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Kadenpa neguarpun Nel 1 HeoHaTomornn XapbKOBCKOTO HAIIOHAIBHOTO METUITTHCKOTO YHUBEPCHUTETA,
XapbKoB, YKpauHa

B craTtpe mpuBeeHB! KIIMHUYECKHE CITydan peakux ¢popM kapamomuonatuil. ObcnemnoBano 2 mereit
W3 OJHOW CEeMbH C HapyluleHHeM OOMEHa >KHPHBIX KHUCIOT C JJIMHHOM YIJCpOJHOH IENblo, |
Kapauomuonatue B Bospacte 4 u 8§ mecsaueB, 1 manument 8 met ¢ cuHapomom MELAS, 5 neteit ¢
kapaunomuonatuer Tako-L{y6o.

VY 2 pereil AuarHo3 BpOXKICHHOE HApYIIEHHE OOMEHA BEIIESCTB — HAPYLICHUE PB-OKHCICHHUS KUPHBIX
KHUCJIOT C JUIMHHOW YIJIEPOJHOW Lenblo (HEeZOCTATOYHOCTh anmi-KoA aermaporeHasbl KMPHBIX KHCIOT),
runeprpopuyuecKas KapAHUOMHONATHS, HEJOCTaTOYHOCTh KpoBooOpamieHuss IIA cr., Pelie-momoOHbII
CHUHJIPOM YCTAHOBJIEH Ha OCHOBAaHHMM IPOTPECCUPYIOIIEH BSAJIOCTH, COHJIMBOCTH, MBIIIEYHOW TMIIOTOHUH,
paccTpoiicTBa  cepleYHON  JesTEeNbHOCTH (CHMMETpHYHas TurepTpouyeckas KapAHOMHONATHS),
MEYCHOYHOM HEIOCTaTOYHOCTH (CHMHApoM Pes), paHHEW KIMHUYECKONH MaHHM]ecTaluu, perpecca
NICUXOMOTOPHBIX HABBIKOB, TMIIEPJIAKTATEMHH, MOBBILICHUS YPOBHS TPaHCAMHHA3, CHIDKEHHE CBOOOIHOIO
KapHUTHHA TIPH YyBEIWYCHWW AaIlFJIKAPHUTHHOB, BBICOKOW OJKCKpenud «(HymMapoBOH, aTuNMUHOBOH, 3-
METHITITYTAHOJIOBOM, OKCOTITYTapOBO# KUCIOT. JIeTanpHBIN HCX0T Y 000HX JeTeil.

V¥ 1 pebenka nguarHoctupoBad MELAS cuaIpoM (MUTOXOHIpHANbHAS MUOTATHS — dHIIe]aronaTus
- JIaKTaT-alluJ03, WHCYJIbTONOAOOHBIE SHHU30[bl) B COYETAHUH C 3aJCPKKOH (U3NUECKOrO M
NICUXOMOTOPHOTO pa3BuTHs. KiMHUYECKMMH NpPOsIBIEHUSMU OBUTH: PBOTA, IUAHLE(aIbHbIE KPHU3BL,
c1aboCTh, BAJIOCTH, MPOrPECCUPYIOIIAs TOJHOPraHHasl HEIOCTaTOYHOCTh (CepAedHas HEAOCTaTOYHOCTh Ha
¢oHe runepTpohUUEcKO KapJUOMHONATUH, AbIXaTeldbHas HEJOCTATOYHOCTb, MHOIATUYECKUN CHHIPOM,
sHuedanonaTusi, HHAOKPHUHHBIC HAPYILIEHWS, JKEIyJOYHO-KHMILIEYHBIE PACCTPOMCTBA, IMOBBILICHUH
COJIep’KaHUsI MOJIOYHOM W TMHPOBHHOTPAAHON KHCIOT). [IpH MONEKYISIpHO-TEHETUYECKOM HCCIIEOBaHUU
BeisiBrieHa myTanms 14470T/C, 14766 C/T, 15326 A/G. JletanbHblii HCX0]] B BO3pacTe § JeT.

Y 5 nmoapocTKOB AMAarHoCTHpoBaHa kapauomuomnaTus Tako-Ily0o. /et mocTynanu B KIMHHKY C
Kano0aMH, IMUTHPYIOLIMMH OCTPBI KOPOHAPHBINM CUHAPOM: 3arpyIMHHBIE 00N, cep/ieOneHne, OJIBIIIKY,
BHE3aITHO BO3HHMKIIIKE MOCIe (PU3NUECKOrO U MCUX03MOIMOHaIbHOTO crpecca. Ha OKI' perucrpupopanuch
nogbeM cermeHta ST, muBepcus 3yoma T Bo II, III, V5, V6 orBenenusix. Ha DxoKI ompenensutach
TUCOYHKINSA, JUCKUHE3US JIGBOTO IKENyJ0YKa, 3aTParvBalolIUe BEPXYIIKY M  MEXIKEIYJI0YKOBYIO
neperoposiky. [Ipu aoproxopoHaporpaduu OKKIFO3WH, aHOMAIIMM COCY/IOB HE BbIABICHO. B Teuenue 3-4
HeJenb (QYHKITUS CepIila HOpMaan30Bajach.

B crarbe moka3zaHo, yTO MeTaOOJIMYECKUE HAPYIICHHS SIBISIOTCS Ba)KHBIM IATOT€HETHYECKUM
aCIeKTOM pa3BUTHs KapAuoMuonaTuil. PaHHsAA JAMarHocTHMKa TO3BOJSIET CBOEBPEMEHHO HaydaTh
cneunduyueckoe jedeHue. Penkue GopMbl KapAHOMUONATHH TPEOYIOT MEKAMCLUHUILIMHAPHOTO MOAXO0AA K

JUArHOCTHUKE U Ha6J'HOZ[€HI/HO TaKUX OOJBHBIX.



KntoueBrpie cioBa: JETH, MeTaboINYECKHe KapaIuoOMHOIIaTUuM, SHEPTETUUYCCKAasA HECOCTOATCIIBHOCTD

MuUTOXOHIpul, cuaapomoM MELAS, xkapanomuonarust Tako-Lly6o.

B 2006 rony AmepukaHckas accolManusi cepaua MpeAoKuila paccMaTpUBaTh KapAUOMHUONATHU
(KMII), kak «reTeporeHHyr0 Trpymiy 3a00jJeBaHUN MHOKapna, KOTOPhIE aCCOLMHPYIOTCS ¢ MEXaHWYECKOH
W/WIH 3JeKTpUdecKor qucyHKInelH, OOBIYHO MPOSABIISIIOTCS HeaeKBaTHOW runepTpodueil miu AunaTaren
MOJIOCTEH cep/lla W BO3HUKAIOT BCIEACTBHE PA3IMYHBIX (PAaKTOPOB, NPEHMYIIECTBEHHO - TCHETHYECKHUX.
KMII MoXeT OrpaHMYMBATHCS MOPAKEHHUEM CEpAla WM OBITh YacThl0 T'CHEPATM30BAHHBIX CHCTEMHBIX
HapyIICHUH, KOTOpBIE TPHBOMAT K  IPOTPECCHPOBAHUIO  CEPICYHOM  HEJOCTATOYHOCTH  WIIH
KapauoBacKy sipHoit cmeptu»[Maron B. et al., 2006]. Yacrora KapIHOMHOIIATHH CPEIH JETEH COCTABISIET
1.3:100 000 mereir. KMII rpynmupyroTcss B 3aBHCHMOCTH OT MOP(HOIIOTHYECKOTO MK (PYyHKIIHOHAIEHOTO
¢deHotuma: runeprpopuUecKkas KapAMOMHONATHS, IWJIATAllMOHHAs KapIHOMHUOMNATHUS, apUTMOTCHHAs
MpaBOXKETYI0YKOBas KapJHOMUOIIATHs, PeCTpUKTHBHAs Kapanomuonatus [Elliott P. et al., 2008].

Hexknaccudunupyemsie: HekommakTHbIH Muokapa, KMII Tako-1y6o (takotsubo).

Bce ¢enorunsr KMII, B cBOrO ouepe/ipb, MOApa3aeIIsatOTCS Ha:

. damMunbHbIe/ceMeliHbIe (TeHETHYECKHE):
o HEUIeHTU(HUIMPOBAHHBIN TeHHBIN Te(EKT;
o HOATUI 3a00JICBaHUSL.
. HedamunbHbie/HECceMeitHbIe (HETCHETHUECKHE):
o HMOTIATHYECKUE;
o HOATUI 3a00JICBaHUSL.

Paznenenne KMII Ha cemeiiHble 1 HeceMeiHbIe IPU3BAHO NOBBICUTH HH()OPMHUPOBAHHOCTH Bpadei o
reHeTuuecknx JerepmuHantax KMII u  opueHTHpoBaTh WX Ha MPOBEACHUE CIENUPHYSCKHX
JMarHOCTHYECKUX TECTOB, BKIIOYask OMCK CIIEM(PUIECKUX MyTAIMid B COOTBETCTBYIOIINX CITyYasiX.

BaxHpIM acmeKToM MaToreHe3a MeTa0ONMYeCKUX KapAWOMHUOIIATHH SIBIAETCS HapylEHHE
KJICTOYHOW SHEPreTHKH BCIEICTBUE MHUTOXOHApPHANbHON nucyHKuuu. Ilo AaHHBIM mHexuaTpuyecKoro
peructpa mpu runeprpopudeckux KMII B 20% ciyyaeB BbIsIBICHBI HAPYIICHUS TPAHCIIOPTA KAPHUTHHA WU
nedeKThl OKUCIEHHSI )KUPHBIX KUCIIOT, HApyIIeHHs okuciuTenpHoro Gochopmmuposanus [Colan S. D. et al.,
2007]. Hpu nunataunonnsix KMII nedexTsl TpaHcmopTa KapHUTHHA/HAPYLICHUS OKCHIALMH >KUPHBIX
kucioT Berpevatorces B 40% [Towbin J. A. et al., 2006]. HacneactBenHbie 1eeKThl 0OMEHA KUPHBIX KHCIOT
SBJISIIOTCSI IPUYMHOM He MeHee 5% cirydaeB BHe3arHou JieTckoid cmeptu [Bonnet D. et al., 1999].

Onnoii u3 npuunH KMII y nereit 1 0coOeHHO y HOAPOCTKOB MOXKET ObITH BEereTaTuBHasi TUCQYHKIHS B BUAE
THIIEPCUMIIATUKOTOHNH,  OOYCJIOBJIEHHAas  KaK  MNEPBUYHBIM  YCHJIEHHEM  (QYHKIMOHHPOBaHUSI

CHMITATOAAPEHATIOBOM CHUCTEMBI, TaK M ITOBBIIIEHHEM €€ PEAaKTHMBHOCTH BCIIEACTBHE HArpy3ku [benokowb
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HA. uop., 1987; Cenamoposa A.C. u dp., 2012]. llon Harpy3Ko#l ciemyeT MOHUMATh JI000€ CTPECCOBOE
SIBIICHUE: TICUXOJIOTHYECKOe, (PU3NUECKOe, COMATUYEeCKOoe 3a00JeBaHWe W T.I. YPOBCHb aJpCHAIIMHA H
HOpaJpCHAIMHA B KPOBU TAaKHX JIETCH, KaK B COCTOSHUM IOKOS, TaK U BO BPEMsI HArpy3KH MOBBIIIAETCS
BJIBOC 110 CPaBHCHHIO C HOPMATHBHBIMHU IMOKa3aTessMuA. B To ke Bpems B Mexanusme pazsutus KMII He
HCKITFOYAeTCs W POJIb TMOBBIIIEHHON YyBCTBUTEIHLHOCTH MHOKapjaa K KarexomamuHaMm [Jlumanxuna U.H.,
2009]. [eiicTBue 3THX TOPMOHOB Ha CEpJLE peaau3yercs uepes B-apeHopelenTopbl KapIHOMHOLUTOB, YTO
BO MHOTOM U OMNpPEACIAET KOHSYHBIM Pe3ylbTaT MX BIUSHUSA Ha Muokap]. OH 3aKiI0YacTCsl B aKTHBALUU
(dbepMeHTa aJlCHWIATIIUKIA3bl M YCHJICHHUM CHUHTE3a I[HMKJIMYSCKOro aJeHO3WHMOHOGocdaTa, IMOBBIIIAS
YPOBEHb 3HEPreTuieckoro ooMeHa. Takoe AeiicTBHE HA NMEHCMEKEPHYIO TKaHb BBI3BIBACT IMOJIOKUTEIHHBINA
XPOHOTPONHBIA 3(deKkT, a Ha KIEeTKH padodero MHOKapAa - ITOJOXKHUTSIHHBIA HWHOTPOIHBIN 3(QeKT.
UpesMepHBIi BRIOPOC WK JTUTENFHOE BO3JEHCTBHE KaTEXOJIAMHHOB NPUBOANT K HapymeHusM Na+-Cat++
paBHOBECHS, PENOSPHU3ANNS 3aKAHIMBAETCS TTO3XKE, YeM OOBIYHO, W MTOJIOKUATENbHBIM HHOTPOIHBIN 3(hdeKT
ocnabeBaeT. B 3THX yCIIOBHSAX BO3MOXHO CHIDKEHHE COKPATHUTEIHHOW CIIOCOOHOCTH KapAHOMHOIIUTOB, TO
€CTh Pa3BHBACTCA META0OIMIECKOE TOBPEXKACHIE MUOKAp/Ia THIIEPAIPEHEPTUIHOTO TUMA (KapIHOMUOTIATHS
Tako-11y60) [/leonmvesa U.B., 2005, Kywaxosckuii M.C., 2000, Cenamoposa A.C. u op., 2011].

UpesBhIYallHO BaXHO CBOEBPEMEHHO pACIO3HATH BPOXKICHHYIO HACIEACTBEHHYIO MAaTOJIOTHIO
oOMeHa BemiecTB (OOJIE3HHM IHEPTETUYECKOro OOMEHa), TaK KaK OT 3TOT0 3aBHCSIT OCOOCHHOCTH BEIEHUS
MAlMCHTOB, TaKTHKa JieueHuss U mporuo3 [Cenamoposa A.C. u Op., 2013]. CaoXHOCTh JHATHOCTHKH
00yCJIOBJIEHA KIIMHUKO-TEHETUYECKUM MOJIMMOP(HU3MOM MUTOXOHIPHAILHON maroyioruu. Kapauomuonarus
MOJKET OBITh U30JINPOBAHHOW MJIM COYETATHCA C APYTUMU NpOosiBIeHUAMU. Cpoku MaHu(DeCcTaIluy pa3IuyuHbI,
4acT0 — paHHUHA JETCKHH BO3pacT. AJTOpUTM JuarHoCTHKH MeTabonmueckux KMII Oasupyercs Ha
COUYCTAHMU XAPAKTEPHBIX KIMHUYCCKUX KapAMAIbHBIX U IKCTPaKapAHAIbHBIX CUMIITOMOB U JIAOOPATOPHBIX
naHusIx [Jleonmvesa U. B., u op., 2012].

DKCTpaKapAUaTEHBIMU KPUTEPUSIMU JUATHOCTUKH MeTabonnueckux KMII sBrsroTcst:

1) panHuii ne0rOT 3a00JIeBaHUS;

2) MOTMOPTaHHOCTh TTOPAKEHUS;

3) npuctynooOpa3Hoe TeueHHe 3a00JICBaHuU;

4) MOBTOpHBIE PBOTHI, 9aCTO Ha POHE TUTIOTIIMKEMHUH;

5) MBblIIIeYHast TUTTOTOHYS,

6) mmenenns [|HC (Mukpouedanus, cymoporu, 3anepkka YMCTBEHHOTO U MOTOPHOTO Pa3BHUTHUSA,
BSJIOCTh, COHJIMBOCTb, JIETAPTHsA);

7) 3amepxKa PU3NIECKOTO PA3BUTHS;

8) M3MEHEHHUS CO CTOPOHHKI KEIyJOYHO-KHUIIIEYHOTO TpaKTa (pBOTa, OO B KUBOTE, TeraToMeravs,
CTeaTo3 NeUYCHHU, HAPYIICHHS CTYa);

9) U3MeHEHUs CO CTOPOHBI TOYEK (TyOyJIONaTHH, TIOIUKUCTO3, IOYeUHAs! HEIOCTATOYHOCTS );

10) nmuueBoit au3Mophu3M.

KapnuansHbpIME KpUTEPHIMH TUarHOCTHKH MeTabommuecknx KMIT sisisitorest:

1) aunaTanus mojocTel cepAna, CHIDKEHHE COKPATUTEIbHOM CITOCOOHOCTH MUOKap/Ia;



2) CUMMETpUYHAS THIIEPTPO(Hs MUOKap/Ia;

3) coueranue runepTpoUN U AUIATALNA MHOKap/a;

4) pedpakTepHOCTb K CTaHAAPTHOU Tepanuu cepiedHoi HepocrtarouHoct (CH);

5) HapyLIeHUs! CEpACYHOTO PUTMa (3KEITyI0YKOBasi TAXUKAPAWS), HAPYIICHHUS TPOBEeICHHS (CHHIPOM
c1a00CTH CHHYCOBOT'O Y371, aTPHOBEHTPHUKYJISIPHBIE OJIOKA/IBI);

6) rurantckue T-3yOIbl Ha AIIEKTPOKAPAHOT PAMME;

7) ciyyan BHE3AIHOM cepAeYHON CMEPTH B CEMbE (APUTMOTEHHOM).

JlabopaTopHBIMH  KpPUTEpUSMH  KapIMOMHONATHH, Ha (OHE TMEepPBHYHOH HSHEPTreTHUECKON
HECOCTOSITEIbHOCTH MUTOXOHAPHUH SIBIISIFOTCS:

1) runorkeMus 03 KeTo3a;

2) METa0OIMIECKHIA alluI03;

3) rumeprakTaT- ¥ THIIEPIIHPYBATEMUST;

4) noBsImeHne KpeaTHH(OOCHOKIUHASHL;

5) yBesnnueHue aKTUBHOCTH TPaHCAMHUHA3 [I€YCHH.

i yTOYHEHuS NPUYUHBI HapylleHHMH OOMEHa KapHUTHHA M OPraHUYECKUX >KUPHBIX KHCIOT
HanOoJiee Ba)KHOW OTIIPABHOM TOUYKOI SIBIAETCS OINpenesieHHe YPOBHA 00IIero, cBOOOIHOIO KapHUTHUHA U
AIMIIKAPHUTHHOB B KOMOWHAITH C OIICHKOW HAIMYHS WITH OTCYTCTBUS AUKapOOoKcuibHOU aruaypuu [Cox G.
F., 2007]. {ns Bepubukamuu quarHo3a TpeOyeTcsl MOJICKYIIIPHO-TEHETHYECKasl TUarHOCTHKA. BoisBieHue
MyTaluid TpeOyeT CO3JaHMs XOPOIIO OCHAICHHOW CIIEHaTM3UpOBaHHON J1a00paTOpUH, YTO IOCTYITHO

HEMHOI'UM JUArHOCTUYCCKUM LICHTPAaM.

Llens paboTHI: COBEPIICHCTBOBAHNE IUATHOCTHUKH PENKUX (HOPM KapANOMHUONATHH y AETeH.

[Mox HammM HaOJIOACHUEM HaXOIMIach 8 JieTei: 2 U3 OJHON CEMbH C HapyIIEHUEM 00MEHA KUPHBIX
KHCJIOT C JUIMHHOHW YTJIEPOJAHOM LENbl0 U THIepTpOUIecKoi KapaJuoMHonarruei, 1 maluenT ¢ CHHIPOMOM
MELAS, 5 neteii ¢ kapauomuonarueii Taxo-11y0o.

Knuanyeckoe Habmonenne Nel.

bompro#t K., 6,5 Mecsues, moctymmi ¢ jkanob0amMu Ha 3aTPYJAHEHHOE JbIXaHWE, IOBEIIIEHUE
TeMrieparypsl Tena 10 38°C, BIOCTh, CIa0OCTh, OTKA3 OT €JIbl, BRIPAKEHHBIM MUOTIATHYECKUM CHHIIPOMOM.
W3 anamHe3a >Xu3HW W3BEeCTHO, 4TO peOeHOK oT | OepeMeHHOCTH, MpoTeKaBmieil Ha (OHE aHEMUH,
(eToraneHTapHON HENOCTaTOYHOCTH, MpPEdKIaMICHH Jerkold creneHd. C TepBBIX MECAIEB JKU3HU
OTMEYAIINCh COHITMBOCTD, IUIOXasi MPpUOaBKa B BECE, YACTOE TYMHOE JIbIXaHUE, TOJIOBY JIepKai ¢ 4 MecsIeB,
HE IepeBopavyuBaics, He cuaell. B Bo3pacte 6 MecsleB OCMOTPEH CEMEHHBIM BPauoOM, B CBSI3H C HAIUYUEM
OJIBIIIKKA ¥ TUNIOTpo(un pebeHoK ObLT HampaBiieH Ha oOcienoBaHre B OOJIACTHYIO JETCKYIO KIMHHYECKYIO
oonpuurly (OJIKB), rme JuarHOCTHpOBaHA CHMMETpPHYHAs TunepTpoduueckas KapAHOMHOMATHS,
HEJ0CTaTOYHOCTH KpoBooOpamieHus 0 ct. PebeHok ObUT BRITTMCAH 11O/ HA0JIOIEHHE YIaCTKOBOTO ITEraTpa ¢
PEKOMEHIAITUSMA B COOTBETCTBUU C IPOTOKOJIOM. Uepes 2 Helenn cOCTOSTHUE PeOeHKa PE3KO YXYAIIUIIOCH,

B CBA3HU C YEM IMOBTOPHO I'OCHUTAIIM3UPOBAH.



IIpu mocTyIuIeHHH COCTOSIHHE peOEHKA TSDKENIOe 3a CUeT KapAHOpECITUPaTOPHOH HEAO0CTATOTHOCTH,
MAaTOJOTUYECKOH HEBPOJIOTHYECKONH CUMITOMATHUKHI, META0OIHMYECKIX HAPYILICHHUH.

Ha BTOpBIe cyTkKHM NpeOBbIBaHHUA B CTallMOHAPE Pa3BHIICS T'€MOPPArMYeCKUid CHHAPOM: IMOSIBUIIMCH
pBOTa «KO(EHHOM! TyIIei», YepHBIN CTYII, ypoBeHb TpoMOouuToB — 52 000 B MKJI, IPOTPOMOWHOBBINH HHIEKC
- 63%, ¢pubpuHoreH 1,8 1/11.

JlaHHBIE KITMHUKO-MHCTPYMEHTAIBHBIX 00CIICI0BaHHHA:

e KumHudeckuii ananu3 KpoBu: nepuunTHas | aHeMus CTeneHH.

e DyekTpokapauorpaus: ~ pUTM  CHHYCOBBIM,  3aMEAJICHHE  BHYTPHIXKEIYAOUYKOBOH
MIPOBOAUMOCTH, TIEpErpy3Ka JIEBOTO JKEITyA0UKa U JIEBOTO MpeICepausl.

e Dxokapauorpadus c AONIUIEPOMETPUEH: CHMMETpPHYHAsl TUNEPTPOPHI MHOKapAa JIEBOTO
KeJy/I0uKa, CHI)KEHHE COKPATHTENILHOM criocoOHOCTH MUOoKapaa ((ppakius Beiopoca 51%),
HapylIeHNe TUACTOTUUECKON (QYHKIUH JEBOTO KelyJ0UKa M0 TUILY MCEBIOHOPMAaTH3aLlUH.

e Heiipoconorpadus: BbIpakeHHas OTe4HOCTH oOomouek. llepdysus spmep u momymapwii
IU(QQPYy3HO CHMXKEHA, MEJIKHE yYacTKH INEPHUBACKYJSIPHOIO IJIHMO3a B sOpaxX, KPOBOTOK Ha
nepudepun CHIKEH.

e VY3U BHYTpEHHUX OpPraHOB: IEYECHb yBEIMYEHA N0 +8 CM, MapeHXHMa C BBIPAXKCHHOU
3acTOHHO-TIponuepaTuBHAs ~ peaklnueil, BBICOKOW  3XOIeHHOCTH, Trpybo3epHHCTAs,
MIEPUBACKYJISIPHBIN OTEK, celie3eHKa +2 CM, TMOBBIIIEHHOHW 3XOI'C€HHOCTH, BEHBI B BOpPOTaX
W3BUTHI, IOYKH — OTEK M UIIEMHSI TAPEHXUMBI.

e  DubporacTpoayOqCHOCKOIHSL: reMopparuyeckas racTpoayOACHONATHS,
JTyOJCHOTaCTPaIbHBIN pedIrokc.

OOpamano BHUMaHHE CTOWKOE CHIDKEHHE YPOBHSA TIIOKO3BI B KpoBH 10 2,5 — 3,3 MMOIB/I,
TUIIONIPOTEUHEMHUS bi (0] 35,6 /1 MIOBBIILICHNE AKTUBHOCTHU MEYEHOYHBIX (bepMeHTOB
(amanuHamMuHOTpaHChepa3a g0 6 HOpM, acnapraTaMuHOTpaHcdepaza 10 4 HOPM), THUIEPA30TEMHs
(MoueBWHa 10 2 HOpPM), AEKOMIICHCUPOBAaHHBINA MeTaboamueckuid anumo3 (pH 7,28, OydepHbie ocHoBaHUS -
8,8 MMOJIB/1T).

3aKiroueHUe OKYJIMCTA: TJ1a3HOe JIHO 0€3 0COOCHHOCTEH.

3aknmroueHue Heppomarosyiora: auddy3Has MblliedyHas TUIIOTOHHS, 3aJIEPKKa TEMIIOB MOTOPHOI'O
pasBUTHSI.

[TpoBeneHO TeHETHYECKOE KOHCYJIBTUPOBAHHWE M OOCIE/IOBAHUE B CIEIMATM3HUPOBAHHOM MEHKO-
TFeHETUYSCKOM IIEHTpPE: IOBBIIIEHWE YPOBHsA Jakrtarmeruaporenassl — 1320,0 Ea/m (N mo 1100),
Tpurnuiepuaos — 4,76 mmone/n, (0,34 — 1,13), ammmaka — 74,83 mmone/n (18 — 72), moBbimieHne
coJiep>KaHusl MOJIOUHOH KHUCIIOTHI B KpoBH 110 3,15 MMmois/n (Hopma 1o 1,2), nmupouHorpaanoit — ao 0,13
MMoIb/1 (Hopma 10 0,1), cooTHOIIEHUs akTat/mupyBat — 24,2 (Hopma < 15), cHWKEeHHEe ypOBHS OOIIEro
KapHUTHHA B CHIBOPOTKE KpoBH 110 18,8 MMmonb/i (53+4,5) 1 akTUBHOCTH MUTOXOHJPUAIBHBIX (DEPMEHTOB
SHEPreTHYECKoro oOMeHa B JIMMGOLUTAX HeprudepruuecKoil KPOBU - CyKIMHATAeTuAporenasa 12,4 rpanyi B
kimetke (r/kn, Hopma 15,76+£0,4), rimyramatmeruaporeHassl 5,5 r1/knm (Hopma  6,3£0,33), a-
rnunepodocharaeruaporenassl 5 r/xka (Hopma 8,4+0,42), MOBBIIEHA aKTUBHOCTh BHEMHTOXOHAPUABHOM

5



aHa’poOHOM JakTaTaeruaporeHasbl 10 18,2 r/kin (Hopmal2,2+0,44), xomecTepuH oOmUA CHUXKEH 10 2,89
MMOJIB/I. Bricokas skckpenust pymMapoBoii, aqUMUHOBOM, 3-METHITITYTaHOJIOBOM, OKCOTTyTapOBOM KUCIIOT B
Moye.

CoueTtaHue JaHHBIX aHaMHe3a (TATOJOTMYECKOE TeUeHHE OCpEeMEHHOCTH, CHHAPOM 3a/IEePKKHU
BHYTPUYTPOOHOTO pa3BUTHs, MOCTHaTajbHas TrUnoTpodus [ cr., perpecc MCHUXOMOTOPHBIX HAaBHIKOB),
KIMHUYECKOH MONMOPTaHHOCTH (MHOMNATHs, TIOPAKEHUE CEpALA, TICUSHHU, KETyAOUHO-KUIIEYHOTO TPaKTa),
OMOXMMHUYECKMX W LUTOXMMHUYECKAX MAapKepOB MHUTOXOHIPHAIBHOW JUCPYHKIMH Yy pebeHka ¢
CUMMETPUYHONW THIEPTPOPUUECKONH KapAMOMHONATHEH, 3aJCPKKOM TEMIIOB MCUXOMOTOPHOTO Pa3BHUTHS,
WHTEPMUTTHPYIOUIMK XapakTep 3a0ojieBaHMs IO3BOJWIM JUATHOCTHPOBATH BPOXKICHHOE HapyLICHUE
oOMeHa BEUIECTB — HapylleHHe [-OKUCICHHMS S>KUPHBIX KHUCJIOT C MJJUMHHOW YITICPOJHOH LEMbIO
(aenoctarouHocTh auiI-KoA nernaporeHasbl KUPHBIX KUCIOT).

Jledenue: muera ¢ OrpaHWYCHHEM JKHPOB, YACTHYHOE TapeHTepalbHOe muTanme, 25% p-p MgSO,
100 mr/kr cyt, MmakcunuM 100 MI/Kr/CyT, IPEIHU30IOH 5 MI/KI/CyT, THOTPUA3OINH 5 MI/KT/CyT, Kynecad S0
mr/cyt, L-kapautun 75 mr/kr/cyt, pubodmnaBun 10 mr/cyt, Omotun % T1ab./cyt, xanrompuia 1,5 mr/cyt,
BEPOILIIHUPOH 6 MI/CyT, GypoceMua 3 MI/KT CyT.

Ha ¢one Tepanuu va 17 cyTku mocie MOCTYIDICHUS COCTOSHUE YAydImniock. CTan akTHBHEE, Hadall
yIpIOaThCs,  [YNIWTh,  YJIYYLIMICS  aNIETUT, YMEHBIIWINCh  SBJICHHUS  KapAHOPECHHPaTOPHON
HEJOCTAaTOYHOCTH, YBEITUIMIACh KOHTPAKTHIbHAS CITOCOOHOCTh MHOKap/a ((pakius BIOpoca Bo3pocia 10
58%), mevyeHb COKpaTUIach 10 +5 CM, OJTHAKO COXPaHSUTUCh MBIII€YHAs! TUIIOTOHUS, YBEIMYEHHE pa3MepoB
cepALa.

Ha ¢oHe monoxuTenbHONH KIMHUYECKOW NUHAMHUKH PeOEHOK ObLT BBIUCAH C PEKOMEHIAIMSIMU:
OrpaHUuYEHHE KUPOB, HACTOE IPOOHOE KOPMIICHHE, 0€3 ATUTENBHBIX TIEPHOI0B TOJI0/1a, MU, O0OTallleHHAas
YIJI€BOaMH, TJIMIWH, KOPHEIUTIOC, TPEJIHU30JIOH, aclapKaM, MaHTOKAIBIMH, KalTONPWII, BEPOINMUPOH,
MeTa0oIuecKas Teparnmsl.

B Bo3pacte 8,5 MecsieB peOEHOK MOBTOPHO TOCHHUTAIM3UPOBAH B KpaHE TSDKEIIOM COCTOSIHUH B
CBSI3U C METabOJIMYECKUM KpU30M (HapylIeHWE B MHTAHUHU — BBEICHO KO3b€ MOJIOKO, KHPHOCTH KOTOPOTO
Oonee 4,5%, HeCcMOTpsT Ha IKECTKOE OTrPaHWYEHUE JKUPOB). B CBA3M ¢ pa3BUTHEM IOJUOPTaHHOM
HEIOCTaTOYHOCTH peOEHOK yMep Ha 24 CYTKH MOCIIE FTOCHUTATN3ALUH.

[TatosoroanaToMuuecKoe 3akiodeHHe: BpokIeHHOe HapylleHHe OOMEHa JKHUPHBIX KHCIIOT.
OtnoxeHre JMIUAOB B HEPBHOW cucTeMe (B MSITKHX MO3TOBBIX O0OJIOYKaxX; B HEMPOHAX IOJKOPKOBBIX
y3JI0B M TEPEeIHUX POTOB CIIMHHOI'O MO3ra — AUCTPO(QHYECKHE W3MEHEHHS M OTJIOKEHHE JHIUAOB; B
nepuepruvyeckux HepBax — pacIIUpeHHe Iepu- M DHIOHEBPHUS, OTJIOXKEHHUE aMOP(HON TIJIMKOTeH-
MO3UTUBHON CyOCTaHLMH; KOJMYECTBO AKCOHOB YMEHBILIEHO, OHM OKPYXXEHbI COCIMHUTEIBHOH TKaHBIO,
oOpasyrolieii Ha TIONEpeYHBIX Ccpe3ax JIyKOBUYHBIE CTPYKTYpHl), cepaue (runeprpoduyeckas
kapauomuonarusi, ¢uobpo3 wmHrepcTHius (puc. 1), meuenu (puc. 2) u mnoukax (puc. 3) (kupoBas

UHOUIBTPALHS SITUTEINS).



Pucynox 1. Muokapa. Jluckommiekcanus, OTEK HWHTEPCTUIMS, HEpPaBHOMEpHAs THIEPTPOGUs

KapaAuOMHOILIUTOB.

Pucynok 2. Ileuens. XKupoBast ToTanbHas AUCTPOQHS TENATOIMTOB ¢ HEKPO30M YacTH U3 HUX.




Pucynok 3.I1ouxu. BeipaskeHHast 3epHUCTAsI U )KUPOBAsI KareabHas TUCTPOQHS SITUTENNs KaHAIBIIEB,

CANHUYHBIC THAJIMHOBBIC NUJIMHAPHI B KaHAJIbIAX.

Kiunnueckoe HabmoneHue Ne2,

Bropoii pebenok u3 manHoi cembu E., 2 Mecsna, noctynun B kapauonoruyeckoe otaenenue OJIKb
JUIS TUTAHOBOTO OOCJIC/IOBAaHMS, YUYUTHIBas CeMelHbId aHamHe3: 1-ii peOeHOok B ceMbe ymep B Bo3pacte 8,5
MecsIeB (KIMHUYECKOe HAOIFOICHUE OMTUCAHO BBIIIE).

W3 aHaMHe3a )KU3HU U3BECTHO, 4TO peOeHOK OT Il GepeMeHHOCTH, TPOTEeKaBIIeH Ha (pOHE YMEPEHHO
BBIPQYKCHHOTO T'eCT03a B NepBOM TpuMecTpe. COCTOSIHUE TIPU POKICHUH yIOBJICTBOpUTENbHOE. Haxonurcs
Ha ecTeCTBeHHOM BckapmwimBanmd. C Bo3pacta 1 Mecsma AEpKHT TOIOBY, TOHYC MBIIII JOCTaTOYHBIH,
OTTAJIKUBAETCA OT OTIOPHI, POCIIEKNUBAET, YIIbIOAaeTCs, arykaeT. B Bece HabmpaeT XopoIo.

IlnanoBo npoBeeHbI:

e Dxokapauorpadus ¢ JONMIIIEPOMETPUEH: CHUMMETPUYHAS THIEPTPOPHUIECKas KapIHOMHOMATHI.
CHWXEHHE COKpaTUTENBbHOH CrnocoOHOCTH MHOKapiaa. Hapymenue muactonmyeckod (QyHKIHN
JIEBOT'O XKENy[ouKa 110 I tuiy.

e DleKTpokaparorpapuveckoe UCCIEAOBaHUE. BOJBTAX B CTAHJAPTHBIX OTBEICHHUIX CHWKCH.
DnekTpuyeckas ochb OTKIIOHeHa BmpaBo. [padmka QRS THma 1Syi.6 (CHHIpPOM «mpoBamay).
BripakeHHBIE HAPYIIIEHHS TPOILIECCOB PETIOAPU3AIINH.

e T'a3oBas xpomatorpadus Macc-CHEKTPOMETPHS OPTaHUYECKHX KHCIOT MOYH: IMOBBIIICHHE yPOBHS
CyOepuHOBOM  KHCIOTHI (MeTabonMuThl KHUpHBIX KHciaoT) 115,65 y.e. (N 0-48,62), 3-
THIPOKCUCEOAMHOBOM  KucimoTel 329,62 y.e. (mopma 0-37,66), 3-MeTHIaqUIHHOBOH, 2-
TUAPOKCHAIUITMHOBOM, 3- THUIPOKCHUAJUIIMHOBOM, 3-KETOCCOAMHOBOW KHCJIOT U METabOJUTOB
nukia Kpedca (pymapoas kuciora).

e TaHaemHas MacC-CIICKTPOMETPUS AMHHOKUCIOT M Aal[MJIKAPHUTHHOB KPOBU: CHIDKEH YPOBEHBb
cBoOogHOTO KapuutuHa 8,387 wMmonws/m  (Hopma  15-50), moBbimeHsl ypoBam 3-OH-
rexcajekanomnkapautinaa 0,251 (mopma mo 0,060), terpanmeneHounkapautuHa (0,288 (HOpMa 10
0,24), 3-OH-rerpanekanomnkapautuaa 0,097 (wopma mo 0,08), 3-OH-rekcajeneHOMIKAPHUTHHA
0,091 (ropma 0 0,06).

o CHmKeHa IUTOXUMHUYECKass aKTHBHOCTh a3pOOHBIX MHUTOXOHAPHAIBHBIX ()EPMEHTOB JIUM(OIMTOB
nepudepruveckoil KpoBH: CyKnumHaraeruaporenassl 10,4 1/ki, riryramaraeruaporenassl 4,8 /K,
MOBBIIIICHA  AKTUBHOCTh  aHa’pOOHBIX  a-rimiepodocharaeruaporesassl g0 8,2  1/KII,
JaKTaTAETHIpOTeHassl 10 16,6 /K.

YCcTaHOBJCH IUArHo3: HACJEACTBEHHOE HapylleHHEe OOMEHa — HapyIIeHHE [-OKHCIICHHUS >KUPHBIX

KHCJIOT C JJIMHHOW YIJIEPOJHOW IENbI0, CUMMETpPHYHAs TUepTpoduyecKas KapIdOMUOIATHSA,

HEJI0OCTAaTOYHOCTh KpoBOOOpameHus I cT.

PeGeHok BBINMCAH ¢ PEKOMEHIALMSAMU: I'PYJIHOE BCKapMJIMBaHHE MO TPEOOBAaHHUIO, JTHETA

MaTepu C OrPAHUUYEHUEM KUPOB, L-KapHUTHH.



[ToBTOpHO peOEHOK MOCTYMMIT B BO3pacTe 4 MeCsIEeB B KpaliHe TSDKEJIIOM COCTOSTHUM 3a CUET
JIEKOMIICHCAIINY CePACYHON ACITCIHLHOCTH, pa3BuTHs Peiie-oqo0HOTr0 cHHApOMA.

PeGenok ymep uepe3 18 yacoB mociie rocuTaIH3alyy.

[TaTonoroanaToMuuecKoe 3aKIIOUEHHE: BPOXKIECHHOE HapyIIeHHEe 0OMEeHa JKUPHBIX KHCIOT,

runeprpopuueckas kapauomuomnatus (puc. 4), Pelle-nogoOHBII  CHHIpPOM, BTOpHYHAA

MpaBOCTOPOHHAA JCCKBAMATUBHO -THOMHAS ITHEBMOHMSI.

Puc. 4. Cepaue. /Juckomrexcarysi, HEpaBHOMEpPHAs TUTIEPTPO(HS, TOTHOKPOBHE COCY/IOB.

Knuanyeckoe nabmonenue Ne3.

[lon namwmm HabmromeHneM Haxoawics 1 mamueHT ¢ cuHapomoM MELAS (MuroxonapuanbHas
MUOTIATHSA - SHIIEe(ATONATHS - TAKTAT-aIU/I03, HHCYJIbTONOA00HbIE ITU30/IbI).

Hesouka I". ,7 neT nocrynuia ¢ xano0aMu Ha 3aTPYJHEHHOE JbIXaHUE, YYBCTBO HEXBATKU BO3IyXa,
pe3Kyro ¢nabocTh, BSUIOCTh, COHJIMBOCTb, PBOTY, TOJIOBHBIE 00JHM, 0OJIM B JKUBOTE M B O0JIACTH Cep/ila,
cepaleOueHre, OJIUIUIICHIO, TIOINypUt0. M3 aHamMHe3a M3BECTHO, YTO JIEBOYKA Hayalla XOJUTh C 2-X JIET,
TUIOXO MpHOAaBIsIa B Bece, OTCTaBaja B PEUCBOM Pa3BUTHH. B 2 rojga ycTaHOBICH KIMHUYECKUH JHUATHO3:
JIETCKUH 1epeOpanbHbIi Mapainy, MPaBOCTOPOHHHUN reMumnape3, KUCThl TOJI0BHOTO MO3ra (JICBOCTOPOHHSS
remucdepa, obIacTe MOJAKOPKOBBIX sijep crpasa). JudHnedanbHBI KpU3 C CHHIPOMOM JIBIXaTEIbHBIX
paccrpoiicTB. Uepes MecsIl IOCiIe BBIMUCKU COCTOSHAE BHOBD YXY/IIIIMIOCH, U peOCHOK TOCITUTAIN3NPOBaH B
peaHNMalOHHOE OT/AEICHHE.

3a Bpems HaOIIONEHHsS OTMEYAJOCh MPOrPECCHPOBAHME CEPACYHOM HEAOCTaTOYHOCTH: Hapocia
c1a00CTh, TaXUKApAHs, HOSBHIINCH IMACTO3HOCTh TKaHEH JIMIA U TOJIEHEH, CTIIaXXEHHOCTh IyNKa, YCUICHUE
MyJAbCallMM COCYAOB IIE€H, PACIIMPEHHE TPaHUIl OTHOCHUTEIBHOW CEpIACYHONW TYIOCTH BIEBO, TPYyOBId
CHUCTOJIMYECKUI IIyM HaJ O0JacThiO Cepila, YBEIMYEHHE pa3MEpPOB IEUCHH, CHH)KEHHE AMype3a, IUaHO3
ry0. V3MeHeHHs HEBPOJOIMYECKOTO CTaTyca XapaKTepHU30BaJIMCh MBIIIEYHONH CIa0OCThIO, AWU3apTPHEH,
pacxoAsIuMcs KOCOTIa3ueM, NTO30M JIEBOTO BEKA.

[lo nmanaemM JIDx0KI': peskas runeprpodusi anuKadbHOW YacTH CTEHOK JIEBOTO JKENIyIOYKa WU

Me)K)KeJ'Iy;[O‘-IKOBOfI NEpEropoaKu. YMepeHHa;I AuvjiaTanusd MpaBbIX KaMeEp, I‘I/IHeprO(I)I/ISI CBO6OI[HOﬁ CTCHKH
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IIPaBOro xeiaynouxa. CHUKEHHE COKPAaTUTENbHOM CIIOCOOHOCTH MHUOKapAa, JUacToIMyecKas AUCHYHKLUSI
neBoro xenynoudka II Tuna.

Ha snexrpokapauorpadun - penomen Bonbda — [lapkuacona — Yaiira.

OnextposHuedanorpaduu: odar CyJopoKHOW aKTUBHOCTH, UCXOISIINI M3 CTBOJIOBBIX CTPYKTYD, Ha
(oHe CHIKEHHON OMO3NIEKTPUIECKON aKTUBHOCTH TOJIOBHOTO MO3Ta.

IIpy MarHUTHO-PE30HAHCHOM HCCJIEIOBAHMM MO3Ta BBISABIEHBI KHCTBl TOJOBHOIO MO3ra U
THITOKCHYECKU-UIIEMIYECKOE MOPaKEHUE C JIOKANM3alueld B JIEBOW BUCOYHOW 007acTH, MOATBEPIKICHO
HaJM4Yue JTUKBOPHOMN TMIIEPTEH3UU.

PeOeHOK KOHCYIBTUPOBAH HEHPOXUPYPTOM — IAaHHBIX B MOJIB3Y HEHPOXUPYPIHUECKOH MaTOJIOTUU HE
BBISIBJICHO.

KinHMKO-peHTreHOMOrMUeCK TUarHOCTUPOBaHa BHEIOCIUTANIbHAS IBYCTOPOHHSIS 04aroBO-CJIUBHAS
ITHEBMOHMS, OCJIO)KHEHHOE TCUEHHE.

3a Bpemsi HaONIOMEHUS oOpamany Ha ce0s BHUMaHWe mporpeccupyromias nuddy3Has MbpIIIeyHas
TUIIOTOHHMS, c71a00CTh IBIXaTENbHOM MYCKYJIaTyphl, HU3Kas 3 (GEKTUBHOCTh COKpalleHus auadparmel. [lpu
MOMBITKAaX 3KCTyOauuu peOeHKa CHWKajack caTypaunus, NPOrPEeCCHPOBAI CMELIAHHBIA aunuao3 H
arleTOHYpHs. YUHUTHIBas HEOOXOIUMOCTh MPOJOHTUPOBAHHOW WCKYCCTBEHHON BEHTWIAIWH JIETKHX, HA 25
CYTKM BEHTWISLMH HaJOXXeHa TpaxeocToma. lIpw mombITKax OTIy4eHHs OT PECHUpaTopa CIIOHTAHHOE
IbIXaHUE Yepe3 TPaXeoCTOMY MOBEPXHOCTHOE, apUTMUYHOE C IMEPHOANYECKUMH IITyOOKMMH MOAB30XaMHU,
MBIIIIBI TUaparMbel MPaKTHUECKH HE y4YacTBOBAJM B aKTe JbIXaHHS, OTMEUYAIOCh IMOJHOE OTCYTCTBUE
IJIOTaTeIbHOTO pediekca.

CoueTaHue JaHHBIX aHaMHe3a (3aJepKKa (PU3MYECKOTO U TICUXOMOTOPHOTO pa3BUTHSA), Kajood
(pBoTa, mudHUEdaIbHBIE KPU3BI, CIA00CTh, BSUIOCTh, BEHTWIIALMOHHBIC HAPYIICHHS), MPOTPECCUPYIOLIEH
KJIMHUYECKON MOJHMOPTaHHOCTH MOpPaXeHHUd (MUOMATHYECKUH CHHAPOM, TMOpak€HHE HEPBHOM CHCTEMBI,
MOpaKeHHEe Cep/lla, SHIOKPUHHBIC HapYyIICHUS, YKeNyJOYHO-KHUIIEUHbIE pPacCcTpOCTBa), OMOXUMHUYECKHX
MapKepoB TO3BOJIMIIN TPEATIONOKHUTh Y peOeHKa BPOXKIACHHOE HapylIeHue 0OMeHa BEIIECTB.

ITpoBeneHo uccie0BaHIE METa00IMYECKOTO CTaTyca:

e ToukociolHas xpomarorpaduss aMUHOKHCIOTHI MOYH — IIOBBIIICHHE YPOBHS TIIHIIUHA,
NpOJIMHA, CEpHHA, aJJaHWHA, BAJINHA;

e lccnenoBaHme aMHHOKHCIOT KPOBH METOJOM BBICOKO 3()(PEeKTUBHON KHUIKOCTHOU
xpomarorpadun (BDXKX) — moBbllieH ypoBeHb acnaparnHOBOW, TIIOTAMUHOBOH KHUCIIOT,
acmaparvHa, apruHiHa, CHIKEHHE YPOBHS KpeaTHHUHA, THAPOKCUIIPOIMHA, IIUCTHHA.

Ilo maHHBIM OMOXMMHYECKOTO aHajlu3a KPOBH OTMEYAOCHh IOBBIIIEHHE COJAEPYKAHHUS MOJIOYHOM
KHCJIOTBI B KpoBH 70 3,37 MMoutb/1 (HopMa o 1,2), mupoBuHorpagnoi — 1o 0,21 mmons/n (Hopma o 0,1),
COOTHOIIIeHHUs JIaKTaT/upyBar — 22,1 (Hopma < 15).

PesynpTathl  MONIEKYISIPHO-TEHETHYECKOTO  HMCCIEOBAaHUS:  TMPOBEAEH  IOJHBIA  CHUKBEHC
MUTOXOHJIPUAIBHON JE€30KCUPUOOHYKIEHHOBON KHUcHoTH. OOHapyxensl mytanuu 14470T/C, 14766 C/T,
15326 A/G.

YcTaHOBIIEH AMAarHO3 MUTOXOHAPHATILHOM SHIedanomuonatu — cuaapom MELAS.
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Pebenky KpoMe IOCHHAPOMHOIO, CHUMIITOMAaTHYECKOI'O JIEYEeHHs Obula Ha3HauyeHa Tepamus,
HampaBlIeHHas Ha CTUMYJISIIMIO MPOLECCOB TKAHEBOTO AbIxaHUsA. OTMedanach HEKOTOpas IMOJIOKUTEIbHAS
JMHAMHUKA KIMHAYECKOTO COCTOSIHUSI.

Opnako, pebecHOK ymep B Bospacte 9 iner. CMepTh HACTynWia BCICACTBHE IOJMOPTaHHON
HE0CTaTOYHOCTH.

IMlon wHabmiomeHWeM HaxoAWiIOCh S monmpocTkoB (14-17 ;er), KoTopwsle TMOCTymaid B
kapauonorudeckuid neHtp OJIKB r.XappkoBa ¢ OAZMHAKOBBIMH JKalnoOaMu Ha 3arpyAdHHBIE OO0IH,
cepaneOrueHue, OIbIIIKY.

3aboneBanue NeOIOTUPOBAIIO MOCIIE ICHXOAMOLMOHATIBHOTO cTpecca (KOH(IMKT CO CBEPCTHUKAMU,
clada BCTYMHTENBHBIX 3K3aMEHOB, cenbxo3paboTel). Bece aetm moctymanm B KIMHUKY Ha 1- 3 cyTkm c
JIMarHO30M OCTPBIM KOPOHAPHBINA CHUHIIPOM.

Knnangeckoe nabmronenue Ne4

Manpunk M., 15 nmer moctymun c jkamo0aMu Ha CHJIBHYIO 0ONMb B 00NAcTH cepima, KoTopas
uppazuupoBaja B JIEBYIO PYKY U CONPOBOXKIAJICS OHEMEHHEM KOHYMKOB NaJbIIEB PYKH, IOBBILICHUE
aprepuanbHoro aasneHus 10 140/85 mm pt. cT. U3 aHamHe3a 3a0oneBaHMs U3BECTHO, UTO JAHHBIE KAIOOBI
BO3HMKIJIM TIOCJIE ICUX03MOLMOHAIIBHOTO cTpecca (ccopa ¢ AEBYIIKOH); AMTUTEIbHOCTh NPUCTYIA COCTaBIIsAIA
20-30 munyT. bputa BrI3BaHa OpHraga CKOpPOW IMOMOIIH, peOCHOK MocTaBleH B ['OpOACKYI0 KIMHHYECKYIO
6opHMIY. C eThI0 INKBUIAINH OOJIEBOTO CHHAPOMA BpadaMu OpHUTajpl CKOPOU MOMOIIH peOSHKY BBEICHO
B/M Marnus cyiabdar 25% - 5,0; per os. 30 kanens koppasona. [Ipu mpoeenenun OKI (puc. 5) Obuia

oOHapyxeHa sneBanus cerMeHTa ST B IpyIHBIX OTBEACHUSX /10 4-5 MM.

Pucynok 5. OKI' manpumka M., 15 ner: PUTM CHHYCOBBIH, BOJIbTaX CHH)KEH, HETOJHBIA OJIOK

mpaBoil BeTBH 11. ['mca, anmeBanus cermenTa ST B JIEBBIX TPYIHBIX OTBEACHISIX 110 4-5 MM.

C AMarHo3oM OCTphId KOPOHAPHBINH CHHAPOM PEOEHOK OBLT JJOCTABIICH B KIIMHUKY.

W3 anaMHe3a >KU3HU U3BECTHO, YTO PEOCHOK POXKAEH OT 2-0i HOPMaJbHON OepeMEHHOCTH, POABI B
cpoke 39-40 nenenb, 6e3 ocnoxHeHuid. Macca Tena npu poxxkaenuu - 3300 T, 3akpuyan cpasy. ['pyanoe
BCKapMJIMBaHue 110 3 MecsueB. Poc 1 pasBuBaics mo Bo3pacTy. M3 nepeHeceHHbIX 3a001eBaHUi OTMEYaeT
gactele OPBU, ocTpeiii OpoHXMT, NHEBMOHHMIO, KpacHyxod. HacmeacTBeHHOCTH oOTArOImIEHA -

runepToOHNYCCKas 00JIe3Hb Yy MaTepu.
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[Ipu nocTyruieHuM B KapAMOJOIMUYECKOe OTAEIeHUEe peOeHOK kajnod He npeabssiana. Co3HaHUe
SCHOE, Ha OCMOTp pearupyeT anekBaTHo. Pusnueckoe pa3BUTHE cpenHee rapmoHuuHoe. Koxa Onemnas,
BhIChIMaHui HeT. Cru3uctas 000J04Ka 3eBa po30Basi, yucTas. [[epkyTopHO Hall TETKUMH - SICHBII JIETOUHBIN
3BYK, ayCKYJBTATHBHO - BE3UKYJSIPHOE IBIXaHHE, XPHUIIBI HE BBICHYLIMBAIOTCS. | paHHIBI OTHOCHTENBLHON
CepACYHOH TYMOCTH: MpaBas - MO MPaBOMY Kpalo rpyauHbl, BepxHsis - 111 mexpebepne, neBas - o cpeaHe-
KIIOYMYHOM TUHMU. [Ipu aycKynbTaluy TOHBI cepala pUTMUYHBIE, YMEPEHHO MPUTIYHICHBI ¢ TEHICHIUEH K
TaXWKapIuH, BBICTYIIMBAETCS KOPOTKUI CHCTOJIMYECKHH IIyM ¢ MakcuMymoM B IV Mexpebepbe, yacToTa
CEpJICYHBIX COKpaIlleHuil 96 ynapoB B MUHYTY, apTepHalbHOE aaBiieHue 125/65 MM pT. cT. JKMBOT MSrKwmii,
0e300ne3HeHHBIN BO Beex obOmacTsx. [leueHs Ha ypoBHE Kpas peOepHOH AyrH, cee3eHKa He MabIUPYeTCsl.
DU3HOJIOTHYECKHE OTIpaBieHuss B Tmpeaenax Hopmbl. lllutoBuaHas sxeneza Il cremeHu, 31acTUYHOM
KOHCHUCTEeHLINH, Oe3007e3HeHHasI Ipy nanbnanuu. [logoBoe pa3BuTHe COOTBETCTBYET BO3PACTY.

JlaHHBIE JONOJIHUTENBHBIX METOAOB HCCIEIOBAHUS: KIMHUYECKHE aHAIW3bl KPOBH M MOYM 0Oe3
MATOJIOTHYECKUX OTKIOHEHUH; ocTpodazoBeie mokaszarenn (CPb u ranTormobuH) COOTBETCTBYIOT HOPME.
Mapxkepsbl MOBpeXACHUS MAOKap/a - B mpeaenax HopMel (TporonuHa I - 0,23 (mpu Hopme 10 0,5), KOK-MB
- 18 (mpu wmopme g0 25). BenmunmHa [-ampeHOpeakKTHBHOCTH cocTaBimsuia 69,96 ycn. Emp., drto
CBUJIETENBCTBYET O 3HAYUTEIBHOW aKTUBALUU CUMIIATUYECKON HEPBHOM CHCTEMBI. YPOBEHb aJIpeHANINHA B
CYTOYHOW MOY€ HECKOJBKO CHIDKEH (24 MMOJB/I mpu HOpME 28-55 MMOIIB/IT), 9TO MOKHO OOBSICHHTH KaK
HCTOIIEHUE CHMIATO-aAPCHAJIOBOM CHCTEMBI IIOCJIE 3HAYMTEIBLHOIO BHIOpOCAa KaTEXOJNAMHHOB Ha (oOHE
cTpecca.

[Mpu moctymnenun B ctannonap Ha OKI' (puc.6) ormedaetcs aneBaums cermeHTa ST B TpyIHBIX

OTBEJIEHUX 10 4-5 MM B BUJI€ JYT'H BBIITYKIIOCTBIO BBEPX, a Takke HHBepcus 3yona T.

Sy
coRmIsy

/

[

e .

Pucynok 6. OKI' manmpumka M., 15 sner: PUTM CHHYCOBBIH, BOJIBT@XX CHMXKEH, BBIPaKCHHBIC

HapyILIEHUs MPOLIECCOB PENOJISIPU3ALIUU - 3NIeBalMsl cerMeHTa ST B JIEBBIX I'PYAHBIX OTBEICHUAX 10 4-5 MM B
BUJIE AYTHU C BBIIYKJIOCTBIO BBEpX, HHBepcHs 3youa T.

IIpu nmposenenun cyrounoro mountopupoBanus JKI' y peberka Ha poHe KyTMpoBaHUS KapAUaITuit
peructpupoBasics  caBur cermeHta ST  Bemme  w3oymamE g0 438 MxB.  Ilo  ganHBIM
JIOTITUIEPIXOKAPAHOTpaQUIecKOro HCCIIEIOBaHHS OTMEYAIaCh YMEpEHHAs AUJIaTalys JIeBbIX KaMep, KoTopast
perpeccupoBasia B ITuHamMuKe HaOmromeHus 3a OonpHbIM. [lokasarenn reMoIWHAMUKH: JHACTOJINYECKas
TUChYHKIHS JieBoro kenymodka - 50,5 mm (Hopma 39,2-48,0 mm), cuctonmueckas AUCHYHKIUSA JEBOrO
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xenyaouka - 31,9 MM (Hopma 23,6 - 28,8 MM), TOJIIIMHA 3aJHEH CTEHKH JIEBOT'O JKenyAo4ka - 9,3 (HopMma 5,0-
9,0 mm), KoHeunsiit quactomudeckuit oobem 120,8 mir (60,4 - 81,7 mun), KoHeUHBIH CUCTOIHYECKUN 00BEM
40,8 (mopma 21,9 - 29,6 mu), ynapusiii 00bem 80 M (HopMma 50,0 - 67,7 mut), dpakuus Beiopoca 66% (Hopma
65-75%). lnacromuueckas (GyHKIMS HE HApyIIICHA.

[Tpu nposenenuu Benospromerpun Ha DK Ha 5 cyTku OT Havyana 3a00JIeBaHUs TIOCIIE YCTOMYUBOTO
KyIUpOBaHUS OOJICBOTO CHHAPOMA B TIOKOE U BO BPEMs MPOBEIICHUS TECTa OTMEUACTCS JICTIPECCUsI CETMEHTa
ST B mpaBbIX TPYAHBIX OTBEJICHUSIX, CHIDKEHUE TOJIEPAHTHOCTHU K (PU3NYECKON HAarpys3Ke.

[IpoBeneHnas Tepanus B OTACICHHM BKJIIOYAia: OONIMA pPEXUM, OrpaHUYCHUE (DU3HUYSCKOM
Harpy3kd, JueTa, B COCTaB KOTOPOW BXOAAT Ooratble KajUeM MPOJYKTHI, KapAUOMETa0OIUTHI
(THOTpWAa3zoNKMH, MAarHUKyM), CeIJaTHBHBIE CpeAcTBa  (cemaceH), OJOKAaTOpHl  aApEeHOPEIETITOPOB
(kapBemuIION).

Uepes 1,5 mec. oT Havasa 3aboneBaHus peOEHOK IMOCTYIIII Ha KOHTpodsHOe obcnenoanne. DKI' B

rpenenax HopMel (puc. 7), HOBBIE SMTU30bI Kapauomuonatun Tako-1ly0o He oTMedanich.

> ‘ >

T V0 e

Pucynok 7. OKI" manpuuka M. 15 ner. Putm cunycosblil. Hapymenus npoueccoB penossipu3anuu

perpeccupoBaIH.

HpeHCTaBHeHHBIe KIMHHUYCCKUC HaGJ’IIO)_IeHI/ISI peAKUuxX (I)OpM Kap,Z[I/IOMI/IOHaTI/Iﬁ CBUACTCIBLCTBYIOT O
HOJ'IHMOp(i)I/ISMe KJIMHHYECKOMN CUMIITOMATUKH, PAHHETO ):le6IOTa 3a60J’I6BaHI/I$I, HaACJICACTBCHHOIo €ro

XapakTepa u Tpe6YIOT MCKAUCHUIITIMHAPHOI'O IMMOAX04a K ATNArHOCTHUKC U Ha6J'I}O,I[GHI/IIO TaKUX OOJILHBIX.
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