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ATHUNAYHBIA FeMOJIMTUKO-YPEMUYECKUUA CUHAPOM KaK OJJHA U3 NMPUYNH
OCTPOro NMOBPEKIAEHUS MOYEK Yy OepeMeHHbIX
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Pesiome

AKYLIEPCKUIA aTUMUYHBIA FEMOAUTUKO-ypemmuecknit CMHAPOM (al'YC) siBASIeTCS OAHOWM M3 MPUYMH PA3BUTUSI OCTPOIO NMOBPEXAEHMS MOYEK
(OI1IT) 1 MOXKeT onpeAeAsiTb MPOrHO3 Kak y MaTepu, Tak 1 y pebeHka.

LleAb nccaeaoBaHmus. AHaAM3 OCOOEHHOCTEN KAMHMUYECKOM KapTUHbI U TeueHus akywwepckoro al'YC, manudectuposaswero ONIT.
Martepuaa u metoabl. C 2011 no 2017 r. HabAoAaAMCb 45 naumeHToK B Bo3pacTte oT 16 A0 42 AeT, y koTtopbix al YC pa3BMACS BO Bpemst
6epeMEHHOCTH MAM HEMOCPEACTBEHHO MOCAE POAOB.

Pe3yAbTatbl M 06CyXKA€HME. Y BCEX MALMEHTOK OTMedaAoch passutne ONIT (ypoBeHb kpeaTuHMHA CbIBOPOTKM — 521,5+388,0 MKMOAB/A),
npu 3ToM Y 93,3% >XeHWMH TpoMOOTHHECKast MUKPOAHIMOMNATHUs HOCMAQ CUCTEMHBIM XapakTep C pa3BUTUEM MOAMOPraHHOM HEAOCTATOu-
HocTu (MOH). CpeaHee uncAo nopaxeHHbIX opraHoB coctasuAo 3,7+1,2. Y Bcex nauneHTok passutuio al YC npealectsoBaAn aKyluep-
CKME OCAOXKHEHMs!, ONepaTUBHbLIE BMELIATEALCTBA, MHeKums U T. A. B ncxoae al'YC y 53,4% >XeHWHMH OTMEUYEHO NMOAHOE BOCCTAHOBAEHME
yHkumm nouek, y 11,1% pasBuaach xpoHuueckas 60Ae3Hb nouek 4-5-i ctaamnn, y 35,5% — AMaAM3-3aBUCMMAs TEPMUHAABHAS MOYeUHast
HEAOCTAaTOYHOCTb. A€TAaAbHOCTb CPEAM BCEX MaLUMEHTOK cocTaBuAa 23,9%, nepuHaTaAbHasi cMepTHOCTb — 32,6%. [Npu paHHem cTapTe Te-
panun DKyAnsymabom (B Tedenne 1-2 Hea oT aebioTa al'YC), No CpaBHEHMIO C HAYAAOM Tepanuu Nno3xe 3 HeA, WaHCbl 6AAroNPUSITHOrO
MCX0AQ AASI MATEPM YBEAMUMBAIOTCS B 5,33 pasa, a WwaHChl MOAHOCTbLIO BOCCTAHOBUTL (OyHKLMIO novek — B 48,7 pasa.

3akAtouenne. Axywepckuii al YC xapaktepusyetcst passutuem ONMIM B 100% cAyyaeB. Y noaaBasiolero G0AbIMHCTBA MNaLUMEHTOK aKy-
wepckun al'YC npotekaet ¢ passutem NOH. CBoeBpemerHas anarHoctuka al'YC 1 He3aMEAAUTEAbHOE HAYaAO Tepanuu 3KyAM3yMabom
MO3BOASIIOT HE TOAbKO CMACTH XM3Hb nauneHTkam ¢ al'YC, HO M MOAHOCTbIO BOCCTAHOBUTb MX 3A0POBbE.

KatoueBble croBa: aTunmyHbIi I'E‘MOAMTMKO-ypeMM‘-Iec‘KMﬁ CMHAPOM, OCTPOE INoHYe4YHOE NMOoBPEXKAEHME, 6€peM€HHOCTb/ 3KyAI/I3yMa6.

Atypical hemolytic-uremic syndrome as one of the causes of acute kidney injury in pregnant
women
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Obstetric atypical hemolytic uremic syndrome (aHUS) is one of the reasons for the development of acute kidney injury (AKI) and can de-
termine the prognosis of both mother and child.

Aim. Analysis of clinical manifestations, course and outcomes of obstetric aHUS.

Materials and methods. 45 patients with aHUS development during pregnancy or immediately after childbirth were observed between
2011 and 2017, age from 16 to 42 years.

Results and discussion. All patients had AKI (serum creatinine 521,5+388,0 pmol/l, oliguria or anuria that required initiation of hemodial-
ysis). 93.3% pts had extrarenal manifestations of TMA with the development of multiple organ failure (MOF). The mean number of dam-
age organs was 3,7x1,2. In all patients, the development of aHUS was preceded by obstetric complications, surgery, infection, etc. In the
outcome: 53.4% women showed complete recovery of renal function, 11.1% developed CKD 4-5 stages, 35.5% had dialysis-dependent
end-stage renal failure (ESDR). Maternal mortality was 23.9%. Perinatal mortality was 32.6%. The early start of eculizumab treatment
(within 1-2 weeks from the onset of aHUS), compared with therapy start after 3 weeks, increased the chances of favorable outcome for
mother in 5.33 times, and the chances for normalization of renal function in 48.7 times.

Conclusion. Obstetric aHUS is characterized by the development of AKI in 100% of cases. In most patients, the obstetric aHUS occurs
with the development of MOF. Timely diagnosis of aHUS and immediate treatment by eculizumab allows not only to save the life of pa-
tients, but also completely restore their health.

Key words: atypical hemolytic uremic syndrome, acute kidney injury, pregnancy, eculizumab.

AT — apTepHabHasi THIEPTEH3UsT OI1IT - ocTpoe noBpeKAeHNE MOUEK
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KAC — KOoMIIeMeHT-aK THBUPYIOLIIE COCTOSHUS TMA — TpoMGoTHUIECKAas! MUKPOAHTHOTATHS
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JIAI' — nakTaTnerugporenasa TTII — TpomboTHUECKast TPOMOOLMTONIEHNYECKas Ty pITypa
MAT'A — MUKpOAaHIMONATUYECKAs TEMOIUTUYECKAs aHEMUST IJHC — neHTpanbHast HepBHasI CICTeMa

HMI' — Hu3KOMOMNEKyIsIpHble TeMapuHbl
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AKYIWEPCKMH aTUIMUYHBIA FrEMOANTUKO-YPEMUYECKMIT CUHAPOM

Octpoe noBpexaenue nouek (OI1I1) sBrnsieTcst cepbe3HbIM
OCJIO>KHEHHEeM OepEeMEHHOCTH U TOCIePOIOBOro nepuopa, 00-
YCIIOBJIMBAIOLIMM BBICOKYIO MAaTEPUHCKYIO 1 MEPUHATAIBHYIO
cMepTHOCTh. COrTacHO HEKOTOPBIM MCCIIEOBAHUSAM, TIOKa3a-
TeJM MATEPUHCKOI CMEPTHOCTH U MOTEPh MJIOfA Y MAIUEHTOK C
akywepckum OIIIT cocrasnsitor 10 30 1 60% COOTBETCTBEHHO
[1]. ITpu aTOM, HECMOTpS Ha 3aMETHOE CHIKEHUE 32 TIOCIIEIHNE
50 net Bo Bcem mupe 3a6oneBaemocTr OIIII, csi3anHO¥ c Ge-
PEMEHHOCTBIO (UTO, B IEPBYIO OUEpEfb, SIBISIETCS CIEACTBIEM
yIAyYLIeHUs] aKyLIepCKOH U MpeHaTaIbHON MOMOUIM U YMEHb-
LIEHUS YMCIla He3aKOHHBIX abopToB) [2, 3], yacTora pa3BUTHS
9TOr0 OCJIOXKHEHHUSI OCTAETCS BLICOKON J1a’ke B Pa3BUTHIX CTpa-
Hax [4]. B HacTosiiee Bpemst Ha TOMI0 GEPEMEHHBIX TPUXOUT-
csa 15-20% Bcex cayuaeB OIIIl, koTopoe, Kak MpaBuIIo,
OCJIOKHSIET BTOPYIO MOJIOBUHY GEpEeMEHHOCTH MJTM TIOCJIEPOJIO-
BoI1 nepuop [5-7].

Onnoit u3 npuunH passutust OINI1 B konue 11 TpumecTpa n
nocne pO}lOB SIBJISICTCSL aTl/lﬂVlLIHblljl FeMOJ’II/lTI/lKO-ypeMI/]LIeCKI/Iﬁ
cutpom (al'YC) — yabTpapenkoe (oppaHHOE) XpOHUYECKOe
cucTeMHOe 3a60sIeBaHie TeHETUYECKOI IPUPOfIbl, B OCHOBE KO-
TOPOTO JIESKUT HEKOHTPOJIMPYeMasi aKTUBALMS aJIbTePHATHBHO-
ro nyty kommiemenTa (AIIK), Begy1ias K reHepann30BaHHOMY
TpoMO00OPaA30BaHUIO B COCYIaX MUKPOLMPKYJISITOPHOTO pyclia
(KOMIJIEMEHT-OMOCPEIOBaHHAS! TPOMOOTHYECKAs] MUKPOAHTHO-
natusi — TMA) [8-10]. Knunanuecku al'Y C, kxak u gpyrue ¢op-
Mbl TMA, nposiBrisieTCsi MUKPOAHTMONATUYECKON FeMOIUTHYE-
ckoii anemueit (MAT'A), tpomGouuronenueit u OIIII. IIpu
aroMm akyiepckuil al'YC oTauvaercss 0COOEHHO TSKENbIM
nporpeccupyomum tedennem OII1 ¢ pazsutuem y 75% 60mb-
HBIX TEPMHMHAJILHON Novye4yHoil HepocTaTouHocTu (TIIH), Tpe-
OyroLLel JIeUeHs FeMOJIMAIIN30M, JIMOO B UCXOJIe OCTPOTrO 3IHU-
30714, OO IOCTUTAIOIINX €€ B TEUECHHUE Tofla OT Havalsia 6oJe3-
HU. B TO ke Bpemsi CBoeBpeMeHHOe HAayallo MaTOreHeTUIEeCKOM
Tepanuu KOMIJIEMEHT-0JI0KMPYIOLUM NPenapaToM 3KyJIn3y-
Mab MO3BOJISIET HE TOJIBLKO COXPAHUTD KU3Hb MALMEHTKE, HO U
mocTrdb reMaTosiorndeckoit pemuccun al'Y C, cyiecTBeHHOTo
yayumeHns: PyHKIUU TMOYeK, TOJIOKUTENHHON AMHAMUAKYU CO
CTOPOHBI JIPYTUX NMOPAKEHHBIX OPTraHOB U Jja’Ke JOOUTHCS MOJI-
HOT'O BbI3[IOPOBJICHYS.

Lenp Hamero uccriefoBanust — M3y4YNTh OCOOEHHOCTH KIT-
HUYECKON KapTUHbI U TeueHus akymepckoro al'YC, manude-
ctuposasiuero OINII.

Marepuaabl 1 meToAbI

B nccnenoBanue BkimoueHsb! 45 nauyMeHTOK ¢ Bepuruupo-
BaHHbIM fuarHo3oM al'yYC, accouuupoBaHHbIM C GepeMeH-
HOCTBIO, KOTOPbIE MOJIyYalli JIeYeHNE B IEPUHATAIIbHBIX LEHT-
pax Poccuiickoit depepanun ¢ mocneyommmM IepeBoioM B psi-
ne cayyaeB B KnuHuky Hedpposioruu, BHyTpeHHUX U npodec-
cHoHaNbHBIX GonesHeii ITlepporo MITMY um. .M. CeueHosa B
nepuop 2011-2017 rr. Peructp naumeHToK ¢ JaHHOW NaTOJI0-
rUeil NPOJoJIXKAET MOMOJHATBCS Clly4asiMu, reorpaust KoTo-
PBbIX BKJIIOYAET JIOObIE PErMOHbI CTPAHbI.

uarno3 al'YC ycraHaBIMBAaJICSl HA OCHOBAHUM COUYETAHUS
MATA, Tpom6ouuronenun u OINII npu uCKItOUEeHUU APYTUX
npuyrH pa3BuTus octpoit TMA: TpoMGOTHUYECKOI TPOMOOIIM-
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tonennveckon mypnypsl (TTII), kaTacTpoduueckoro aHTu-
docdomunupHoro cunppoma (KAPC).

Cmamucmuveckuti anaau3 0anublx. CTaTUCTUYECKUI aHa-
JIN3 BKIIIOYAJl METOJIbI ONMCATENILHON CTATUCTUKU: PacyeT OT-
HOCUTENBHBIX 4acTOT C 95% poBEepUTEIbLHBIM MHTEPBAIOM
(AN), cpennue 3HaueHust, ux olwmoku 1 95% AU, ctangapTHbIe
OTKJIOHEHUS] U3MEPSIEMbIX MOKa3aTesell, a Tak>Ke MeIMaHbl U
KBapTUJIM [IJIs TIOKa3aTeeil, BBIGOpOYHOe pacrnpefielieHue Be-
POSITHOCTH KOTOPBIX CYIIECTBEHHO OTKIIOHSJIOCH OT HOPMAJh-
HOro, MO0 ecly yKa3aHHbIe MapaMeTpbl CTalau 6osee nHpop-
MaTHUBHBIMU JIJIS1 XapaKTEPUCTUKN MCCIIElyeMbIX Beln4uH. st
MPOBEPKU CTATUCTUYECKON 3HAYMMOCTH Pa3INYMs 4aCTOThI
MEK/Y TPyIIaMi MCIOJIb30BajICst KpuTepwmil 2. CpaBHUTEND-
HOE MCCIIE[JOBAHUE CUJIbI M 3HAYUMOCTH 3(p(HeKTa pas3IMuHbIX
CXEM Tepamnuu 3KyJIn3yMaboM IPOBOIMIIOCH C UCTIONIb30BAHUEM
otHowenus wancos (OIII) u ero 95% M. YpoBeHb 3HaUNMO-
CTU TP TIPOBEPKE TUNOTE3bl O PABEHCTBE YACTOT WM CPETHUX
3HayeHuil npuHsAT paBHbM 0,05.

Pe3yAbTartsl

CpenHuii BO3pacT NMalMeHTOK Ha MOMEHT MaHU(eCTaluu
al'YC cocrasun 29,4+6,5 ropa (16—42 ropa). Bonee yem y %4
nauueHTok — 68,9% (31 u3 45) — panHast 6epeMeHHOCTDb Obliia
MOBTOPHOM, MPU 3TOM Y NMOAaBIsitoiiero 6oasmmuacTsa (96%)
MOBTOPHOPOJISIILIMX BCE MPEJILIECTBYIOIINE GEpEMEHHOCTH MPO-
TeKaau (PU3MOJOTUYECKU U 3aBEPIIMIINCH POJIaMH B CPOK C
PpOXpeHneM 3710poBbIX AeTeil. Hacrosias 6epeMeHHOCTh Ipo-
Tekana ¢ ocioxHeHusMu y 77,7% mnaumentok (35 uz 45).
K ocnoxxHeHnsiM 6€peMEHHOCTH OTHOCWIIM YTPO3Yy BbIKU/bILIA,
aHEeMHI0, TPOMOOLMTONECHUIO, MOBbIIeHNe AJl, MPOTENHYpPHUIO
(ITY), anTenaranbHyt0 rubesnb niofa u ip. Yuciao ocnoxkHeHnH
Y X 4acTOTa MocTeneHHo Bo3pactanu ot | Tpumectpa (17,8%
nagueHTok) K 111 rpumectpy (II — 48,8%, 111 — 75,5%). Cpoku
passutust al'Y C BappupoBanu ot 18-it Herenn GepeMeHHOCTH
710 8-X CyTOK MOCIIe pOfiOB.

Y 88.,8% maumenTtok (40 u3 45) al'YC pa3Buscst B KOHIE
III Tpumectpa (33,3%) unu nocne popopaspeuienus (55,5%),
Bo II Tpumectpe Manudectanus al'yY C Habmofanach TOJIbKO B
11,2% cay4aes (5 nauueHTOK). [IpakTyeckn y Bcex maiyeH-
ToK (43 u3 45; 95,6%) nocne poioB HAGMIOAAIOCH YXY/ILIEHNE
cocrosiHus. Bo Beex ciyyvasx passuruto al'yY C npenuiectBoBa-
JIM B P3JIMYHBIX KOMOMHALMSIX IONOJHUTEIIbHbIE KOMIUIEMEHT-
aktusupytoue coctosiust (KAC): quapes, nuiiesast TOKCH-
kouH(ekus, npeakiaamncus (I19), pyuHoe oTaenenue mianeH-
ThI, KPOBOTEUEHME (B pe3yJibTaTe ONepalyy KecapeBa CeueHusl,
PYUYHOrO OT/ieNIeHHsI IJIaleHThb), ONlepalys KecapeBa CeueHus
W/WIM aMITy Talii MaTku, cencuc (puc. 1).

Bce manyeHTKY MM NoJHbI cuMnToMoKomiieke TMA:
pe3koe cHikeHue yuciaa TpombouuToB (52,0+34.4 ThIC. B
1 Mku), ypoBHs remorsio6una (Hb; 64,0+16.4 r/n; npu aTom y
MOJIOBMHBI MALMEHTOK ypoBeHb Hb cocTaBnsin <63,0 r/m, a'y
75% >eHIWH He npeBbian 76,0 r/1; MUHUMalIbHOE 3HAUeHUe
Hb coctasumno 32,0 r/i) ¢ BblpakeHHbIM MOBBILIEHNEM YPOBHS
nakrarperuaporenassl (JIA; 2516,5+2379,7 E[l/n), nopreep-
SKAAOMIMM  HAJIMYie MUKPOAHIMOMATUYEeCKOro reMoJn3a
(MAT'A; Ta6xa.1).

[TopaskeHne novyek HabIIOAANOCH y BCeX 06€3 UCKITIOUEHMS]
nauueHTok (100%) u 6b110 npencrasneno OIIII ¢ 6bicTpo Ha-
pacTaolMM MOBBILIEHUEM YPOBHS CbIBOPOTOYHOI'O KpeaTHHU-
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Puc. 1. Hacrora KAC, npeawectsylommx akymepckomy al'yYC

Ha (521,5+388,0 MKMoumb/i), onuMrypueil Wi aHypuen.
Y 86,6% ponunbhul (39 u3 45) noTpeGoBaoCh JeUeHue ua-
JIM3HBIMU METOJIaMU, B TOM umciie Y 90% — MpoyJieHHOiT BEHO-
BeHo3HOU remofuacunsTpanuein (IIBBI'I®), koTopoe Haum-
HaJIOCh B 1-5-¢ cyTKM OT /1e6r0Ta 60JIe3HN.

AprepuanbHas runeprensusi (AI') 3apeructpupoBaHa y
75 ,5% namentok (34 u3 45). Cucrommueckoe Al (CAJTL) kome-
6anock ot 80 mo 230 mm pr. cT, amactommyeckoe Al (AL —
ot 35 o 130 MM pr. cT. Y 50% nanpeHToK OTMeueHa TsKemast
AT co 3nauenusimu CAJl, npesbimatompmu 150 Mm pr. cT., a
JOATL - 100 mm pT. CT.

Y nopapnsroniero 6oJbIMHCTBA NAeHTOK (93,3%, 42 u3
45) TMA Hoculla CUCTEMHBIN XapaKTep ¢ pa3BUTUEM MOJMOP-
ranHoi HeproctatouHocT (ITOH). Cpenu Becex aKcTpapeHasb-
HBIX TPOSIBIICHNUI HanboJiee YacToO PernCTPUPOBAIINCH MOpaXKe-
Hue neueHn (82,2%; runepTpaHcaMruHa3eMusi C peodIagaHnneM
nosbiennst yposHs ACT, cBupieTenbCTByOMAs 00 MIeMuye-
CKOM XapakTepe noBpeskjieHus1) u gerkux (75,5%; orek jer-
KHX, MACCHBHAsI JIBYCTOPOHHSISI MH(PUIBTPALMS JIETOYHON TKa-
HU, TPOrPECCUPYIOIIast IbIXaTeJbHas HEIOCTATOYHOCTbD C TI0-
TpeGHOCTbIO B BEHTUJISIUMOHHON MOJIIEPKKe B % ciyvaes). Y
57,7% nauuMeHTOK HaGIOAANOCh MOpaskeHWe IEHTPaTbHOMN
HepsHo#i cuctemsl (LIHC), npepcraBnenHoe Tskenoi sHueda-
JIoNaThel, yTHETEHNeM CO3HAHMUS BIUIOTH JI0O KOMbI, Pa3BUTHEM
reHepaIM30BaHHOTO CYJJOPOKHOTO cUHpoma. Heckonbko Me-
Hee ueTBepTH (22,2%) NaureHTOK UMEeJ 3MHU30/Ibl HapyLIeHUS
3penust. [TopaskeHne cepyua COCTaBUIIO YyTh GOjiee YeTBEPTH
cayyaes (28,9%) u B GONIBIIMHCTBE CITy4aeB NPOSIBISAIOCH MPU-

3HAKaMU OCTPOW CEPAECYHON HEJOCTATOYHOCTH C JujaTauuein
NosIocTel, CHUXKeHneM (hpakuuK BbIOpOCa MO JJaHHBIM 3X0Kap-
nuorpadun (MUHUMAaNbHOE 3HaUeHue — 22%). Y ofHo nauu-
€HTKH Pa3BUJICS] OCTPbIN MH(APKT MUOKAp/ia, Bepu(pUIMPOBaH-
HBII TAHHBIMU 3JIEKTPOKAPANOTpacdr 1 TIOBBILIEHUEM YPOBHS
TponoHuHa. Ero HekopoHaporeHHasi npupoyia NoTBepKjieHa
Ha KOpoHaporpaguy OTCYTCTBUEM MAaTOJIOTMYECKUX U3MEHE-
HIPI B MariCTPaIbHBIX KOPOHAPHBIX apTeprsixX (Taoul. 2).

Bonbiie nonoBunbl nanmeHToK (55,5%:; 25 u3 45) umenn,
nomumo OIIIT, nopaxenue Tpex 1 60s1ee OpraHoB U CUCTEM Of]-
HOBpeMeHHO. Kak npaBuiio, npeBanmpoBaio coYeTaHne «Io4-
KU — nievyeHb — jierkue — LIHC» (moutn 66,7%).

Jleuenmne npakTudecku Bcex mamueHTok ¢ al'YC (97,8%;
44 u3 45 ciydaeB) BKIIOYaNo B ce0sl BBE/IEHHE CBEXKEe3aMOpOo-
>keHHoi masmbl (C3I1), 06beMbl KOTOPO# 3HAYUTENBHO Baphb-
vpoBanu. [ToYTH B paBHBIX COOTHOLICHUSX UCHOJb30BAIUCH
m60 Tonsko Tpancdysun C3I1, mibo coueTanne Tpanchy3uit
¢ mma3moo6mMeHoM — y 20 (45,5%) u 19 (43,2%) mauueHTok co-
orBeTcTBeHHO. [IsT1 mayuenTkam (11,3%) npoBoaniocs Jieye-
nue C3II TonbKo B pexxume miazmooomena. [lomumo minazmo-
Tepanuu, MalueHTKaM Ha3HavyaJiuch HU3KOMOJIEKYJISIPHbIE Te-
napunbl (HMI') u cumnTomarnyeckas tepanusi (aHTUOAKTEPU-
asbHasl, IE3MHTOKCUKALMOHHAS, AHTUTUTIEPTEH3NBHAST).

[TaToreHeTnyeckas Tepanus KOMILUIEMEHT-OJIOKUPYOLIUM
npenapaTom 3Kyam3ymMad nposopuiack 23 u3 45 (51,1%) namm-
€HTOK, IPY 3TOM CPOKH Hayajia Tepanuu U ee MpojioJIKUTEIb-
HOCTb 3HAYUTEJILHO BapbHPOBaNIU. B 3aBUCMMOCTH OT CPOKOB
Hayaja JIeYeHus 3KyJIM3yMaboM BCe MalUeHTKU yCIOBHO pa3-
JieJIeHbl Ha TP TPYNNbL: «<l He» — TpyIna ¢ pAHHUM CTapTOM
Tepanuu (y>Ke B TeueHue 1-il Heleau, HO He paHblue 4-ro [AHs
oT MaHudectauun 3a00JieBaHKs), B KOTOPYIO BOILIU
11 (47,8%); «1-2 nep» — 7 (26,1%) naumeHTOK , KOTOPbIM Ipe-
napaT Ha3HavaJli B TeUeHue 2-i Heleln, HO He mo3fHee 15-ro
THST TeUeHMs1 O0JIe3HU, U «>3 Hel» — 5 MalueHTOK, HauaBIInuX
JIeueHue JIOCTATOYHO TO3JIHO, B cpoku oT 23 o 120 aHeilt ot fe-
6tora al'YC. Tonbko Be MAUMEHTKX MOJNYyYUIIN 3KYIU3yMad
onHOKpaTHO. [TooBrMHE Beex SKEHIMH, MOy YaBIIMX Mpenapar,
OH Ha3Ha4daJiCsa B l/lH)lyKl_lVlOHHOM pemwme CcO CpeHHI/lM YUCJIOM
VH(Y3Mi1, paBHBIM YeThIpeM. [JInTeNnbHOe JIeYeHNE IKYIN3Y-
MaboM CO CpeJJHUM CpOKOM, paBHbIM 11,5 Mec, mpoBefeHO
10 marmenTkam (43,5%), ofHAKO B OCHOBHOM TMPOJIOJIKUTEIb-
HOCTb Tepanuu He npeBblana 18 mec. MakcuManbHbII CPOK
JIeyeHus! K HacTosLIeMy BpeMeHu cocTaBul 3,5 rofa. Y 15 u3
23 naumeHToK (65,2%) Ha MOMEHT IaHHOTO MCCIIEfIOBAHUS Ipe-
napat OTMEHEeH.

Ta6amnua 1. KAMHMKO-AQOOpaTOpHas XapakTep1CTHKa NauMeHToK ¢ akywepckum alYC

IToka3zarens Hopma M+m Me [25-i1; 75-i1 nepueHTHIM] Min Max
Cucrommueckoe Al 150,0+34 0 150 [140; 180] 80,0 230,0
Muactomyeckoe AJl 92.4+19,2 100 [95; 100] 350 1300
Hb, r/n 120-150 64,0+164 64,0 [55,0;76,0] 32,0 1220
Tp., - 10°n 150-350 52,0+34 4 42,0 [22,3;78,3] 10,0 1400
TanTorno6us, r/n (n=8) 0,59-2.37 0,36+0,3 0,30 [0,175; 0,425] 0,080 1,000
uzouutel (n=18) <0,5 1,24+0,7 1,00 [0,85; 2,00] 0,100 3,000
KpeaTuHuH, MKMOJIB/JI 53-97 521,5+388,0 448 0 [311,0; 609,0] 1240 26080
JIAL, EN/n 240-480 2516,5+2379,7 2591,0 [966,5; 3031,0] 579 124840
ACT, Ell/n 0-40 433 4+882.5 178,0 [58,0; 316,0] 10,0 45950
AJIT, Ell/n 0-40 350,8+751,6 1440 [50,0; 251,0] 8,0 46130
Bunupy6un, MKMOIb/n 50-21,0 65,1£79,1 23,0[13.,5;82,5] 50 3470
I'nroko3a, MOJIB/T1 39-59 6,624 6,0[5.,5;73] 24 17,0
ADADMTS13, % (n=26) 80-120 52.9+21,7 50,00 [38,0; 63,0] 23,00 116,00

Ipumeuanue. B Ta6n. 1 u 5: Hb — remorno6uH, Tp. — Tpoméouutsl, ACT — acnapraTamMunotpascgepasa, AJIT — anaHnHaMUHOTpaH-

cpepaza.
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Tabanua 2. TopaxkeHne OpraHoB M CUCTEM Y MALIMEHTOK
c akymepckum al'YC (n=45)

[MTopaxkeHne opraHa uiau cucteMbl  Yucio mauueHTok, n (%)

ITopaskenue nouek — OIIIT 45 (100)
[MoTpeGHOCTD B ianu3e 39 (86,6)
ATl 34 (75,5)
[TonuopranHast HElOCTATOYHOCTh 42 (93,3)
[NopaxkeHue neuenn 37 (82,2)
[Nopaxkenue nerkux 34 (75.5)
MBIJI 26 (57,7)
INopaxkenue LITHC 26 (57,7)
ITopaskenue ceppua 13 (28,9)
Hapyuienue 3penust 10 (22,2)

Hcxoppl. [Ipu ananmze mouyeyHOro NCxofa B MpefCcTaBIICH-
HOI BbIOOpKe manueHToK ¢ al'yYC mosHoe BOCCTaHOBIIEHHE
¢ynkuuu nouex ormeueHo y 53,4% xeniud. TpeTb nauueH-
ToK (35,5%) ocranuck auanu3-3aBucumbiMu, y 11,1% passu-
nack XBII 4-5-11 crapmii. ['emaTronornyeckue nmokasarean HOp-
MaJIn30BaJIMCb MNMPAaKTHYECKM Yy BCEX BBIKUBIIUX >KCHIIUH
(97,7%), TONBLKO B OJIHOM CJTy4ae OHM BOCCTAHOBUJIMCH HE MOJI-
HOCTBIO. JT0JIsl TeTaNbHbIX UCXOI0B CPEeM BCEX MALUEHTOK CO-
crasuna 23,9% (11 u3 45 ciayyaeB), nepuHaTajIbHasl CMEPT-
HOoCTh — 32,6% (15 u3 45 ciyuae).

IonpoGHBIiA aHANM3 MOYEYHBIX UCXOJIOB BBISIBUJI CBSI3b T1O-
YEYHOTO MCXO0/]a CO CPOKAMM Ha3HAYeHUs MATOTeHETUYECKON
Tepanuu (Tadd. 3).

BnaronpusiTHbI MOYEYHBI UCXOJl C BOCCTAHOBJIEHHEM
¢yHKIMM MOoYeK HaGIIOIAJCS MPU PaHHEM Havaje JIeUeHHs
aKynu3ymaoom (<1 Hem) —y 10 u3 11 xxenwun (91%), B TO Bpe-
MsI KaK TP Ha3HAUEHUU TpemnapaTa nocie 3 Hej TeueHus: 60-
JIE3HU MOJIHOI'O BOCCTAHOBJICHUA beHKlJ,VlVI MOYEK HE OTMEUYECHO
HU Y OJIHOI mauueHTKu. B rpynne «1-2 Hef» y OONBIIMHCTBA
GOJIbHBIX TIOYeYHas (PYHKIUSI BOCCTAHOBJIEHA MOJIHOCTbIO, Of-
HaKoO MOYTH Yy TpeTu ux HuxX paszBuiack TIIH, Tpebyromas
neuenust I'I1 (XBII5). XoTst paznuune pacnpepiesieHust ya-
CTOT TMOYEYHBbIX UCXOJIOB MEK/1y TPYIIIaMi OKa3aJjoCh CTaTH-
ctuiyecku HezHaunmo (p=0,078), ommbKka p HaXomgWTCS Ha
rpaHuLe 3HAYUMOCTH, TIOITOMY MOKHO NPEANOJIOXKHUTD, YTO
npu OosblIeM 00beMe BbIOOPKU Pe3yJIbTaThl COXPAHAT OTMe-
YEHHYIO TEHJICHIMIO U TOJIy4aT CTaTUCTUYECKOE TIO[ITBEPK]Ie-
HHE.

O6beauanB ucxonbl B XBIT 4-5-11 ctaguii u ['[] (XBII5]1)
1 0003HAYMB UX KaK <<H66J13.F0le/lﬂTHbIe MMOYE€YHbIEC UCXObI»,

oo.a

-
L

Yacram, ¥
&
=

R T

.0

<1 Hen 1-2 Hep, >3 Hen

Bpema Havana Tepanuu akynmaymabom

Puc. 2. 3aBUCUMOCTb HEOAArONPUATHOTO NMOYEYHOTO MCX0AQ
OT BpeMeHM HayaAa Tepanuu 3KyAM3yMabom y nalumeHToK
c akymepckum al'YC

Mbl TOJYYWJIM CTATUCTUYECKU JOCTOBEPHYIO 3aBHCHUMOCTb
(p=0,026) HebMaronpusTHBIX UCXOJIOB OT CPOKOB Hayasa Jjieye-
HMSI 9KyJIM3yMaboMm (puc. 2).

Y1066l MONyYnThH 60JIee YeTKME TEHIEHIMH 3aBUCUMOCTH
MCXOJIOB MOYEYHON (PYHKIMM OT Hayasia Tepanuu 3KyJIu3yMa-
60M, TALMEHTKN OO'bEIMHEHBI ¥ TPYNIbl «<1 Hef» U «1-2 Hep».
Pacuer otnHomenus manco (OLI) ans mcxopga movyeyHOM
(hyHKIMM NPOAEMOHCTPUPOBA, UTO MeuaHna [25-it; 75-i nep-
yeHTuan] OLI 6raronpusiTHOro UCXo/a MpU Havalle Tepanuu
9KyJIM3yMaOboM He Mo3fiHee 2 Hef| 10 CPaBHEHHIO ¢ GoJiee Mo3Ji-
HUM Hadvanom coctasuiu 48,71 [2,15; 1101,91] (p=0,015;
Taou. 4).

Taxkum 06pa3oM, LIaHChI 6JArONPUSITHOTO MOYEYHOTO UCXO-
na Bo3pacTaroT noytd B 50 pa3 npu paHHEM Havajle KOMILIe-
MEHT-OJIOKMPYIOIIEeH Tepanuu, He MPEeBbIIAoNEM 2 Hefl, 110
CPaBHEHMIO C HAUAJIOM JICYEHUsI B CPOK 3 HejJl U MO33Ke.

YacroTa HEOGIAronpusITHLIX MOYEYHbIX UCXOJIOB C Pa3BUTHU-
em 1IIH, Tpe6yromeit neyenns nporpammubiM '], Kak 1 noka-
3aTellb JETATLHOCTH B LIEJIOM B IPYIIe MaUeHTOK C MO3JIHUM
HAYaJIOM Tepanuu, COMOCTABUMBI C TAKOBBIMU B TpyIie 60Jb-

TabAnua 3. To4eUHbIN MCXOA M A€TAaAbHOCTb B pa3Hble CPOKH OT HaYaAa Ae"YeHUs 3KyAM3yM360M 1 0e3 AeueHuns npenaparom

DyHKIMS TOUYeK

XBIT 4-5-i1 IIporpammusbIit MarepuHckas

IKymuzymad Beero (n=43) MIOJTHOCTBEO BOCCTAHOBUJIACH cTaguu ra CMEPTHOCTh
<1 Hep, 11 10 0 0 1
1-2 Hep 7 5 0 1 1*
>3 Heyy 5 0 2 1 2%
He na3znauvancs 22 9 2 4 T*

Ipumeuanue. ¥ — 10O MOMEHTa CMEPTH COXPAHSIIACh MOTPEOHOCTH B poBeaeHny remopuamisa (I'T).

Ta6Anua 4. Ucxoa y naumeHTok ¢ akywepckum al'yYC

Hauano [Toyeunblit nCxop Olll, memuana [25-it; MarepuHckuii HCX0HL OIIl, menuana [25-i1;
Tepanmn GIArONIPUSTHBIA  HEGNArONpUSTHBIA 79~V NEPLEHTHIN] ymepia KMBa 75-i1 nepueHTIIM]
<2 Hept 15 3 48,71 [2,15; 1101,91] 2 16 5,33 [0,52; 54,03]
>3 Hen 0 5 p=0015 2 3 p=0,157
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TabAnua 5. KAuHuko-AabopaTopHas xapaKTepucTMKa NalMeHToK ¢ akymepckum al'YC, NOAyuYaBLIMX M He MOAyHYaBIIMX

3KyAM3ymab

Okysu3ymab (+) Dkyu3zymao (-)
B Mam M
;I;‘:;}‘{‘z);"pa“‘e““"‘x 391x1,16 40[30;50] 341105 40[2.0;40] 188; 0,1
CAJLL 158.,5+30,7 160,0 [145,0; 180,0] 145,0+38,0 150,0 [120,0; 160,0] 195;0,18
IOATL 954+143 100.0 [60,0; 115.,0] 89,3+23,1 100,0 [80,0; 100,0]  224;04
Hb, r/n 59,7£12,6 61,0 [54,0; 690] 69.4+18.,6 70,5 [54.5; 78.5] 176; 0,08
Tp, - 10°/n 39,6+28.8 31,0[20,0;490] 64,9+35,7 58,0[38,2;96,0] 132; 0,006
KpeaTnnuH, MKMOIB/T 623,4+482,7 4960 [409,0; 641,0] 409,9+205,7 420,0 [241,0;534,0] 154;0,04
JIAT, E[l/n 2835,1+2632,3 20000 [1170,0; 3069,0]  2325,7+2028,8  1682,0 [831,0; 3031,0] 220; 0,61
ACT,E[l/n 631,3+1154,6 201,0 [68,0; 470,0] 216,8+337,2 1030 [48,5;245,5] 184;0,18
AJT,El/n 450,5+989,7 1470 [470; 274 0] 246.,5+368.0 1295 [49,5; 211,75] 234, 0,67
Bumipy6un, mr/in 779+85 4 59,5 [12,25; 128 ,25] 52,2+719 21,0 [14,0; 72,75] 212;048

HbIX, HE MOJTYYaBIIMX 9KYIM3yMa6 (cM. TadJ. 3). OnHako cie-
AyeT OTMETHUTb, UYTO BOCCTAHOBJIEHHE (PYHKLUMM MOYEK Mpo-
n3ouwno 6onee yeM y 40% NaleHTOK B OTCYTCTBHE KOMILIE-
MEHT-6JI0KUpytolel Tepanuu. [171s1 06 bICHeHNs 3TOro napa-
JIOKCAJIbHOT'O, Ha TEPBbIil B3I/, (hakTa Mbl IPOAHAIN3UPOBA-
mu teyenne al'YC y nanueHToK mocnefnein rpynmbl. Okaza-
JIOCb, YTO KJIMHUKO-JIa00paTOPHbIE NIPOSIBJICHUS 3200/1€BaHUS Y
HUX ObUIM MEHEE TSKEJIbIMU M0 CPABHEHMIO C MAalMEeHTKaMU,
KOTOPBIM Ha3HAYadM 3Kyau3yMad (Tadii. 5), HeCMOTpS Ha OT-
CYTCTBME 3HAYMMBbIX PA3IMUMil B CPEIHEM YMCIIe MOPAaXKEHHbIX
OpraHoB.

unarHo3 renepanuzoBanHoil TMA noaTBepxjeH BO Bcex
Tpex ciyyasiX, KOrjia NpoBOJIMJIach ayTOINCHUs, OOHApY>KEHUEM
MHO>KECTBEHHBIX TPOMOOB B MEJIKMX COCY/ax >KM3HEHHO Bax-
HbIX OpraHoB (II0YeK, cepila, FONOBHOIO MO3ra, JIETKUX, neve-
Hi). Brorncust moyku B ocTpom nepuosie 3a60seBaHNs HE NPO-
BOJUJIACH HUKOMY, YUUTbIBAS TSIKECTb COCTOSIHMS MAlMEHTOK.
OpnHako IBOMM U3 HUX, Y KOTOpbIX auarno3 al'Y C cBoeBpeMeH-
HO HE YCTAaHOBJIEH, He(hpoOuoIcus BbINoJHEeHa B KinHNKe uM.
E.M. TapeeBa, Kya ux HampaBJsiiu CIycTs 2 U 4 Mec nocie
POJIOB COOTBETCTBEHHO B CBSI3M C COXPAHSIOLIMMUCS MOCTIe Ky-
MUPOBAHUS OCTPOrO 3MM30/1a MOYEUHON HEOCTATOYHOCThIO,
MoueBbIM cuHApoMoM U Al'. B 060ux cityuasix BbISIBIEHA ['H-
CTOJIOrnyecKkas KapTuHa HeppoCcKiepo3a co CKIIepO3MpOBaH-
HBIMHU IO MIIEMIYECKOMY THUIY KiIyOoukamu u (pubGpo30M UH-
TUMBI apTepHi, BEAYLLUM K 3HAUUTEJILHOMY CY>KEHHUIO POCBe-
Ta cocyfoB. Kpome Toro, y o6eux nauueHTOK B HECKOIbKUX
apTepuoiiax OTMEYEeHO MyKOMIHOe HaOyXaHue UHTUMbI. Tpom-
Obl B KaMJIJISIPaxX KJIyOO4YKOB U MEJIKMX 3KCTparjoMepyJisip-
HbIX cocyflax He oOHapy>keHbl. CoyeTaHue KIMHUYECKUX Mpo-
sIBJIEHUI1 00JIE3HU ¥ TUCTOJIOTMUECKOM KapTUHbI TO3BOJIANIO JIU-
arHoctupoBath y nayueHToK XBII 4-it u 5-i1 cragum cooTBeT-
ctBeHHo B ucxope OIIII kak nposiBnenus al'YC.

OO6cyxaeHue

HacTosimiee mccrnenoBanve mpencTaBiseT cOO0i aHAIU3
0COOEHHOCTEN U XapaKTepa TeueHMsl, MOJIXO/I0B K JMarHOCTHUKE
Y JICUCHUIO, ICXOJIOB VI MaTepell ¥ UX MOTOMCTBA TPU aKy-
mepckoM al'Y C — 0CHOBHO NPUYMHE TSKEJIOr0, Kak MpaBuiIo,
nporpeccupyromero OINI, mpuBopsimero B OTCYyTCTBHE CBOE-
BPEMEHHOI1 NaToreHeTMyecKoil Tepanuu K passuruto TXITH y
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TOABJISTIONIET0 GOJBIIMHCTBA MAMEHTOK. DTO TOITBEPXKAAET-
cs1 ¥ HalUMMU iaHHbIMU: 32 iepuof ¢ 2011 no 2014 r., korna au-
arto3 al'YC ycTaHaBnMBascs JUlIb B €JUHUYHBIX CIydasx U
KOMILIEMEHT-0JIOKMpYIOLasl Tepanusi He Ha3Hayanach, He6ua-
TOTIPUSTHBIN TOUeYHBIN ncxof ¢ pazsutuem TXIIH, Tpebyro-
wieit neveHus ['J1 umu npoauHyThix ctaguit XBIT (4-5-it cra-
nun) Ha6mopancs y 70% naumentok (cpeau 10 GONbHBIX y
6 passunach TXIIH, y ognoit — XBII 4-5-i1 ctagun). B ot ne-
pUOf B HAILIEW CTPaHe He TOJLKO MPAKTHUKYIOMIAM aKyIlepam,
HO U1 HedpoJsioraMm Juarto3 al'yY C 6bu1 ManloU3BECTEH; OH Mac-
KUPOBAJICSl 32 «YMCTO aKyLIepCKUMH» pauartozamu I19 u
HELLP-cunapoma. Haunnas ¢ 2015 r. poct ungopmupoBas-
HOCTHU Bpaueil B oTHoueHnn akymepckoin TMA, u al'YC B
YaCTHOCTH, MPUBEN K POCTY YKCIIa BepU(ULIMPOBAHHBIX JjHar-
HO30B aKy1epckoro al'YC (35 nauueHTok), pu 3ToM JI01s1 He-
GJIaroNMpuUsITHBIX MOYEYHbIX MCXOJI0B CHU3MIAch 10 40% (cpenu
35 manuenTok y 28% paszsunacek TXIIH, y 12% — XBII 4-5-i1
cTajuu). ITO 0OBACHSIETCS B IEPBYIO OYepe/ib NH(OPMUPOBaAH-
HOCTBIO Bpayel (aKyllepOB-IMHEKOJIOTOB, aHECTE3NO0JIOTOB-
peannmMarosioros u Hedpposoros) 06 al'YC u TMA B uesnom,
yJIydllieHreM MX IMarHOCTHKH ¥, KaK CIIE[ICTBUE, CBOEBPEMEH-
HbIM HavajioM Tepanuu [11].

B Haem rccreioBaHuu nopaskenue noyvex B iedrore al'yY C
HaOJTI01aJI0Ch y BCeX 0e3 MCKITIOUYEHUS] TALUEHTOK , HOCUJIIO, Kak
TIPABUJIO,, TPOTPECCUPYIOLINI XapaKTEP C PA3BUTHEM TSIKEIIOTO
OIIII (onuroanypwusi, rUNepruipaTanys, NoBbIlIEHNE KpeaTu-
HHUHA CHIBOPOTKU B cpefiHeM o 521,5+388 MkModb/i), moTpe-
GoBasiiero nposefeHus auanu3a y 86% (39 u3 45) KeHuH.
Oco6enHocThio TeueHns akymepckoro al'YC, B oTimune oT
al'yY C B yesnoMm, Kak nmo pe3yjbTaTaM Halllero UCCJe/JOBaHusl,
TaK ¥ 10 JIJAaHHbIM JuTepaTypsbl [12, 13], sBnseTcsi oqHOBpeMeH-
Hoe ¢ OIIIT nopaxkeHue APYrux >KM3HEHHO Ba>KHbIX OPraHOB U
cucteM c pazsutueM Tsekenoit [IOH, o6ycnoBneHHol GbICTpOI
reHepanu3anyeil MUKpOLUPKYJISITOPHOTO TPOMO00Opa30BaHusl.
Tak, y mosioBUHbI NauMeHToK (55,5%) HaGumtoanock Tskesoe
coueTaHHoe nopaxenue nouek, LIHC, nerkux, cepaua u neve-
HU. MBI ostaraemM, 4To 3TO SIBJISIETCS Pe3yJIbTaTOM M30BITOY-
HOI1, HEYTPaBIISIEMOI aKTUBALMU CHCTEMbl KOMIIJIEMEHTA, Pa3-
BUBAIOIIEICS BCIIEACTBHE Bo3/iericTBUs MHOXKecTBa KAC, KO-
TOpbIE B aKyIIEPCKOH MPaKTHKE, KaK MPAaBUJIO, BOBHUKAIOT B
KOPOTKUI MPOMEKYTOK BpeMeHu (<24—48 1) HermocpeaCcTBEHHO
nepey| pojlaMu UM KaK OCJIOSKHEHUE POJIOB M MOCIEPOIOBOTO
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nepuofa, ciieays NpakTUUYeCKU OfJHO 3a IPYrUM (Kak npumMep:
NPE3KIIAMICHUS — OTCIIONKA MIIAEHThI — KPOBOTEUEHHUE — Ofe-
patuBHOe popopaspeuienne). CyMMannMoHHbIN 3 HEKT 3TUX
KAC B oTHOLIEHMH BO3JCHCTBUS HAa CUCTEMY KOMIUIEMEHTa
MPUBOJIUT K TaK Ha3bIBAEMOMY KOMIJIEMEHTAPHOMY LITOPMY
(TepMUH NpeJIOXKEH HaMU 71 0003HAUEHHs BHE3AITHOW PE3KOi
HEKOHTPOJIMPYEMOIi aKTUBALMM KOMIIJIEMEHTA JlaxKe Y MalyeH-
TOK, HE UMEIOIIMX MYTal|i B reHax, perynupyoummx AIIK).
KocBeHHbIM MOAITBEPK/IEHUEM 3TOT0 NPEJNOJIOKEHNUS SIBIISIHOT-
Csl OMMCaHHbIC HAMU paHee pe3yJIbTaThl TEHETUYECKOro UCClie-
JIOBaHMS MSITH MAUMEHTOK ¢ akyuepckum al'YC, cpeau KoTo-
PBIX MaTOreHHble MyTauuu, accouuupoBantble ¢ al'YC, BbI-
SIBJIEHbI TOJIBKO Y JIBYX >KEHILMH, a Y TPeX MalUeHTOK onpesie-
JISITUCh MYTalK B T€HaX CUCTEMbI KOMIIJIEMEHTA C HESICHbIM
KJIIMHUYECKNM 3HaueHneM [14].

C Hameil TOYKM 3pEHHUsI, TEOPUsS <«KOMIUIEMEHTApPHOTO
IITOPMAa» TMO3BOJISIET PACCUNTHIBATD HA OBICTPBIN MOJIOKUTEb-
HBIi1 OTBET MPU CBOEBPEMEHHOM Ha3HAYEHUN KOMILIIEMEHT-0J10-
KUPYIOLIEro npenapaTa oaKyJau3ymad. OueBUHO, UTO AelicTBYE
JOTIOJTHUTENIbHBIX TPUTTEPOB SIBJISIETCS JOCTATOYHO MOLIHBIM,
4yTOOBI BBI3BATh HeyAepkumyto aktusaiuo AITK, Ho npu aTom
CIVIIKOM KPaTKOBPEMEHHbBIM Il €€ MOJIeP>KaHus 1axKe y
SKEHIIMH C 1e(peKTOM reHOB CUCTeMbI KOMIUIeMeHTa. B Takux
CIIy4asiX CBOEBPEMEHHOE HAyaJIo JIeYeHHs 3KYJIM3yMaOoM 1o3-
BOJISIET OBICTPO U 3(h(PEKTUBHO GIIOKMPOBATH PA3PyLIUTENLHOE
AeWCTBYE KOMIUIEMEHTA. DTO MPEIOI0KEeHUE MOATBEPXKAAIOT
pe3yabTaTbl Hamero ucciefoBanus. [Ipu aHanmse oTBeTa
(B TOM YMCJIE JONTOCPOYHOro — B TeyeHue 3,5 ropia) 23 poauib-
HUIL Ha TEPAINUI0 9KYJIU3yMaOboM Yy MOABISIOEro O0bIINH-
CTBa KEHILMH, KOTOPbIM JIeYeHUEe HauaTo B TeueHue 1 Heyl oT
ne6rora al'YC (10 u3 11 naumeHTOK), K MOMEHTY OKOHYaHUS
Kypca MHAYKIMOHHON Tepanuu (depe3 1 Mec oT Havana) yjaa-
JIOCh HE TOJIbKO HOPMAJIM30BaTh I'eMaTOJIOrMYeckKie nokasare-
JIM, HO ¥ TIOJTHOCTBIO BOCCTAHOBUTH (DYHKIIMIO TIOYEK U JIPYTHX
MOBPEK/CHHBIX OPraHoB, BKJIIOYAs eUeHb, TOJIOBHON MO3T,
nerkue u cepaue. OfHa mayUeHTKa B 3TOH rpyIne noruosna u3-
3a TSXKEJNOro MH(PEKUMOHHOIO MOpaXKeHUs TOJIOBHOTO MO3ra
(c pa3BUTHEM MHOKeCTBa abCLECCOB), B TO BpeMsl KaK KJIMHU-
Ko-abopaTopHble nposiBaeHns TMA oka3anuch NOJTHOCTBIO
KYNMPOBaHbI, B TOM YMCJI€ BOCCTAHOBUJIACH (DYHKIUS TIOYEK.
B uesnoM no rpymnne He OTMEYEHO HU OJIHOTO Cllyyasi pa3BUTHs
TXITH w/nnmm no3auux craguit XBI1 gaske nocsiae oTMeHbI 3Ky-
m3ymaba y 7 nagpeHTok. OTcpouka Havyasa JeUeHHsl 9Ky In3y-
MaboM BCETO Ha HEJIeN0 MPUBeJIa K CHUXKEHUIO TpolLeHTa 6ia-
ronpusTHOro nmovyeyHoro ucxopa (71%; 5 n3 7 magueHToK).
B Tex cayuasix, Korjia Tepanus 3KyJIM3yMa0oM HauMHaIach co
3HAYUTENILHBIM OMNO3[]JaHUEeM, TOYeYHash HeJOCTaTOYHOCTh
(B Tom umcne y Tpoux — TXIIH) pa3Bunach y Bcex poguiIbHULL
9TOW rpynbl. BeInosHeHHas OIHOM U3 HUX CIYCTS 2 Mec nociie
pojopa3pelieHust 6MoNCKs NMOYKHU BbISIBUJIA KAPTUHY Hedpo-
ckiiepo3a. [Ipu aToM, HECMOTpSI Ha OTCYTCTBUE TPOMOOB B Ka-
MAJUISIpax KIyG0UuKOB U MEJIKHUX 3KCTPArJOMepyJISipHbIX COCY-
fax, MIMEJIMCh NPU3HAKU MYKOMJIHOrO HaOyXaH1sl UHTUMBI B ap-
Tepuojax, (puOpo3Has OKKIIIO3Ms IPOCBETa MEJIKUX apTepuid,
CKJICpPO3MPOBAHHUE 110 UILIEMUYECKOMY THUITY KITyGOUYKOB MPU OT-
CYTCTBMU NPOJN(EPATUBHBIX U3MEHEHHUI, YTO HE TPOTUBOpE-
YUT TUCTOJOrMYecKnuM npusHakam TMA u fgaeT ocHOBaHue
CBSI3aTh MOCIIE/HION ¢ nepeHeceHHbIM al Y C.

AHanmu3 pe3ynbTaToB MOYEUHOr'o UCXO0/ja Y NalMeHTOK,, He
MOJTYYaBUIMX MTATOMCHETHYECKYIO TEPAIuIo 3KyJIn3yMaboM, Mmo-
Kazaj, 4To MpH cXofHoi yacTote pa3sutus TXIIH, mo cpaBHe-
HUIO C TPYNNON GOJIbHBIX, MO3IHO HavyaBIIMX JeueHue (60 u
50% cooTBeTCTBEHHO), Y 41% >KeHUIMH, TEM HE MeHee, OT-
MEYeHO TOJIHOe BOoccTaHOBJIeHMe (pyHKumU novyek. C ofHOMI
CTOPOHBI, 3TO MOXKET ObITb 00YCJIOBJIEHO HCHOJIb30BAHUEM
6onbimx 06beMoB C3I1 BereicTBIE MPOBEAICHNUS €3KETHEBHBIX
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nmazmoo6omeHoB (I1O). OpHako MBI oslaraem, 9TO OCHOBHYTO
poJib chIrpaina MeHblnasi BeipaxkeHHocTh TMA u OIIII, B nosb-
3y 4ero CBHU/IETEILCTBYIOT CaMble HU3KHUE MOKA3aTeNN Y 3TUX
MAIUEeHTOK YPOBHS KpeaTHMHMHa chiBOpoTKH (260,0 [161,0;
444 0] MKMOJB/T), C TOTPEOHOCTHIO B IUANN3€E TOJBKO y %3 U3
HMX, U HanboJiee BbICOKME MOKa3aTeN YKiciia TPOMOOMTOB
(53,0 [42,0; 80,0] - 10%m). [Tonmy4eHHbIE HAMU PE3YIILTATHI CO-
TIIACYIOTCS € JaHHBIMU JIMTEPATYPbI: MO pe3yJibTaTaM MpocCIeK-
TtrBHOTO uccnenoanus 130 ey ¢ akymepckum OITIT [15],
K (pakTOpam, BIAUSIIOLIMM Ha HEOJAaronpusTHBIA MOYEUHBIN
nporHo3 ¢ nporpeccupoBanreM XBII, oTHocuimch HU3KMN
YPOBEHb TPOMOOLUTOB, BLICOKUN YPOBEHb KPeaTHMHUHA U T10-
TpebHocTh B I']] B ie6roTe 3a601eBaHus.

B uenom no rpynmne coctosinue Bcex 6€3 UCKIIOUEHUs Na-
UEHTOK Ha MOMEHT ocTporo anu3ofa al'Y C pacueHuBanoch
Kak KpapiHe Tsikenoe. [Tokazareny JeTanbHOCTH, MaKCUMaITb-
HbIE TIPU OTCYTCTBUU MaToreHeTn4Yeckon tepammu (32%), co-
NOCTAaBUMBI C JIETAJIbHOCTBIO IPU NMO3JHEM HAa3HAYCHUUN IKYJIN-
3ymaba (40%).

Pe3ynbraThl Hallero uccliefioBaHUs MOKa3alu, 4TO MpHU
paHHeM (He mo3fHee 2 HeJl) Havalle Tepanuy 3KyJIn3yMadom
IIAHCBbI 6JIaFOHleﬂTHOFO nucxoja it MaTepu yBEJIMUUBAKOTCSA B
5,33 pa3a, a lIAHC BOCCTAHOBUTb (DYHKIUIO NOYEK — IOUTHU B
50 pa3 (cM. Tadu. 4). Hamm pe3ynbTaTsl AeTaloT 06s13aTelb-
HBIM Ha3HauyeHHe 3Kynm3ymada npu akymepckom al' Y C, mo-
CKOJIbKY 3TO MO3BOJISIET HE TOJILKO COXPAHUTh KU3Hb, HO U
YIYyYIIUTh (PYHKUMIO NOYeK 6e3 fajbHeilieil NoTpeGHOCTH B
I'/l 1 TpaHCIUTaHTALMU TTOYKH, YTO, IO CYTH, SIBJISETCS Ba>KHOMN
9KOHOMHUYECKOH COCTABJISIFOLLEH JAaHHOTO BU/Ia TEPANUM, OCO-
GEHHO MPUHUMAs BO BHUMaHHE TO, UTO JIeYEHHUE IKYIM3yMaooM
y GOJIBIIMHCTBA YKEHIIUH MOXHO B JJAJIbHEHNIIIEM OTMEHHTb.

He6oub110e ynco nanyeHToK B Halllei BHIOOpKe He MO3BO-
JIUJIO BBISIBUTH CTATUCTUYECKU 3HAYMMbIE HE3aBUCUMBIE (hak-
TOpbI JieTanbHOoCTU. OJJHAKO, KaK MOKAa3aJI0 UCCIIE/IOBAaHUE aB-
TOopoB 13 Mapokko [16], mo pe3ysibTaTaM MHOTOMEPHOT'O JIOTH-
CTUYECKOT'O PErpeCCHOHHOI0 aHajN3a, OCHOBHBIM HE3aBUCH-
MbIM (paKTOPOM, CBA3aHHBIM C MAaTE€PUHCKON CMEPTHOCTHIO,
asnsietcsa OINII, kotopoe B Haweil pa6ore BbisiBieHO B 100%
ciyyvaeB akyuepckoro al'YC.

3akAl0ueHue

Taxkum obpazom, anst akyuepckoro al'YC, B oTauuue oT
al'yYC B nenom, xapakrepHo Tspkesoe OIIII, koTopoe pa3BuBa-
ercst B 100% cny4yaeB ¥ B 3HAUUTEIILHO CTETIEHH OTpeiesieT
00U 1 OCOOEHHO MOYEYHbIN MPOrHo3 3a6oseBanus. OTiIn4In-
TeJIbHOM 0oco6eHHOoCThIo al Y C, accolMMPOBAaHHOTO ¢ 6epeMeH-
HOCTBIO U pojiaMH, siBisieTcst Bbicokas yactora [IOH Benep-
CTBHE ObICTPOIi 'eHepa3ali MUKPOAHIMONATMYECKOro Mpo-
Hecca, 00yCcJIOBJIEHHAsI MOLHBIM CYMMAaIMOHHBIM 3(h(heKToM
CJIEAYIOIUX OfIHO 3a [PYI'MM OCJIOKHEHUI, UTPAIOIIUX POJIb
KAC. Ina akymepckoro al'YC Takumu IOTOTHATEIbHBIMU
KOMIJIEMEHT-aKTUBUPYIOLMMHU COCTOSIHUSIMU B TIEPBYIO Ove-
penb Ciy>KaT pa3lIMyHble OCTIOXKHEHUS] 6epeMEHHOCTH U POJIO-
paspelieHnsi, 0COOEHHO ONepaTUBHbIE BMeLIaTe bcTBa. PaHHss
muarHocTrka al'yY C u He3aMeIMTelIbHOe HayaJlo Tepanuu 3Ky-
JIM3yMaboM MO3BOJISIOT HE TOJIBKO CIACTH >KU3Hb NMAlMeHTKaM
¢ al'YC, HO ¥ MOJTHOCTBIO BOCCTAHOBUTD UX 3I0POBBE.

Ol'paHM‘IEHMﬂ UCCAEAOBaHHUA

IIpencTaBieHHOE KOFOPTHOE UCCIIEA0BAHKE SIBJISETCS MU-
JIOTHBIM M HOCUT OOCEPBALMOHHBINA XapaKTeP, YTO HaKJIajibIBa-
€T onpefiesIeHHble OTPAaHNYEHUS] Ha CTPOTrOCThb M CTATUCTHYE-
CKYIO JIOCTOBEPHOCTb NOJIy4YeHHbIX pe3yJibTaToB. Hebonbiioi
00beM BbIOOPKH, 3aBUCSALLMI OT MPUHAITIEXKHOCTH U3y4aeMON
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MaTOJIOTHH K pa3psiiy opgaHHBIX 6OJIE3HEN, TaKXKe He TI03BO-
JIACT NOJYYUTb CTATUCTUIECKOE NMOATBEPKICHUE PsAJIa HAXOI0K
u runore3. CylleCTBeHHbIE OrpAaHUYEHNS HAKJIaIbIBACT TaKXkKe
MAJIoe YMCII0 GONIBHBIX , MOy YaBLIMX MATOT€HETUYECKYO Tepa-
MU0 3KyJIM3yMaboM, YTO OOYCJIOBJIEHO CIOXKHOCTSIMHU C Ha-
3HAYEHMEM TpernapaTta B CBSI3U C €ro KpaiiHe BBICOKOW CTOU-
MocTb1o. Ellle offHMM orpaHnymBarouuM (pakTopoM SIBISIETCS
OTCYTCTBHE F'€HETUYECKOI'0 NCCIIEI0OBAHNS CUCTEMbI KOMILJIe-
MEHTa y OOJIBIIMHCTBA MAUEHTOK, YTO HE MO3BOJISIET Mpocie-
[UTbH FeHETUYECKU-(peHOTUNMIeckre koppensuun. OHako mo-
JIy4eHHbIE Pe3yJIbTaTbl, 6€3yCI0BHO, OTPAXKAIOT BeAyLIUe TEH-
AEHUMU ¥ MO3BOJISIIOT C(OOPMYJIUPOBATH TMIIOTE3bl U 3a7a4u
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IS TATTbHENIIIET0 MCCIIeloBaHMs 0OCy3KIaeMoi maTojoruu 6e-
peMeHHle, a TakKXKe yTOLIHeHI/lﬂ 3HAYEHUN HO.Hy‘{eHHbIX qga-
CTOT, BBIPAXXEHHOCTH 3(P(PEKTOB M B3aMMO3aBUCUMOCTEN U
NPYTHX KIMHAKO-3MIIEMAOIOTTIECKIX MOKa3aTeeH.
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