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AKTyanbHOCTb. AedUUMT AU3OCOMHOW KUCAOM AMNa3bl
(AAKA) — HacnepcTBEHHOE 3aboneBaHWe, MPUBOASILLEE K BHY-
TPUKAETOYHOMY HAKOMAEHWIO 3PUPOB XONECTEPUHA U TPUTAULLE-
PUAOB Ha CUCTEMHOM YPOBHE, YTO MHULMUPYET XPOHUUYECKYHO
aKTMBALMIO BPOXAEHHONO UMMYHWUTETA M NMPOBOCMAAUTEABHbIV
LIMTOKMHOBbLIN OTBET. ITO CO3AAET YCAOBUSI AAA Pa3BUTUS BTO-
puyHoro remodarouutapHoro Ammdormctmoumtoda (BIAIN) —
CUCTEMHOM TUMNEPPEaKTUBHON WUMMYHHOM peakunu, Gopmu-
pytoLLLE CMHAPOM B3aUMHOIO OTAroweHusl. Takoe COoCTosHue
nposiBAAIeTCA ObICTPbIM MPOrpeccMpoBaHUEM MOAMOPraHHOM
HEAOCTaTOYHOCTH U BbIPaXXEHHON PE3UCTEHTHOCTLIO K TEpanuu.

LUenb wuccaepoBaHuA. [1poAEMOHCTPUPOBATL TAXEAOE
TeueHue 3aboneBaHUA U TepaneBTUYECKNE TPYAHOCTH Y pebeH-
Ka rpyaHoro Bospacta ¢ AAKA B couetaHun ¢ BIATL

MauueHTbl U MeToAbl. [1POBEAEH PETPOCNEKTUBHBIN aHa-
AM3 UCTOPUKM BOAE3HU NauMeHTKH K.

Pe3yabratbl. [auveHTtka K., 2,5 mec, oT BTopor bepemeH-
HOCTU (NepBbI pebeHOK yMep B 3 MEC, AMarHo3 — LMPPO3 neye-
HW B UCXOAE BPOXAEHHOW LMTOMEraAOBUPYCHOM WHdEKLMK),
onepaTtuBHbIX POAOB (TAa30BOE MpeAAexaHue), Macca Tena npu
poxaeHun — 3600 r, poct — 50 cm, oueHKka no wkane APGAR —
8/8. CO 2-X CYT XWM3HM — XEATYLIHbIA CUMHAPOM, B 1 mec
BbIIBAEHa renatocnAeHomeranusi. A\abopatopHO: CUMHAPOMBI
LMTOAM3A U XOAeCTas3a, AMCAMNMAEMUS. HagHaueHa renatonpo-
TEKTOPHaA Tepanus, OAHAKO COCTOAHME NPOTrPECCUBHO yXyALLa-
Aock. B 2,5 mec rocnutannsmpoBaHa B DepepanbHbli LEHTP.
Mpu NoCTynAeHWK: BbIPaXeHHas XeATyxa, aHacapka, rmnorTpo-
odusa, neueHb +7 cM, ceneseHka +8 cM n3-noa kpas pebepHbIx
Ayr. NabopatopHo: 06Wwmin 6uAMpybunH — 1136,7 MKMOAb/A,
npamon — 486,97 MKMOAb/A, acnapTatTaMUHoTpaHcdepasa —

413 Ep/A, anaHMHamuHoOTpaHchepaza — 99 Ep/A, ramma-
rayTamuaTpaHcdepasa — 329 Ep/A, AakTatpermaporeHasa —
566 Ep/A, anbbymuH — 20 /A, MoYeBUHa — 15,22 MMOAb/A,
XonecTepuH — 6,5 MMoAb/A. Y3U 1 KT: BblpaXeHHbIe CTPYK-
TYpHblE W3MEHEHUA YBEAMYEHHbIX B pasMepax MeyeHu,
Ccene3eHKM, noyeKk. AKTMBHOCTb AM30COMHOM KWCAOW AMNa3bl
B BbICYLIEHHbIX MATHaX KPOBW PE3KO CHWXEHa. BbinoAHeHO
MOAEKYAAPHO-TEHETUYECKOE WCCAEAOBaHWE, MOATBEPXAEHA
ANAKA. HezamepAUTeAbHO Ha3HaveHa GepMeHTO3aMeCTUTENb-
Has Tepanua (cebeannasda anbda), NopAepXMBatowas Tepa-
nusa (@aAbBYMWH, AUYPETUKM, aHTUOUOTHKKM, renaTonpoTEKTOPbI).
3a nepurop HabAoAeHMS Y pebeHKa Takxke 0TMEeYaAUCh AAUTEAD-
Hasa AMxopaaka (> 7 AHel), aHeMus, ABYXPOCTKOBas LIMTONEHMS
(sputpoumThl — 2,55 x 1012/A, remornobuH — 75 /A, TooM60-
UMTbl — 85 x 109/A), rUNepTpUrAMLEPUAEMUA — 5,73 MMOAL/A,
runodubpuHoreHemua — 0,71 /A, BbICOKMI ypoBeHb deppu-
TMHa — 27 713 Hr/MA, 4TO CBMAETEABCTBOBAAO B MOAb3Y BIAT.
HasHaueHa Tepanus rioKOKOPTUKOMAAMU, MPOBEAEHbI CEaHChbI
remonepdysun, OAHAKO COCTOSIHME MPOAOAKAAO YXyALLATbCH,
HapacTana NOAMOPraHHas HEAOCTaTOYHOCTb, PA3BUACH CEMNCUC.
B Bo3pacte 3 mec 14 aAHel COCTOAAOCH NPOdY3HOE XKEAYAOY-
HO-KMLUEYHOE KPOBOTEYEHWE, ACUCTOAMSA, PeaHUMaLMOHHbIE
MEepPOnpUATUS OKa3aAUCb He3IPdEKTUBHBI, KOHCTaTUpOBaHa
6uonormueckasn cmepTb.

3aknoueHune. Y maapeHueB ¢ AAKA cyllectByeT pucK
pa3utnsi BIAI, utOo pe3ko ycyrybaser TeuyeHMe OCHOBHOIO
3ab0AeBaHUS M acCoLMMPOBAHO C KpalHe HeBAaronpusaTHbIM
ncxopoM. Takoe cocTtosiHue TpebyeT NoBbILLIEHHOW HACTOPOXEH-
HOCTUW y Bpauew Npu HabAIOAEHUU MAGAEHLEB C renaTtoCnAeHo-
MeraAMer U Nnpu3Hakamu CUCTEMHOIO BOCMAAEHMS.





