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XapbKOBCKUHM HAITMOHAIBHBIA MEIUIIUHCKUIM YHUBEPCUTET

2
KYO3 «Ob6nactHas geTckast KINMHUYECKasi O0IbHMIIA», XapbKOB

MyxkoBucuuao3 (Cystic Fibrosis) — ayrocomHo-peneccuBHOe 3a0o0seBaHHME,
0OyCJIOBJIGHHOE MYTallleil reHa MyKOBHUCIIMIO3HOTO TPAHCMEMPAHHOTO PEryJIsaTopa,
XapaKkTepu3yrolieecs MOPAKECHUEM YK30KPUHHBIX Keje3 )KU3HEHHO BaXKHBIX OPraHOB
u cucreM [1,2]. Yactota mykoBucuuao3a (MB) B Mupe B cpearem cocrasisiet 1:2500
— 3000 HOBOpOXkAEHHBIX, B YKpanHe — [:2300 HOBOpoOxAeHHBIX. KinHHYeckue
MPOSIBJICHUSI 3a00JIEBaHUS PA3BUBAIOTCS TOJIBKO Y TOMO3HUIOT MO aHOMAJIbBHOMY T€HY
MBTP, y ero Hocuteneir 0ObIYHO HE BBISBIACTCS HUKAKMX CUMIITOMOB 3a00JIEBaHMUS.
I'en MBTP 6bu1 uzonupoBan B 1989 r. OH comepx uT 27 3K30HOB, OXBAaThIBAET
250000 map HYKIEOTHIOB M pACMHOJOXKEH B CEpeAUuHE JIMHHOTO TIuieda 7/
xpoMocoMbl. Ha cerogusmHuii neHb BbigenaeHo Oonee 1000 myranmii TeHa,
OTBETCTBEHHBIX 3a pa3BuTHe cuMnToMoB MB. M3-3a Omokanbl XJIOpUIHBIX KaHAJIOB
HE TIPOUCXOIUT PeabCcopOIMKM MOHOB XJIOpA U HATPHUSI B MOTOBBIBOSAIINX MPOTOKAX,
YTO MPUBOJUT K 3HAUYUTEIHHOMY IOBBIIICHUIO KOHIICHTPAIIMU ATUX HOHOB B 1 i
noTa. 9ToT (PEHOMEH UCIONb3yeTCs pH JuarHoctuke MB.

[lopaxkeHue TOMKEIYAOUYHOW IKEJIE3bl, BBI3BAHHOE 3aKYIIOPUBAHUEM €€
MPOTOKOB TYCTHIM, BSI3KUM CEKPETOM, MPUBOAUT K OOpa30BaHUIO KUCT U B
JanbHEMIIeM — K  KUCTO3HO-(PHOpPO3HOMY  TMEpPEpOXIECHUI0  MapEHXUMBI
MOJKETYIOYHOM  skene3bl. B pe3ynbTaTe pa3BUBAETCS  BHEIIHECEKPETOpPHAs
HEJIOCTATOYHOCTh  TMODKEIYJOYHOM  JKeJle3bl ¢ SIBJCHUSIMH  CTeaTopew,
Majgba0CoOpOIMM  C  COIMMYTCTBYIONIEH  HEJOCTATOYHOCTHIO  SKHPOPACTBOPUMBIX
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BO3pacTe n3-3a GUOPO3HOTO MEPEPOKICHUS CTPOMBI TTOKETYIOYHON JKEIe3bl U TIPH
MopakeHUU OCTPOBKOB JlaHrepraHca pa3BUBAETCS IHAOKPUHHAS HEIOCTATOYHOCTD
MOJIKETYIOYHOM KeJe3bl, MPUBOAAIIAs K (POPMUPOBAHHUIO caxapHOro auadeTa.
CHMOTOMBI THUNEPTIMKEMUN W HAPYIICHUS TOJICPAHTHOCTH K TIIOKO3€ y OOJIBHBIX
MYKOBHCIIM/I030M ObUIH BrepBbic omucanbl D.Andersen B 1938 roxy. B 1955 roay
H.Schwachmann  3adukcupoBanm  mepBbie  ciy4adm  caxapHoro  jauabera,
accoMUpoBaHHOTO ¢ MykoBHciuno3oM (MBC]J), y nereii B Bozpacte 13 u 14 net[3].
Ha ceropusmnuii nenp CJI mpu MyKOBHCIMAO3€ CTall BCTpEYaThCS BCE 4alle,
MIOCKOJIbKY ycIiexu B JedeHun MB y nerell yBenuUYuiIu IpoI0KUTENBHOCTD )KU3HU
oonbHbix. MBCJl nabmomaercst y 30% mroneit crapmie 25 ner. Kpome Toro, y
OOJBHBIX C MYKOBHUCIIUJO30M [0 COBPEMEHHBIM CTaHAApTaM €KETOJHO HCCIEAYIOT
COCTOSIHHE YIJIEBOJHOTO OOMEHa, 4TO Take yJIydiuio BeisBiasieMocTs CJl cpeau
Takux O0JbHBIX. [10 TaHHBIM MOHUTOpPUHTA METUITMHCKOTO 1IeHTpa CpenHero 3araja
(CIIA), HOpMmanbHasi TOJIEPAHTHOCTh K TJIIOKO3€ Yy OosibHbIX MB ycTaHoBieHa
Tonbko y 50% nereit u'y 25% B3pocnbix 6onbHbIX, a C/I Halinen y 9% neteit, 26%
nopocTkoB U 35% OonbHBIX B Bo3pacte 20-29 net [4]. Caxapublii nuaber mpu
MYKOBHCIIHJI03€ aCCOIUMUPYETCS C YXYIICHHEM (DYHKIIUU JIETKUX, TUIOXUM CTaTyCOM
MUTAaHUS U CHUKEHHEM YPOBHS BBIKMBAEMOCTH IO CPABHEHUIO C MAIMEHTAMH C
MYKOBUCIIMJIO30M 0Oe3 caxapHoro nuadera. B perpocnektuBHOM aHamuze 448
MalMEHTOB ¢ MYKOBUCITU030M, KOTOPBIX JUHAMUYECKH HAOIIOAAIN HA TIPOTSHKEHUU
10 ner, Obuta ormeueHa 25% BBDKMBAEMOCTh IIPU CaxapHOM jguabere mpu
MykoBuciuao3ze B 30 set no cpaBHeHuto ¢ 60% y nmroaeit 0e3 caxapHoro auadera,
00YyCIIOBJIEHHOTO MYKOBHUCLHJI030M. HemaBHO OBLIM OTMEYEHBI BBIPAKCHHBIC
MOJIOBBIE Pa3fU4Msl B BBDKMBAEMOCTU MPU caxapHOM auadere, 0O0YCIOBICHHOM
MYKOBHCIIMIO30M, C MEIMAHON BBKMBAEMOCTH B 47 1 49 et 1isi My»KCKOTo 1moJia 1o
CpPaBHEHMIO TOJIbKO ¢ 31 romoM sl )KEHCKOTo moJia. TeM He MeHee, 3TH MOJOBbIE
pa3nuus He OTMEYAINCh MPU HEAABHEM HUCCIEAOBAaHUU 17-1€THEH MPOCHEKTUBHOM
KOTOpThI U3 237 dhpaHIly3CKUX JeTel ¢ MyKOBHUCIIHIO30M.
MyxkoBUCIIU03-acCOMUPOBaHHbBIN caxapHbid nuadetr (M3CJl) nmpuznan BO3

KaK OTJeibHas HO30JI0Tvs. B sTHomOorHueckoil kiaccudukaluu caxapHoro guadera



(ISPAD,2009) caxapubiii auadet npu MB otHOocutcs k 3-ii rpynme: «lll. Ipyrue
cnenupuyueckne TUNBI caxapHoro auabera. C. bone3Hn SK30KPUHHON dYacTh
nopxenyaouHont xene3s». M3CJl umeet yepthl kak CJ] 1-ro tuma, tak u C/I 2-ro
TUMAa, HO OTJIMYAETCS OT HHUX, 4YTO OOYCJIOBIMBAET YHUKAIBHBIA MOJIXOI K
JTUArHOCTUKE U JICYCHUIO 3a00JIeBaHUSI.

B ocnoBe pazButnss M3CJl n€XUT Hapyll€HUE CTPYKTYpPbl OCTPOBKOB
Jlanrepranca nojpKeTyJOYHOM *KeJie3bl, BO3HUKAIOIIEE 3a cueT puopo3a U KUPOBOTO
nepepoxkaeHus sxenesbl. [Ipeanonaraercs, 4To B maTOreHe3e caxapHoro guadera npu
MYKOBHUCIIUJIO3€ WIPaeT poJib M HUHCYJIMHOPE3UCTEHTHOCTh. PE3UCTEHTHOCTh K
WHCYJIMHY CHIDKAETCSI B pE3yJIbTaTe XPOHMYECKONW HH(EKIUU, BBICOKOTO YPOBHS
KOPTHU30J1a, BBIJEISEMOTO TIPU XPOHUUECKOU MH(EKIMHU, KaK CTPECCOBOM CUTYaIlUH,
a TaKXe BCJEJICTBUE 4YACTOTO MPUMEHEHUs KOpTUKOocTepouaoB. M3CJl wyaiie
BO3HMKaET y nanueHtoB npu MB ¢ tsokensimu mytarusimu (1-111 xmacesr) u y i
xeHckoro mnona. Ilo manmneiM  EBpomnelickoro peructpa, y 20% nOanueHTOB C
myTtausamu -1l kimaccoB passuncs M3CJ u tonsko y 1,5% - ¢ myrauusmu 1V u
Vkiaccos [4].

M3C/] pa3BuBaeTcsl MOCTENEHHO, U Y MAalMEHTOB TOJAaMU MOXXET HE OBITh
KIIMHUYECKOW CHMNOTOMAaTUKH, 4YTO 3aTpyAHseT paHHIo0 auarHoctuky CJI. Ha
Hamuuue M3CJI MoryT yka3plBaThb CHEAYIOUIME CHMIITOMBL: MOJIUYpUS WU
MOJIUAUTICUS, HEBO3MOXXHOCTh YBEIIMUEHUS WJIU MOJJEPKaHUS ONPEEICHHON MacCChl
TeJa, HECMOTPS Ha yBEJIMYCHHUE MHUTAHUS; HApYIICHUE POCTA; 3aJepxkKKa myoeprara;
HEOOBSICHUMOE YyXYIIIeHUEe JierouHou (yHKIuu. JlabopaTopHBIMH OCOOCHHOCTSIMU
M3CJl sBiAOTCA: OTCYTCTBHE KETOAlWJ03a, CHIKEHUE Oenlka, OTCYTCTBHUE
TUTNEPIUTIUIEMUN, CHIDKEHUE KOJIMYECTBa TPOMOOIIMTOB U (PAKTOPOB CBEPTHIBAHMUS.
[IponomxkuTenbHOCT, U3HM manueHToB ¢ M3CJ] HMXKe MO0 CpaBHEHUIO C
nanueHTamu ¢ MB 6e3 nuabera: MenuaHa BeDKHBaeMOCTH y marueHToB ¢ M3C/] —
24 ropna, mo cpaBHeHMIO ¢ 32 rogamu y narueHToB ¢ MB 6e3 auabera. 3a 2-4 roga
no MaHudectanuu auabera yXyAIIAlOTCs TOKa3aTead HYTPUTUBHOIO cTaryca H

JBIXaTeIbHOU (PYHKIIMU. MUKpOAHTHONATUYECKUE OCJIOXKHEHUs pefaku mo 10 mer



JUTATEIBHOCTH 3a00JIeBaHUsl, MAKPOAHTHMONMATHUECKUE OCJIOXHEHUS O HACTOSIIETO
BpPEMEHH HE OIHcaHsI [4].

Kannnueckoe Habdmoaenne. Jlesouka B., 15-tu net, Habmo1anacy B KIMHUKE
¢ 5-;eTHero Bo3pacta ¢ auarHo3om: Mykosucuuo3 ( reroturn: delF508 ), nerouno-
KuiieyHas ¢dopma, TsDKeIoe TedueHue. XpoHWYeckud aud@y3HbIi OpOHXUT.
PacnipocTpanenHnbie OpoHXO3KTa3bl. BTOpuuHas jerodHas runepTeH3us, JErOYHOE
cepame. CepaeuHo-nerounas HemoctatodHocTh |l cremenn. CaxapHbii nualer,
Tsokenass  (opma. XpoHuueckas TaHKpeaTHdeckas HeIOCTaTOYHOCTh, TsKemas
crenenb. Lluppo3 medyenu, makpoHoxayisipHas ¢opma. [lopranpHas rumepTeH3us.
['unepcrnennsm. OtcraBaHue B GU3HYECKOM Pa3BUTHUH.

N3 anamHe3a ku3HM M 00JIe3HM H3BECTHO, YTO peOEHOK poxaeH or |l
OEpeMEHHOCTH, TMpOTEeKaBlIed Ha (OHE Yrpo3bl NpepbIBaHUA. |- OEpEeMEHHOCTH
OblIa MpepBaHa HCKYCCTBEHHBIM a0OpTOM MO >KelaHuio Marepu. Poasl mepBbie B
cpoke 33 Hemenu recranuu. Macca Tena pedenka nipu poxaenun 2400,0. K rpynu
MPWIOKEHA HA 3-U CYTKH, OJJHAKO OT IPyIH OTKa3biBajlack. KopMuiace CriexKeHHbIM
MOJIOKOM JI0 2 MecsiueB. M3 poauinbHOro 1oMa Beinrcana Ha 21 cytku. Mars -36 Jer,
3nopoBa. Otery — 36 jeT, cTpajgaer s3BEHHOM O0JE€3HbIO 12-TH MEPCTHOM KHIIKHU.

PebGenok cuutaercs OOJBHBIM C POXKACHHUS, KOT/A TMOSIBUJICS OOWIIbHBIN
YKUPHBIN 3JI0BOHHBI MHOTOKpaTHBIN cTyl. B Bo3pacTe 3 Hemenb AMAarHOCTUpOBaHa
3aTsKHAs NTHEBMOHUS, TIOCJIE KOTOPOM OTMEUaJICsA MOCTOSHHBIA HABA3YMBBIA CyXOHU
KallleJb.

B Bo3pacte 8  MecdAleB  YCTAaHOBJIEH  JMAardHo3  MYKOBHUCLHIO3a.
depMeHTaTHBHAs Teparus MaHKPEATHHOM OKa3ajach He3((EKTHUBHON: OTMEYAINCh
YacTHbIE OPOHXOJIETOYHBIE OOOCTpEHHUs, PEOCHOK OTCTaBall B (U3MUYECKOM U
MCUXOMOTOpHOM pa3Butuu. C 3-X JIeT TMepeBeleHa Ha KPEOH, Mojaydaia
CUMITOMaTHYECKOE JIeYeHHE, aHTHOaKTepuanbHylo Tepamnuto. CocrosiHue peOeHKa
MEPUOANYECKH  YIYy4IlajJoCh, OJIHAKO OTMedYajllach CTOWKas TrenaTroMeraius,
muddy3Hble U3MEHEHUS CO CTOPOHBI NE€YEHH, MOBBIIIEHHE TpaHcamuHa3. B 8 mer
JUAarHOCTUPOBAH ULUPPO3 IME€YEHHU, MOpTabHAasi TUNEPTEH3Us. B 3T0 ke Bpems

MMOABUIIMCE ITOJIUYPHA, MOJIUAUIICUA, HCMOTUBUPOBAHHOC CHMIKCHHUC MACCHI TCJIa Ha



¢doHe MOBBIIEHHOTO amnmneTuTa. JuarHocTupoBaH caxapHbli auadGer. Haznauena
MHCyJIMHOTepanus B Buae: HoBopanuaa, 103a KOTOpOro Kojaedanach B 3aBUCUMOCTH
OT ypoBHs ok03bl KpoBU OT 10 1o 12 En B cytku; Jlesemupa- ot 6 1o 10 Ex B
cyTku. TeueHue caxapHOro nuabera XapaKTepH30BaIOCh OTCYTCTBUEM KETOAIUA034,
PU3HAKOB MUKPO- U MAaKPOAHTHOIATUH, PE3KUX KOJCOAHUM YPOBHS TJIFOKO3bI KPOBH.
Opnako, oOpamano Ha ceOs BHUMaHUE Yy4alleHHE OOOCTPEHHS XPOHUUYECKOIrO
OpoHXHUTa TOCJIe TOSABICHUS KIMHUKHA caxapHoro nuaberta. bpoHXoskTaTHueckue
U3MEHEHUSI B JIETKUX IporpeccupoBanu. Hapacrtana  neroyHo-cepacuHas
HEJJOCTATOYHOCTb.

IIpu mociaeanemM mnocrymieHud B myJjabMoHoJsiorndecku ueHtp OJAKDB
COCTOSIHHE JIEBOUKH TSKEJI0€, OECIIOKOUT HAaBA3UMBbBIN, MAJIONPOAYKTUBHBIN KallIElb,
OJIbIIIKA. 3HAYUTEIBLHOE OTCTABAHHME (PUINYECKOrO Pa3BUTHS HUXKE 3-TO IEHTHIIA
(macca Tena - 37 xr, poct - 110 cm). OTcraeT B mosioBoM pa3Butuu (Axy,Pr,May,My).
YacToTa npixaTenbHbIX JBWKEeHHM 28-30 B 1 MHMHYTY, YacToTa CepACYHBIX
cokpamennii 122-124 B 1 munyry. AJl — 100/60 mm prt cr. Carypamusi KpoBu
KUCI0po1oM — 96%. KokHble TOKpOBBI OJIeHBIE, 3IEMEHThI FEMOPPArH4e€CKON ChINU
Ha HIWKHUX KOHEYHOCTHAX. I[lONKOKHO-)XKMpOBOW CIIOM pa3BUT HEAOCTATOYHO,
pacnpezeneH paBHOMepHO. OOpamaloT BHUMaHHE MPU3HAKU XPOHUYECKOM
TMIIOKCHUU: Majblbl B BHUJE «0apabaHHBIX MajJOuyeK», HOTTH — «4YAaCOBBIX CTEKOJD».
Cnusucras 3eBa po3oBasg. HocoBoe apixaHue cBoOoaHoe. I'pyaHas KieTka
3M(U3EMaTO3HO B3yTa, MEPKYTOPHO — JIETOYHBIH 3BYK C KOPOOOUHBIM OTTEHKOM.
AyCKynbTaTUBHO — JIbIXaHME€ pAaBHOMEPHO OcJablieHHOe C 00eux CTOpOH,
BBICTYLIMBAIOTCSI CyXUE€ PACCESHHbIE U MEJIKO-, CPEAHEMY3bIpYaThle XPUIIbl HA BCEM
MPOTSKEHUHU JIETKUX. [ paHUIbl OTHOCUTENILHOW CepJIEYHOM TynoCTH: IipaBasi — Ha 2,0
CM KHapy»Ku MpaBoOi OKOJIOCTEpHaNbHOU nuHuU, BepxHas — || pebpo, neBas — Ha 2,0
CM KHApyXH OT JICBOM CPEAHEKIIOUYWYHOW JIMHUU. TOHBI CepAla PUTMUYHBIE,
npurinymeHsl. JKUBOT yBenwdeH B pa3Mmepax (OKpPYKHOCTh - 83 cM), I€YEHb
BbicTynaer 7o 8,0 cM HmKe Kpas mnoapedepbs, cenezeHka — a0 15 cm. Cryn
opopmnen. Cumnrom IlacTepHankoro OTpuIATENBHBIM € O0EUX  CTOPOH.

Moueuncnyckanusi cBOOOAHbIE, Oe3005ie3HEHHBIE. [[nype3 T0CTaTOUHBIM.



JlaHHbBIE TOMOJHHUTEIbHbIX UCCJICA0BAHUIN:

Knunuueckuii ananu3 Kpoeu.: reMoraooun — 128 r/m, spurpouuts - 4,3x10%/1,
pertukymonuthl - 14%,, TpoMOOIUTHI - 39x109/.11, JIEUKOILIUTHI - 4,5X109/JI,
so3uHOGUIBl - 1%, Gazoduner - 1%, mamoukosimepubie - 3%, CETMEHTOSCPHBIC -
76%, mamdonuthl - 16%, monouutsl - 3%, COD - 3mMm/4yac, BpeMsl CBEPTHIBAHHS
KPOBH YJUIMHEHO 10 6 MUHYT, 15 cexyH.

Knunuuecxuti ananuz mouu - 6e3 ocobennocmeti. MUKpoaIbOyMUH MOYHU -
20,17 mxr/mi (HopMma - 20 MKT/Mo).

baxmepuonoecuueckuii noces moxpomwi: BbIeNeHB Pseudomasaeruginosa
(5x10%mu), Staphylococcus haemolyticus (eamemdHBIe KONMOHMHM), TPUOBI poxa
Candida(5x10%/mx).

Konpoepamma: MpllliedHbIe BOJIOKHA TIEPEBAPECHHBIC - HEMHOTO, HEUTPATbHBIN JKUP -
MecTaMu, TiepeBapumMas KjieT4yaTka - MHOTO.

Pezynomamer nunoxapnunosou npo6owi: 65 MakB/1, 70 MIKB/11, 75 MIKB/I.

YV pebenka eviaenena mymayus 2ena MyKoSUCYUOO3IHO20 MPAHCMEMOPAHHO20
peeynamopa - neabTa F508, xapakTepusyromerocss TsXKEIbIMU (PEHOTHUITHYECKUMU
MIPOSIBIICHHSIMH.

buoxumuuecxoe uccnedosanue kpogu: akTHBHOCTH allaHMHAMHUHOTpaHChepas3bl
(AJIT) - 0,11 wmmomp/u*n (wopma - 0,06 MMONB/4J), aKTHUBHOCTH
acnapratamuHorpanchepassr (ACT) — 0,11mmonw/u*n (Hopma-0,06 MMOJB/491I),
MoKazaTeslb cojaepxkaHusi Oera-munonpoTeuaoB — 30 e1.0NTUYeCKOW TUIOTHOCTH
(ropmMma - 35-55 en.); comepkanue xojectepuna — 2,7 mmoubs/n (Hopma — 3,15 — 5,17
MMOJIB/JT); aKTUBHOCTH MIenoyHOr ¢ocdaTtazel — 6800 amMonb/cn (Hopma - 1200 -
6300umomn/cn); conepkanue Oenka kpoBu — 61,2 /1 (Hopma 65-85 1/11), KpeaTuHUH
KpoBU — 61,5 Mmonb/a1 (Hopma — 44-88 MMOJIB/T), MOYEBUHA KPOBH - 4,2 MMOJIB/CYT
(Hopma — 1,7 — 8,3 MMOJIB/CYT).

Cooepoicanue  eniokozvt  kposu — 3,0 wmoms/n — 14 mmonm/n,
TJIUKO3WINPOBaHHbIN remoriooun — 10,4 % (HopMma 6,0 -8,3 %).

Vaempaszeyrkoeoe ucciedosanue oprowinol norocmu. nedeHb +6,0 cM Hike

Kpasg peOepHOM Ayru, Kpaill 3aKkpyriieH, KOHTYpbl OyrpuCTble, CTPYKTypa



HEOJHOPOJIHA 3a cYeT (POPMUPOBAHUS MHOKECTBEHHBIX Y3JI0B TOBBIIIEHHOM
AXOTEHHOCTH, BOPOTHAsI BeHa paciupena mo 13,5 MM, mnepunopTaabHbiii GHudpo3,
NEYCHOYHbIE BEHbBI — 6 MM, PHCYHOK OOEMX BEHO3HBIX CHUCTEM pE3KO OOEIHEH,
nehopMHUPOBaH; MOIKETYI0UYHAA KeJie3a YTOJIICHA, TOIOBKa - 27MM, Teo - 19mm,
XBOCT - METEOPU3M, KOHTYpPbl YETKHE, HXOIC€HHOCTh TMOBBIIIEHA, CTPYKTypa
OJIHOPOJIHAsI, CEJIE3CHOYHAs BEHa Ha YypOBHE TOJOBKM pacimupeHa g0 11 MM,
JOIUPYIOTCS aHACTOMO3BI; cejie3eHKa - 198x82 mM, yBenudeHna (+15 cm Huke Kpas
pebepHol AyTH), OAHOPOIHAS, CeTIe3eHOYHAsl BeHa paciiupeHa 10 15 M.

Odnekmpokapouocpamma:  CAHYCOBash TaxXWKapAus, penoyspru3alMOHHbIE
HapyLIEHUs TU3MEeTa00IMYECKOro XapakTepa 3a CYeT OCHOBHOTO 3a00JIEBaHMSI.

Honnneposxoxkapouozcpagus: 3akitoueHre: BTOPUYHAS JIETOYHAs TUIIEPTEH3USI.

Jonnnepocpagusa apmepuil HUMHCHUX KOHEYHOCMeEN.: AaHTUONIATUN HE BBISIBJICHBI.

Penmeenoecpagusa opranoB rpynHoN KieTKd: JlerodHbie 1OJis MOBBIMICHHI B
Mpo3pavyHOCTH. JIeroyHslii pPHUCYHOK TSKUCT, AedopMHpoBaH 3a cueT ¢Gudpo3a.
CnpaBa HUKHEMEIUAIBHO — YyYaCTOK HErOMOTE€HHOIro 3aTeMHeHus1. KopeHb mpaBoro
JIETKOTO PACIIUPEH, TOBOJIBHO CTPYKTYPEH, JIEBOTO OOJBIIE 32 TEHbIO CPEIOCTEHUS.
Cunycsl cBoOoHBI. Cepalie — B peiesiax HOPMbI, KOHTYpbI ero HeueTkue. Ha ¢one
XPOHUYECKOTO 3a00JeBaHUsI OPOHXOJETOYHOM CUCTEMBI MPU3HAKU TTPABOCTOPOHHEH
ITHEBMOHUU.

Komnvromepuas momoepaghusi opeanos 2pyouoii nonocmu: MHOKECTBEHHBIE
MOJIOCTH C CEePIOBUAHBIM 0001akOM nuameTpoMm 10-30 mm, yuactku ¢Gubpo3sa,
MPEMMYIIECTBEHHO B BEPXHUX M HIDKHUX OTJENaxX MPaBoOro JITKOTr0, HEPABHOMEPHO
BBIPAXEHHBIC YYACTKU YIUIOTHEHUS JIETOYHON TKaHU MO THUITY «MAaTOBOTO CTEKJIay.

Dyuxyus enewnezo ovixanusa: XEJl — 2,65 n (nopma - 4,33 1), OOB1 — 1,08 n
(Hopma — 3,61 1), ODB1/DIKEII — 66,20% (HOpMa — 86,6%).

Koncynomayus oxynucma: nepenHue OTAEINbl, MPETOMISIONINE CPEbI, IITa3HOE
IHO 0e3 MaTOJIOTHH.

B nanbHeiiiem y peOeHka Ha (OHE PE3KOro CHUKEHUS KOJIMYeCcTBa
TPOMOOITUTOB OTMEYAJIOCH >KETYTOYHO-KHUIIIEYHOE KPOBOTEUYECHHE, B CBS3U C YeM

J€BOYKa TIepeBeliecHa B JIETCKOe XHUpypruueckoe otaeneHue. I[lpu mnoBTOpHOM



KEITyT0YHO-KUIIEUHOM KPOBOTEUEHHUH CMACTU JEBOYKY HE YAAIOCh.

Oco0eHHOCThIO JAaHHOTO ciyuyas siBisercss panHsst Manudectanus CJl y 8-
JeTHel OONBPHOW MYKOBUCIHIO30M (TIO JaHHBIM JINTEPATyphl, OMUCAHUE CIy4yacB
M3CJ] y OombHbix mo 10 smer Bcrpeuwaercst kpaitHe penko) [4]. Hus panHeit
muarHoctukn ~ M3CJ]  cimegyeT  NpOBOAWUTH — PETYJSIPHOE — UCCIIEOBaHUE
TITUKEMUYECKOT0 CTaTyca y BceX Jerei, OOJbHBIX MYKOBHUCIUIO30M C MOMEHTa

YCTAaHOBJICHUS JHArHo3a.
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