).
ITonnas ormena I'K Bo3MOXHA TOJIBKO NMPHU MHOTOJICTHEH KIMHUKO-JIA00paTOpHOM
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PEMUCCUM W YCIOBUU  COXPAHHOCTH  (YHKIHMOHAIBHBIX  BO3MOXHOCTEH
HAAMOYECYHUKOB.

[Tynbc-tepanus ['K npennonaraer BHyTpUBEHHOE BBEJIEHUE CBEPXBBICOKHX 7103
metuimpeaansoniona (10-30 mr/kr B cytku, HO He Oosee 1000 mr/cyrt; mo3a mis
B3pOCIbIX 00bHBIX 00bIYHO cocTaBisieT 500-1000 mr/cyT) B Teuenue 3 aHeit. [ynbc-
Tepanusi 00yCJOBIMBAET Oojiee OBICTPYIO MOJIOKHUTENbHYIO JUHAMHUKY COCTOSHHMSI
OOJILHOTO IO CpaBHEHUIO ¢ MPUEMOM BHYTPh ['K, B HEKOTOPBIX cllydasiX MO3BOJISET
TOOUTHCS TIOJIOKHUTEIBHOTO 3 (deKTa Mpu JIedeHUH OOJBHBIX, PE3UCTCHTHBIX K
nepopainbHbiM 'K, ObicTpee HayaTh CHWXEHHE O3Bl (CTEpOUIOCOSpETArOIIHIA
3¢ (}eKT), 9TO MO3BOJAET YMEHBITUTh BBIPAKEHHOCTh MOOOYHBIX peakiuid. [lymbc-
tepanus ['K mokazana nmpu KynmupoBaHUU KPU30BBIX COCTOSIHUN U JICUEHUU TIKETBIX
¢bopm CKB mnpu BeicOKoakTHBHOM Hedpure, Tshxénom nopaxennn [{HC, akTuBHOM
BAaCKYyJIUTE, DOKCCYyJIaTUBHOM IUICBPUTE © TMEPUKAPAUTE, TPOMOOIIUTOTICHUH,
reMOJIMTUYECKOM aHeMuu W Ap. [IpoTuBONOKa3aHUSMU [JIsl TPOBEICHUS IYJIbC-
tepanmuu K Moryr ObiTh: HekoHTponupyemas Al, ypemus, cepaedHas
HEJIOCTaTOYHOCTh, OCTPHIN ncuxo3. g agekBaTtHOro KOHTposs Haj TeueHueM CKB
u oOecreueHus BBICOKOIO KadyecTBa JKU3HU OOJIBHBIX BO MHOTHUX CIIydasx
HEOOXOJMMO BKIIIOYAaTh B TEPANEBTUUYECKUE CXEMbl IUTOTOKCUYECKHE CPEICTBa
(IC), oOnamarorue MMMYHOCYIIPECCUBHOM  aKTUBHOCTHIO. [lokazanust s
npumeHenuss [IC: BbicokoakTuBHBIN Heppur, TspkEénoe mnopaxenue [[HC,
PE3UCTEHTHOCTh K mpedmecTByronie Ttepanun ['K, HEOOXOAUMOCTh YCHICHUS
MMMYHOCYIIPECCUBHOM Tepanuu TMpU BBIpAKEHHBIX MN0004YHBIX 3pdektax I'K,
peanmu3anms  crepouacOeperaroriero dddexra, mnoaAcpkaHue Ooiee CTOMKOM
peMuccuu. B 3aBUCUMOCTH OT TSKECTU 3a00JieBaHUA U CHEIU(DUKA OPraHHOTO
MOPAXKEHUS CJEeNyeT HCNOJb30BaTh oAMH W3 ciaeayromux LC: muknopocdamun,
a3aTUONPUH, IIUKIOCTIOPUH, MUKO(EeHoIaTa MOpETHUIT U METOTPEKCAT.

[Muknodochamun - mpenapat Bbibopa cpeau LIC, B mepByro odepens st
JIEYeHUS aKTUBHOrO Bod4YaHouHOro Hedputa. Ilo gaHHBRIM  MeTao030pa,
npeumyiecTBa komouaupoBanHoi Tepamuu 'K u nuxknodochamunom auddysnoro
nponudepaTuBHOro BosyaHounoro Hedpura (IV kmace B kinaccudukanun BO3) mo
cpaBHeHuto ¢ MoHotrepanuedr ['K cocrosT B coxpaHeHun (YyHKIUN TMOYEK,
YMEHBIIICHUU PUCKA YABOEHHUS CHIBOPOTOUYHOIO KPEATWHUHA, MOBBIIICHUH MOYEYHOMN
U 001el BBDKUBAEMOCTH, CHIDKEHUU JICTATHLHOCTH M PUCKA PA3BUTHS PEIHIUBOB.
Tepanus 'K B couetanuu ¢ nukinodocdamuioMm no cpaBHeHuto ¢ MoHoTepanuei 'K
MMEET MPEUMYIIECTBA MO BO3ACHCTBHIO Ha MPOTEUHYPUIO, TUMOATLOYMUHEMUIO U
4acTOTy Pa3BUTHUS PEUUIMBOB M NMpPU MEeMOpPaAHO3HOM BOJYAaHOYHOM Hedpure (V
kiace B kinaccudukaunu BO3). Komounanus ['K ¢ nmuknopocpamugom, crnocoOCTBys
MOACP>)KaHUI0 0oJiee CTOMKON W JJIMTEIBHOM PEMHMCCHH, MO3BOJIIET MaKCUMalbHO
cHu3uth 103y 'K, mpuHumMaembix mepopanbHo (ctepouacOeperatoniuii 3gdekr). B
KIIMHUYECKOW  MPAaKTUKE  HCHOJIB3YIOT 2  pa3iM4yHbIX pEXHUMa  BBEJICHHS
nukiodochamusa;
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* eXKeIHEBHbIM mpuém BHYTpb B 03¢ 1,0-2,5 MI/KT B CyT B LENAX CHIKEHUS
yycia JeHKOLUTOB B nepudepuueckoii kposu 10 3,5-4,0x10%n (>3,0x10%n) B
TE€YEHUE HECKOJIbKUX MECSIIEB;

* MyJIbC-TE€PAIUI0 — IEPUOJANYECKOEC BHYTPUBEHHOE BBEJCHUE CBEPXBBICOKHX
no3 npenapata. Pacripoctpanena cxema BBeneHus ukiodochamua 1 pas B
mecan B 103ax 0,5 (0,75-1,0) r/M? ¢ y4TOM IepEeHOCMMOCTH Ha MPOTSKEHUH 6
MECAIIEB C TOCIEAYIONIMM BBEJIEHHUEM Ipernapata 1 pa3 B 3 MecsieB Ha
poTsokeHnH 2 jieT. [[puHIMIE mybc-Tepanuu nuKiIodochamMuiom;

* BBIOOp M03bI MUKIOPochamMuaa CIeAyeT OCYIISCTBISITH B COOTBETCTBUU C
BEIIMYMHON KIIyOOUKOBOW (uibTpamuu (pu e€ mageHuu Hike 30 Mi/MuH
7103a TIperapara J0hKHa ObITh YMEHBIIICHA);

* cleAayeT KOHTPOJIMPOBATh KOJWYECTBO JEUKOIMTOB B KpoBH Ha 10-14-ii neHb
IoCJIE BBEJEHMs Tpenapara (IIPU CHIKEHMH YPOBHs Jelikonutos <4,0x10%
HE0OXO0IMMO YMEHBIIUTH CIEIYIOUTYIO 103y Ha 25%);

* HeoOXOAMMO YBEJIMYEHHE UHTEpBaJla MEXIy BeJeHueM nukiodochammuma npu
Pa3BUTUHN UH(PEKIIMOHHBIX OCIOKHEHUH.

NuTepmutTupytomas myibc-tepanus nukinodochamunom B coueranun ¢ ['K
NPU3HAHACTAHAPTOM JICUCHHS MpoudepaTUBHOro BoayanouHoro Hedpura (111, 1V
kinaccel B kiaccubukanuu  BO3), oaHako TepaneBTHUYECKHE CXEMbl MOTYT
BapbupoBaTh. [Ipu TsoKENBIX popMax HedpuTa MOCIe HHIYKIIMOHHOM ITyJIbC-Tepanuu
nukiaodochaMuaoM B TEUEHHE 6 MECAIEB PEKOMEHIYIOT IEpEeHTH CHadajla Ha
BBeJICHUE Mpernaparta | pa3 B 2 mecsilia B TEYCHHUE CICAYIONUX 6 MECSIEeB W JIUIIb
3aTeM BBOJUTH mpenapaT | pa3 B kBapTait. s nmojgaep:kaHusi peMUCCUU HEKOTOPBIC
CIIEMAIIUCTBI MPEJIaratoT Mpoa0kaTh BBeJeHUEe nukiopochamuaa 1 pas B kBapTai
Ha npoTsbkeHur 30 mecsiueB. s geTed mpemiokeHa MEHEE arpecCHBHas cxema
nynbc-Tepanuu nukiaopochamugom B 1o3e 10 mr/kr 1 pa3 B 2 Heenu A0 NOJTy4eHUs
oueBHIHOTO 3 (deKTa ¢ MoCIeAYIOIMNM MePEeX0I0M Ha BBeJIeHUE Mpenapara 1 pa3 B
KBapTal.

CxeMbl JiedyeHus1 aKTUBHOTO BOJTYAaHOUYHOTO HedpuTa:

* @aza wuHaykuuu pemuccuu. llynbe-repanus wmetuinpenHu3onoHoM, ['K
BHYTph 8 no3e 0,5 MI/Kr B cyT + mysbc-Tepanus mukiodochamuaom (7 B/B
BBeJicHUI) 1 pa3 B Mecal B TedeHue 6 mecsues B 1o3e 0,5-1 r/m? (Bo3mMokHa
KOMOHWHAIIMSA C MyJIbC-TEpanue METHINPEAHN30I0H0M), [lpu Hamuuum
MOKa3aHUM MOYKHO MPOJUIUThH €XeMecsuyHoe BBeaeHue Iukiodochamuaa o
9-12 wmecsmeB. ['K BHyTpp B CHIWKaeMoill 1o3e + MyJbC-Tepamnws
nuknodochamumom B no3e 0,5-1,0 /M2 pas B 3 mecsna 10 24 MecsIEB.

» ®daza nogaepxkanus pemuccud. [lynbc-Tepanust METUITIPEIHU30JIOHOM B J103€
750 mr/cyt B Teuenue 3 guei, ['K BHyTps 0,5 Mr/kr B cyTku (1 mr/kr B cyT) 4
Henenu + mynbe-Tepanus nukiaodochamugom (6 B/B BBeaeHuid), 1 pa3 B
Mecs1 B TeueHne 6 mecsnes B go3e 0,5 r/m® (3atem 0,75 u 1.0 r/kr ¢ yuérom
MEePeHOCUMOCTH TpemnapaTta, Ho He Oosiee 1,5 T Ha BBenenue). ['K BHYTpH
(cHMKEHHEe JT03bI Ha 2,5 MI/CYT Kaxaple 2 HEASTH 0 IOAJACPKUBAIONICH) +
nynbc-Tepanust mukiaodpochamugom (2 BBemeHus 1 pa3 B KBapTal), 3aTeM
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a3aTUOTNIPUH uepe3 2 HeAenu mnocie mukinodochamuaa B CTapToBOil no3e 2
MI/KI B CyTKH (CHIKEHHME A0 | MI/KT B CyT C Yy4€TOM NEpPEHOCHMOCTH
npenapara). Ilyabc-Tepanusi MEeTUINPEAHU30JI0HOM B go3e 750 mr/cyt B
teuenue 3 aueit, 'K BHyTps B 03¢ 0,5 mr/kr B cytku (1 Mr/kr B cyTku) 4
Hejenu + mynbc-Tepanus mukiogochamugom (6 BBemenuit mo 500 wmr
KaXJple 2 HeJenu — cyMmmapHas jno3a nukiaodochamuaa 3,0 r), 'K BHyTph
(CHI>KEHME J103bI Ha 2,5 MI/CyT KaXKIbple 2 Hellen 10 MOJJep>KuBaroieii) +
a3aTHONPHH 4epe3 2 Heaenu mocie mukinodochamuma B cTrapToBOi 03¢ 2
MI/KT B CYTKH (CHIDKEHHE 10 | MI/KT B CyT C YYE€TOM MEpPEHOCHMOCTHU
npenapara) Ilynbc-Tepanus METHINPETHH30JI0HOM B go3¢ 750 mr/cyt B
teuenue 3 mueid, ['K BHYyTph B mo3e 0,5-1,0 MI/Kr B CyT + myJbC-Tepamms
nuksiodochamuom (6 B/B BBEACHHI) pa3 B Mec B TeueHue 6 mec B goze 0,5-
1,0 /M2 (1O He Oomee 1,5 T Ha BBeaeHue). [' K BHyTph B CHIDKaeMoi 03¢ +
Mukodenonata modetwn BHYTpp B no3e 0,5-3,0 r/cyr. Ilynbc-tepamnus
MeTuinpenauzoioHoM, 3areM 'K BHyTpp + nmkinodochamumaom B go3e 2
MI/KT B cyT Ha npoTsbkeHuu 3 mec ['K BHyTph + azaTuonpuH B TeueHue 21
Mec.

AzatnonpuH MeHee dS(deKkTuBeH, uyeM IukiIodochaMul, MpU JICUCHUU
npoiiudepaTUBHOTO  BOJMYaHOYHOTO Hedputa. [lpemapar uCHonb3ylOT s
MoJ/JIep KaHusl UHIYIUPOBaHHOU mukiIopochamuaom win Apyrumu LIC pemuccuun
BOJIYAaHOYHOTO HE(PPUTA, UCHOJIB3YIOT ISl JICUEHUSI CTEPOUI3aBUCUMBIX U CTEPOU]
PE3UCTEHTHBIX OOJIbHBIX ¢ MeHee TshkE€nbiMu Bapuantamu CKB, B ToM uwmcie c
TPOMOOITUTOTICHUEH, BRIPAKEHHBIM U PACIIPOCTPAHEHHBIM KOKHBIM CHHJIPOMOM, YTO
CIIOCOOCTBYET CHMKEHHIO aKTHMBHOCTH NPOLECCA, YMEHBIIEHUIO YKCIIa PELUIUBOB
3a00JieBaHUsI W TMO3BOJSIET  yYMEHBIIUTh MOTPpEeOHOCTH,  OodbHBIX B ['K
(ctepouncoeperatommii 3ddexr). TepaneBTHueckas n03a a3aTHONPHUHA COCTABIISIET
1,0-3,0 Mmr/kr B cyTkd (YHUCIIO JEHKOIMTOB B KPOBU HE JOJDKHO OBITh HUKE
5,0x10%0). DddeKT neuenns pa3BUBAETCA MEIJICHHO U OTYETINBO BEIPAXKEH Yepe3 5-
12 mecsnes. Huknocnopun B couetanuu ¢ 'K cymiecTBEHHO yMEHBIIIAET YPOBEHb
MPOTEUHYPHUH, HO TTOTCHITUATHHO HE(PPOTOKCUYEH, YTO OTPAHUYMBAECT BO3MOXKHOCTh
€ro MpUMEHEHHs y OONbHBIX C HapyuieHueM (QyHkiui nodek. [lokazanueMm K
HAa3HAYEHUIO [MKIOCIMOPUHA CYMUTAIOT HAJIWYHAE CTEPOUAPE3UCTEHTHOTO WM
peuuauBupymomero crepounzasucumoro HC, oOycinoBieHHOro MeMOpaHO3HBIM
BOTYaHOYHbIM HeppuroM (V kiacc). Mukodenonata mModeTun MOKeT ObITh
WCIIOJIBL30BaH JJIsl MHIYKIIMU PEMUCCUM BOJYAHOYHOIO HEPpHUTA, PE3UCTEHTHOTO K
nukiopochaMuly, €ro Ha3HA4yalT OPU HEBO3MOXHOCTH MPOBOAUTH JIEUECHUE
nukiopochaMuIoM B CBSI3M C pa3BUTHEM MNOOOYHBIX A(P(EKTOB WM HEXEIaHUEM
nauventa. MukodeHonata ModeTusi MOXHO HCIOJNB30BaTh JJIA  KYNUPOBAHUSA
KCTpapeHabHBIX ~ cuMnToMoB CKB  mnpu  pe3ucTeHTHOCTM K JIPyTrUM
IIUTOTOKCUYECKUM cpeicTBaM. MukodeHomara MoheTrs peKOMEHAYIOT MPUMEHSTh U
TUIS TOI/IeP KaHUS peMuccun, WHyIIUPOBAHHOU ukIohochaMuom.
TepameBTuueckass m03a MukodeHosata ModeTuaa sl B3POCIBIX COCTaBIseT 2-3
r/cyT, €€ BBOAST BHYTPh B 2 mpuéma. JeTsM peKoMeHI0BaHbI 103kl MHUKO(EHOIaTa
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mModerra u3 pacuéra 600 Mr/m? 2 pasa B cytku. [lnasmadepes B coueTaHHH C MyJIbC-
Tepanuel METWIPEAHU30JIOHOM U HUKIoPochamMuaoM («CUHXPOHHAsD) Teparnus) —
OJIMH U3 HaumboJiee MHTEHCHUBHBIX METOJOB JICUEHUS, UCIONb3YEMbIM I JICUCHUS
HauOonee Tsokénbix nanueHToB ¢ CKB. [Mokazanus k «cunxponnoi» tepanuu: CKB
BBICOKOM MJIM KPU30BOM aKTUBHOCTH, COITPOBOK/IAIOIIASACS BBIPAXKEHHOM SHIOT€HHON
MHTOKCUKAIIMEH; BBICOKOAKTUBHBIM HEQPUT C MOYEYHOW HEIOCTATOYHOCTHIO (B
OCOOEHHOCTH  OBICTPONPOrPECCUPYIONIUN  BOJYAHOUHBIA  HEPPUT);  TDKEIOE
nopaxkenne [[HC; orcyrcrBue s(dpdexra komMOmHUpOoBaHHOU Tynbe-Tepanuu [K u
LC; xpuornoOynunemus; Hannuue ADC, pe3uCTeHTHOrO K CTaHJAPTHOM Tepanuu.
MetoTpekcaT PeKOMEHIYIOT UCIIOIb30BaTh B JICUCHUHM HETSKEIBIX «HEMOYCUHBIX)
BapuaHToB CKB ¢ pe3uCTEeHTHBIMU KOXHBIM U CYCTABHO-MBIIICYHBIM CHUHIpPOMaMU
1151 00JIee OBICTPOTO NOCTUKEHUSI PEMUCCUM U CHYKeHUHU 110361 ['K.

Hapsiny ¢ 0asucHoit mmmyHOcynpeccuBHOUW Teparmueir B jedennun CKB 1o
MOKA3aHMUSAM HCIOJB3YIOT MPSMbIE U HENPSMbIE aHTUKOATYJISHTHI, aHTUATPETaHTHI,
runotrensuBHeie JIC, nuyperuku, antuonotuku, JIC mis mpouiiakTUKK U JIeUeHUs
ocTeonopo3a u npyrue cumnromarnueckue JIC.

[Ipy paHHEM YCTaHOBIICHMM AWArHo3a W JJIUTEIbLHOM JIEYEHUU MOKA3aTeNln S-
netHed BbbkMBaeMocTH 00nbHBIX CKB pocturator 95-100%, 10-netneit — OGosee
80%. IIporHoctuuecku HEOJIArONMPUATHBIMU (HAaKTOpAMU CUUTAIOT: MY>KCKOH TIOJ,
Hayano 3aboieBaHus B Bospacte g0 20 jer, HehpuT B aelr0Te 3a00JieBaHMUS,
muddy3ubiii  nposmdepatuBubii HeppuT (IV  Kiacc), CHUWXEHUE KIMpPEHCca
KpeaTUHUHA, BbIABICHUE (DUOPUHOUIHOIO HEKPO3a, WHTEPCTULMAIBHBIN (uOpo3,
aTpouu KaHaJbIEB B OUONTAaTaX, apTEPUATBHYIO TUIIEPTEH3HUIO, BEICOKUE TUTPHI AT
k JIHK u muskuit C3, npucoeaunenue uHbexnuu, nopaxenue [{HC, 3HaunTenbHoOe
MOBBINICHNE MHAEKca opranHoro nopaxenus (ACR damage score index) ¢ 1-ro mo 3-
i roapl OOJE3HM, HAIMYKME BOJIYAHOUHOTO AHTUKOATYJISIHTA U KPUOTJIOOYJIMHEMUH,
TpoMOO03.
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