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PE®EPAT

ATUNUYHBIA FTeMONNTUKO-ypeMudecknin cuHapom (al'YC) B 12-31% cnyyaeB cBsi3aH ¢ 6€peMeHHOCTbIO MU pofamMm n Mo-
XeT onpefenaTb NPOrHO3 Kak MaTepu, Tak n pebeHka. L{E/Ib. AHanna KNNHMYeCKUX NposiBIeHUN, OCOBEHHOCTEN TeYeHUs 1
ncxonoB akywepckoro al YC. MTAUMEHTHI I METO/]BI. C 2012 no 2015 1. Habnwpanucb 17 nauneHTok B Bo3pacTe oT 19 oo
38 neT, y koTopbix al'YC pasBunicsa Bo BpeMst 6epeMeHHOCTM UNKn HenocpeAcTBeHHo nocne poaoB. PE3YJ/IBTATHI. PasButuio
al'YC npepawecTtBoBanu, NnpenMyLLLeCcTBeHHO, npesknamncua n/unm HELLP-cnHapom v gpyrve akywepckue oCnoxHeHus,
nunapes. Bce naumMeHTKM UMeNv NOJTHbIA CUMNTOMOKOMMNIEKC TPOMOOTUYeCcKon MukpoaHrnonatmm (TMA): peskoe CHUXeHne
ypoBHSreMorio6unHa (67,7 +15,9r/n) c npusaHakamMn MMKpoaHrmonatmyeckoro remonunaa (nosolleHne yposHa JIAI 2737,3 =
3276,7 EQ/n, wnsoumntos), Tpombountoneruio (55,9+30,9 Tbic. B 1 MKJT), 0OCTpoe NoBpexaeHme noyek (rmnepkpearmHuHe Mus
A47 .6 £226,7 Mr/an, onurypumsa unm adypus). Y 6oblUMHCTBA NAUMeHTOK (82%, 14 u3 17) BnepBble oTMeUYeHa apTepuranbHas
runepteH3usd. Y Bcex nauneHTok TMA Hocuna cucTeMHbI XapakTep: NpuU3Haku nopaxeHus nedenun, UHC, nerknx nmenmn
73% xeHwwuH (13n3 17), ceppua — 41% (7 us 17). Npw anannse teyeHus al' YC B 3aBUCUMOCTU OT CPOKOB 68peMEeHHOCTU Ha
MOMEHT pasBuTus sabofieBaHna KIIMHUKO-NabopaTopHble NokasaTenu Obinn 6o51ee TAKENbIMU Y XKEHLIMH C MaHudecTalmei
al'YC B lll TpumecTpe 1 nocne pofoB. JledeHne CoCTOANO, NPEUMYLLECTBEHHO, U3 NasMoTepanum B pexumax nHoysnin
CBEXe3aMOpOXeHHOW NnasMbl M nnasmoobmMeHa (14 ns 17, 82%), cemu naumneHTkam Obl10 HAYaATO NeYyeHne 3KyNn3ymasbomMm.
MaTepurHckas cMepTHOCTb cocTaBuna 29%. 3AK/TIOYEHUIE. Akywepckuii al YC xapakTepuayeTcs pa3BUTUEM NoJIMOPraHHon
HeJoCTaTOYHOCTU Y 6ONbLUMHCTBA NauueHToK. PaseuTuio al' YC npeallecTByoT pasnmyHble KOMNNEMeHT-aKTUBUPYIOLLNE CO-
cTosiHMA. [10-BUANMOMY, YTO UMEHHO OCNOXHEHUS 6epeMEeHHOCTH, a He caMa 6epeMeHHOCTb per se, SIBASITCA TpurrepaMu
al'YC y XeHLIMH C reHeTUYeCcKoW NpeapacnofioXXeHHOCTLIO K Mo pasBUTUIO.

KnioueBble cnoBa: TpomMGoTUYECcKas MMKpOaHrMonatTus, aTMNUYHbIA FeMOANTUKO-YpPEeMUUYECKUI CUHAPOM, 68pEeMEHHOCTb,
npesknamncug, HELLP-cnHapom.

ABSTRACT

Atypical hemolytic uremic syndrome (AHUs) in 12-31% of cases is associated with pregnancy or delivery, and may determine the
prognosis of both mother and child. AIM: Analysis of clinical manifestations, features of course and outcomes of obstetric aHUS.
PATIENTS AND METHODS: From 2012 to 2015 were observed 17 patients aged 19 to 38 years, in whom aHUS developed during
pregnancy or directly after delivery. RESULTS: The development of aHUS was preceded by a mainly preeclampsia and/or HELLP
syndrome and other pregnancy complications, diarrhea. All patients had complete symptom complex of thrombotic microangio-
pathy (TMA): sharp decrease of hemoglobin level (67,7 + 15,9 g/I) with signs of microangiopathic hemolysis (increased LDH levels
2737,3 £ 3276,7 U/I, schistocytosis), thrombocytopenia (55,9+30.9 thousand in mcl.), acute kidney injury (hypercreatininemia
447,6 +of 226.7 mg/DL, oliguria or anuria). Most patients (82%, 14 of 17) had first time mentioned arterial hypertension. In all
patients the TMA was of a systemic nature: the signs of damage of liver, central nervous system, lungs had 73% of women (13 of
17), heart — 41% (7 of 17). In the analysis of flow aHUS depending on the stages of pregnancy at the time of the disease develop-
ment clinical and laboratory parameters were more severe in women with manifestations of AHUs in the third trimester and after
delivery. Treatment included plasma exchange and/or plasma infusions (14 of 17, 82%) with following Eculizumab treatment in 7
patients. Maternal mortality was 29%. CONCLUSION. Obstetric aHUS is characterized by the development of multiple organ failure
inmost patients. Development aHUS preceded by various complement-activating state. It seems that complications of pregnancy,
not the pregnancy per se, are triggers of aHUS in women with a genetic predisposition to its development.

Key words: thrombotic microangiopathy, atypical hemolytic uremic syndrome, pregnancy, preeclampsia, HELLP-syndrome.
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BBEOEHUE

Cpeny MpUYMH pa3BUTHA OCTPOTO MOBPEKICHHA
nouek (OIIIT) y GepeMeHHBIX, KOTOPOE MO-TIPEXKHEMY
0CTaeTCs OAHOM M3 MPHUUNH MaTEpUHCKOM CMEPTHOCTH
B Pa3BUTHIX CTpaHax, BeAYIICH ABIsACTCA TPOMOOTH-
yeckag Mukpoanruonarus (TMA) [1,2].

[Ipyumusr pazsutuss TMA Bo Bpems OepemeH-
HOCTH MHOTroo0pas3ubl. KnaccuueckuMm mpuMepom
akymepckoil TMA cuntaercas HELLP-cunapom, o-
HaKo, HapsAAy ¢ HUM, TMA B0 Bpems OEpeMEHHOCTH
MOXeET OBITH 00YCIOBICHA TPOMOOTHICCKOM TPOMOO-
nutonennydeckoil mypmypoit (TTII) u aTHnHYHEBIM
TeMOJINTHKO-ypeMIIecKIM cHHApoMoM (al VY C), ko-
TOpHIE, HE ABISACEH CIICHH(IUCCKIMHU aKyIEePCKUMHI
OCJIO)KHEHHAMH, MOT'YT OITpeIeAsiTh MPOrHO3 MaTepH
u pebenka. llpu ectecrBennoMm teuenuu al'VC u
TTII umeroT kpaiiHe HeOMarONpUATHBEIA NPOTHO3,
OTIANYAIOTCS BEICOKOH IETANBHOCTBIO, B TO BpeMs Kak
CBOEBpPEMEHHAsl THarHOCTHKA M a1eKBAaTHOE JeUeHNE
MTO3BOSAIOT TOCTUTHYThH MOJTHOTO BOCCTAHOBICHUSA
310pOBbs ManyeHToK. OHaKo B HAcTOAIEe BpeMs
3TOMY HPENATCTBYCT HENOCTaTouHas HHGOPMHPO-
BaHHOCTH BpadeH pa3HbIX CIEHaIbHOCTEH, B Iep-
BYIO OUepe/Ib He(PPOIOTOB M aKyILICPOB-THHEKOIOT OB,
00 37Ol rpymme 3aboneBaHM, 0COOCHHOCTAX H
XapakTepe MX TCUCHHS BO BpeMsa OCpEeMEHHOCTH H
B paHHEM ITOCIEPONOBOM Ieproje. BoT mouemy nx
M3ydeHne NPHMEHHTEIbHO K aKylIepcKOH MpaKTHKe
CTAaHOBHTCA CEroAHs MepBOOUYEpEeTHON 3ajadei,
pelieHe KOTOpOH MO3BOIUT H3MEHHUTH IIPOrHO3, CO-
XpaHHUTh KHU3HH GOTBIIOMY YHUCITY MOJTOBIX KEHILIH
W UX TIOTOMCTBY.

B nocneanune roapl Bce Gonbliiee BHUMaHWE TPH-
BiekaeT al 'Y C, mpecTapisolmii coboi XpOHHIECKOe
CHCTEMHOC 3a00JICBAHNC TCHETHICCKOH MPUPOJEL, B
OCHOBE KOTOPOTIO JIEKHUT HEKOHTPOJIHpyeMasi aKTHBa-
LM albTepHAaTHBHOIO MyTH KOMILIEMEHTa, BeAyIIas
K TeHEpaTU30BaHHOMY TPOMO00Opa3oBaHMIO B CO-
CyZlaX MHUKPOLMPKYIATOPHOTO pycia (KOMILIEMEHT-
OIocpeioBaHHAs TPOMOOTHICCKAas MUKPOAHT HOTTATHS)
[3—5]. OnHako coBpeMeHHAs KOHIICIIUA Pa3BUTHA
al'YC paccMaTpuBaeT reHeTHYECKHE MyTallMH KaK He-
00XOMUMBIH, HO HEIOCTATOUHBIH KOMITOHCHT JUIS pas-
BHTHS MATOIOTHIECKOTO Mpolecca — A pealn3allinn
TCHETHUCCKOM MPEApacloNoREHHOCTH HEOOX0anMa
JIOTIOJIHUTENbHAS aKTHBALls CHCTEMBI KOMILUIEMEHTa,
KOTOpas BO3HUKACT MPH LIEJIOM PsiIc 3a00ICBaHINA 1
cocTosTHUH [6, 7]. OMHUM M3 MOIIIHBIX KOMIUIEMEHT-
AKTHBUPYIOIIHUX COCTOSHUHN ABIACTCS OEPeMEHHOCTb.
[lo nanuBIM 3apyOE:KHBIX MCCIACAOBAHMM, HA €€ 010
npuxoautcs 7% B CTPYKType NPHUUMH pa3zBHTHSA
al'VC [4]. CoOcTBeHHAs poccHiickasi CTATHCTHKA B
HacTOsIIee BpeMsl OTCYTCTBYET, 4TO, B ITEPBYIO OUe-

penb, 00yCIOBICHO YKE YIIOMSHYTOM HEO CTATOUHOM
HH(POPMHPOBAHHOCTEIO CITCIHATTHCTOR,

B CBA3H ¢ HTHM IeITbI0 HACTOSTICTO HCCISIOBAHMS
cTajgo 0006ImeHHe COOCTBEHHOT0, ITOKAa HeOOIBIIOTO,
OTIBITA THATHOCTHKH M JIeueHus akymepckoro al YC.

NAUMEHTbBI U METOAbI

C 2011 mo nmekabpp 2015 r. BKIIOUHTEIBLHO MBI
OBLTH TPUBIICUCHBI B KaueCTBE SKCICPTOB K Beje-
HUIo 17 manueHTok ¢ akymiepcknM al YC B pa3HBIX
pernonax Poccuiickoit deneparmn. IT0 MO3BOINIO
HaM MPOaHATN3HNPOBATh KIMHUUECKHE MPOSIBICHHA,
0COOCHHOCTH TCUCHHMA M MCXOJbI 3aboneBaHus, pas-
BHBUICTOCS Ha Pa3HBIX CpPOKax GepeMEHHOCTH M IIO-
ciae poaoB. CleayeT OTMETHTh, 9TO Bce 17 JKeHIINH,
BKJIKOUCHHBIX B HCCIAEN0BAaHUE, 10 Pa3BUTHA OCTPOH
aKyLIEpCKOM cCHTyallnu OBLTH 3710poBbI. Hu y oaHO#M
W3 HUX HE ObUI0 B aHaMHe3e dI3010B TMA.

Huarnos al'YC Bo Bcex caydasix ObLT YCTaHOBICH
NPUXU3HECHHO Ha OCHOBAHWHU COYETAHHUSA MHUKPO-
AHTUOIATUIECCKOW TeMOINTHYCCKOM aHEeMHH, TPOM-
oouutonenuu u OlIIl mpu MCKIIOUEHUN APYTUX
«HEeaKyIIepCKHX» MPHUUINH pa3BUTHA ocTpod TMA:
TTII, katactpoduueckoro aHTHPOCHOIUIHIHOTO
cuaapoma (KADC).

CratncTriecKnit aHa N3 TaHHBIX BBIIOTHSIN C HC-
MTOB30BAaHNEM ITaKeTa MPUKIaTHBIX CTATHCTHIECKNX
mporpaMm «Statistica v8.0 StatSoft Inc» (CLLA). Ipn
CTaTUCTHIECKOM 00paboTKe JAaHHBIX PacCUUTHIBAIH
Cpe/HNe 3HAYCHNA U CTaHAApTHBIE OTKIOHEHU:. J{aH-
HBIE IIPE/ICTABJICHBI IIPH HOPMAJILHOM PacIpe/eIeHUI
B BHJIC CPEIHETO apuPpMETHUCCKOTOECTaHIapTHOE
otkionenne (M=SD), pu aCHMMETPHIHOM — B BH/IC
Me/aHa M MHTCPKBapTUIIBHEIH pasMax (Me, 25% kBap-
THIIB; 75% KBapTIIb). [I1s cpaBHEHIS KOTHIECTBEHHBIX
JAHHBIX HCIIOIBb30BANN t-KpuTepuii CThiofeHTa. OleH-
KY CHJIBI CBSI3M MEKTY KOTHUIeCTBEHHBIMU PHU3HAKaM1
MPOBOILTH € TIOMOIIBIO KO3 HIIEHTa KOPPEIALIH
(r) Hnpcona. HyaeByio cTaTHCTHICSCKYIO THIIOTE3Y 00
OTCYTCTBHH pa3nyuiri 1 cBsizel oTepraam mpu p<0,05.

PE3YJIbTATbI

B Tabn. 1 npuBeacHa XapaKTepHUCTHKA TAIHCHTOK
HA MOMCHT ITOCTaHOBKH JIMarHo3a.

Bospact 6onpHBIX BapbupoBan oT 19 xo 38 ner,
COCTaBJIssA, B cpenHeM, 26,8 = 7,4 roaa. Y 8 maiucH-
TOK (47%) HacTosmas 6epeMEHHOCTE Obla MEPBO,
vy 9 (53%) — moBTOpHOH. Y MAIMEHTOK IOCICTHCH
IPYIIIBI IPEAIICCTRYIOMNE OEpEMEHHOCTH MPOTEKAIH
(PU3MOIOTHUCCKH, 3aBEPIIMBILICH CPOUHBIMH POTAMH
C pOKJCHHEM 310POBBIX AeTeH.

Cpokn pazsutus al'VC BapeupoBanu oT 18 Hen
OepeMeHHOCTH 10 8 ¢yT mociie ponoB. Paseurne al ' YC
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B TPaJMLIMOHHEIC IS JAHHOW MAaTOJI0THH CPOKH (TI0-
cIeponoBoi eproy) Habmonanocsk y 6 u3 17 (35%)
naipeHTok. Eme y Tpetn sxenmud (6 u3 17, 35%)
al'YC manudectuposan B Il Tpumectpe B cpoku
ot 29 10 37 Hen OepeMEHHOCTH KIMHHUKOM TSAKEIOH
npesrinamicud (113), 4To mociyKumo mpuIrHoN npe-
AJAEBPEMEHHOTO POIOPA3pELIeHNS B TeUeHHE 48 1 0T
Havdana 3ab0IeBaHNA, KOTOPOE, OAHAKO, HE IPHBEIIO
K YJIYULICHHAIO COCTOSHUS pommibHul. Hampotus, y
BCEX HHX I0CJE POFAOB COCTOSIHHUE PE3KO YXY/IIIHIOCE.
YV 5 u3 17 xeumun (30%) al'YC aebrotuposan B
Oosee paHHHME HE XapaKTCpHbIE AT HTOTO 3aboJe-
BaHUA CpOKH OepeMeHHOCTH — Bo Il TpumecTpe Ha
18-26-i1 nex recranmu. Ha OCHOBaHMM yKa3aHHBIX
CPOKOB MBI pa3/ICIIIN BCEX MALMCHTOK Ha 3 TPYIIIEL:
¢ pazsutneM al YC Bo Il TpumecTpe — 5 XKeHIIMH
(1-s1 rpynma, al'YCII), B Il TpumMecTpe — 6 KeHILMH
(2-a rpymma, al 'Y CIII) 1 mocnie pojoB — 6 maueHToK
(3-a rpynma, al'YCIIP). Onnako, npuHUMAas BO BHH-
MaHHe TpaJAHLIMOHHEIC cpoKH MaHugecTaimu al'yC
HEIOCPECTBEHHO TIepe/] pOAaMH U B paHHEM ITOCe-
POJIOBOM TIEPHOAE, /T TPOBEACHHS CTATHCTHIECKOTO
aHaTn3a Mbl 00BbCMHWIN JIBE ITOCICAHNE TPYIILI B
OJTHY 00Ty,

Paszsutuio al ' YC npeamiectroBanu: B 1-i rpymre,
MPEUMYIIECCTBCHHO, Auapes (3 13 5 maumeHTok, 60%);
BO 2-# rpymme — B 100% ciyuaes yxe ymoMsiHyTast 119,
KOTOpas y 3 MaMECHTOK OCJIONKHIIIACH PAa3BUTHEM KPO-
BOTCUCHHA B PE3YNILTATE OTCIONKH IITAIICHTHI (B OTHOM
clydae) 1 oIepaliy Kecapea ceucHuA (Y 2 KeHIIHUH);
eme y 1 u3 6 nmaumentok (16%) 6outa guaped. B 3-it

rpynne paseutuio al'YC mpeaniecTBOBaIN pydHOE
OT/IEJICHHUE TUIALICHTEI (Y 2 MAICHTOK), OTICpaIis Ke-
capesa ceueHIA (Y | MaleHTKN), OTCIONKA ILTALICHTEI,
OCIIOKHHUBLIASACSA KPOBOTCUEHHEM (Y | RKEHIIWUHEI), U
auapest (1 ciydait). O0beMBI KPOBOIIOTEPH COCTaB-
mstm ot 1000 710 3500 mut. TpeM poAMIBHHUIIAM H3-3a
MIPOIOIKAIONIErOCs KPOBOTCUCHHUS ObLIa MpoBe/cHa
HKCTHPIIALIS MATKH.

Bce manyeHTKH MMENH MOJHBIH CHMIITOMOKOM-
mwiekc TMA (puc. 1, Tabm. 2).

Y Bcex (100%) oTMeuanoch pe3Koe CHIDKCHIE
YPOBHA reMOIITOOHHA, IPUUEM TsDKeask aHeMUsl pas-
BHJIAch U y 6 POAHIBHUI 2-H W 3-I TpyII, HECMO-
Tps Ha HEOONBINOH 00BeM KPOBOIIOTEpH (He Oonee
500 mu1). ¥Yporens remornobuna (HB) BapoupoBai ot
32 no 102 r/m, cocraBuB, B cpenaem, 67,7 = 15,9 /.
Bo Bcex ciryuasix HaIM4Me MHKPOAHTHOIATHIECKOTO
remonmsa (MAI'A) GBIIO MOATBEPKIACHO BBHICOKHM
yposuem JIJII" (2737,3 £3276,7 EJ1/m) ¢ konebanmsMu
o1 520 1o 12 484 EJI/n. I'arrormoGuH OBLT opesiesieH
TONBKO Y OHOM MAIlMCHTKH (CHMKCH), MIH30IMTHI
HCCIICNOBATNCH OB ¥ 3 U3 17 GONBHEIX U Y BCEX
osrmm yeemmdaensl 1o 0,3-0,7% (n — mo 0,1%). llpn
aHajgmu3e o rpymnmnaM (tabn. 3) BeipaxkenHocts MAT'A
B O0BCAMHEHHOH TPYIIIE ¢ TPAJAULMOHHBIM HaYaI0M
oKkazanach OouiblieH, uem B rpynme al Y CII.

HecMotps Ha OTCYTCTBHE CTATHCTUIECKOTO Pa3iu-
4us, ypoBeHb HB B 3TOM IOCIIeAHEl IpyIIIIe IPEBbIIIall
TaKoBOH B 00BeIMHEHHOMN rpymme (76,8 u 64,0 r/n), a
yposens JI/II, HarrpoTtuB, 6611 BTpoe Hinke (1101,6 1
3480, 8 E/l/m, p=0,12). YpoBeHE ke OmwanpyOrHa oKa-

Ta6nunua 1
KnuHnyeckasq XapakKTepucTtuka n ucxoabl nauueHToOK ¢ akylepCkKkumMm alyC
fon Ne |Bos- | Cpoku KnuHuyeckue npoasneHna femaron. Jleve- | Ucxon
pact | 6epeMeH- | Moukn Cepa- | Ner- | Me- LHC nposien. Hue
HOGTH (OMH) | ue kme  |uems (MATA, Tp-
(Hen) neHns)
2011 1 38 24 + + C3rl MaTb Xu1Ba, pebeHOK X1B
2012 2 25 26 + + + + Ccan MaTb Xu1Ba, pebeHoK ymMep
2013 3 24 31 + + + + C3I1, 3 | MaTb ymepna, pebeHOK X1B
4 30 24 + + + + + Ccan MaTb Xu1Ba, pebeHoK ymMep
5 20 [P + + + + + Ccan MaTb ymepna, pebeHOK X1B
2014 6 19 26 + + + + + + Ccan MaTb ymepna, pebeHOK XX1B
7 32 MnP + + + + + C3I1, 3 | Martb xuBa, pebeHOK XNB
8 22 18 + + + Ccan MaTb Xu1Ba, pebeHoK ymMep
9 32 [P + + + + + + Ccan MaTb ymepna, pebeHOK X1B
2015 10 |30 MnP + + + + C3I1, 3 | Martb xuBa, pebeHOK XNB
11 21 37 + + + + C3rl MaTb Xu1Ba, pebeHOK X1B
12 |25 [P + + + + + C3I1, 3 | MaTb ymepna, pebeHOK X1B
13 |27 29 + + C3rl MaTb Xu1Ba, pebeHOK X1B
14 |34 34 + + + + Ccan MaTb Xu1Ba, pebeHoK ymMep
15 |23 MnP + + + + C3I1, 3 | Martb xuBa, pebeHOK XNB
16 |31 31 + + + + + C3I1, 3 | Martb xuBa, pebeHOK XNB
17 |23 36 + + + + C3I1, 3 | Martb xuBa, pebeHOK XNB

Mpumeyanue. NP — nocne poaopaspelueHns; C3I — cBexe3aMopoXeHHasd nnasma, 3 — skynmaymad.
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Tabnuua 2
OcHoBHble naGopaTopHble Noka3aTenu ocTpod TMA y nauMeHTOoK ¢ aKkywepckum alYC
Ne [HB,r/n [Tp., 10°/n Cr, mkmonb/n | AN EA/N | ACT, EQ/N | ANT, EAO/N | BunupybuH, mr/an | Iniokosa, r/n | ADAMTS 13
1 77 96 240 520 60 170 20 6,1 63
2 |73 96 124 670 344 862 15 17 82
3 |56 22 416 3063 98 47 75 5 -
4 |89 56 577 843 23 14 14 6,9 60
5 |71 24 448 1682 94 39 75 5,9 43
6 |78 87 454 2475 219 193 22 6,0 -
7 |77 35 470 12484 68 50 70 9,8 36
8 |67 100 420 1000 66 168 14 6,5 -
9 122 39 236 8464 14 582 90 2,4 -
10 |72 18 1020 755 3170 1343 179 - 116
11 |57 51 260 820 235 160 278 14 56
12 |69 47 759 - 30 15 10 4,5 -
13 |67 125 610 702 10 8 5 4,1 53
14 |49 23 745 3500 171 144 16 5,5 93
15 |32 76 572 869 257 217 201 4,4 23
16 |62 16 150 3325 921 274 347 5,3 -
17 |54 31 234 2625 470 176 141 5,0 39

3ancs goctosepHo Hike (17,0 m 118,9 mr/m, p=0,02).
Craenyer OTMETHTB, UTO CaMbI€ BBHICOKHME 3HAUCHMSA
JIAT m nambGonee BeIpakeHHAA TPOMOOLIMTONCHHS
ObLIM BEIABIICHBI y MALIMEHTOK, Y KOTophIX al 'Y C ne6io-
tupoai nocie poxos (JIAI' 4850,8 1 2339,1 m 1101,6
EJl/n B rpynmax al'YCII u al'YCII cooTBeTCTBEHHO,
TpoMOGonmTel 39,8 u 44,6 u 87,0 x 10%/7).

VY Bcex MalMeHTOK OTMEUYeHA TPOMOOILMTONCHHS
(cMm. Taba. 3), nocTtoBepHO Gonee BEIpaKCHHAS B
obwveauHeHHo rpymme (87,0 m 42,25 x 10%/1, p=0,01),
npuieM y Tpex skeHInH (2 — u3 rpynmsl al YCIIP, 1 —
u3 rpymis al Y CIII) unciao TpoMGOITOB OBLIO HILKE

30 x 10%/1. CpenHee 4HCI0 TPOMOOIHMTOR Y MTAIIMCHTOK
¢ akymrepckuM al 'V C cocrarmio 55,9£30,9 x 10%/1.
[lopaskeHue mouek BO BCEX ciaydasx OBUIO Mpe-
ctasieno OlIIL, mprueM y 10 manmeHTOK 0TMEYaIoCh
OBICTPO HapacTalolllce MOBLIICHUE YPOBHA KpeaTH-
HuHa B ceiBOpoTKe (CKp), onurypus wiam amypus,
norpeboBaBIIve Hadana jedeHus remoauaninzoM (1'71)
B CPOKH OT 2 710 5 CyT OT Aebrota 6onesnu. Cpeanue
sHadeHus CKp, HezaBrcHMO 0T cpoka febtota al' YC,
OBUTH MTPAaKTHUECKH OMHAKOBHI (cM. Tabx. 3). ¥V mo-
JABJIAIONEro OONMBITMHCTRA MAIMEHTOK (82%, 14 u3
17) ormeuena aprepuanbhas runeprensus (Al'), xots
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Puc. 1. KnuHnko-nabopartopHas xapakTtepuctmka 60JbHbIX ¢ akylepckum al'YC. MNP — nocne poaopaspelueHns, C3I1 — cBexesamo-

pOXeHHas nnasma, 3 — sKynmaymao.
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LUHC nevyeHb cepaue

nerkme

MNOoH

EaryC 0O akywepckun al'yYC (n=17)

JI0 pa3BUTHS 3a001€BaHIA HU Y KOTO M3 HUX HE PEru-
CTPUPOBATHCH TOAbEMEI AJl, B TOM 4HCIIE M BO BpeMs
oepeMenHocTH. B cpeanem yposeHs A/l cocraBmn
165/100 mm pr. cT. bonee nuzkue nmdpsr Al Habmio-
JATKCh y MaIpeHTok ¢ ManudecTarueit al YC Bo 1l
tpuMectpe (150/100 MM pT. CT.), 4eM B TpaIUIIMOHHEIC
cpoku pazeutus al'YC (175/100 mm pr. cT.).

V Bcex Hammx nmanpenTok TMA HocHIIa CHCTEM-
HBEIH XapakTep (puc. 1, 2): NpHU3HAKH MOPaKCHUS
meveny, LIHC, nerkux umenn 76% skenmuH (13 u3
17), cepama—41% (7 uz 17). Kpome Toro, y 4 skeHITNH
(23,5%) oTMEUEHO OCTPOE Pa3BUTHE CaXapHOTO JWa-
Oeta, B IByX cIyJasx ¢ KpaiHe BHICOKUMHE [TOKa3aTe-
asvu minkemud (17 u 14 mmonb/i), y 3 HalmMeHTok
BBISIBIICHO 3po3uBHOE nopaxenue KKT ¢ passutuem
KPOBOTCUCHUS, ¥ OJTHOM — BPO3MBHOC MOPaXKCHHUE
MOYEBOTO MTY3bIPSI.

B miemom, 15 u3 17 marmenTok (88%) nMenn 60.1b-
1I€ OJTHOTO HKCTPAPCHANBHOTO IOBPEK/CHHUS, IPHUCM
10 u3 HUX — 10 TPH BHETIOUCHHBIX MPOSIBICHUH 1 60-
aee. CpenHee IHCII0 MOPaKCHHBIX OPTAaHOB COCTABUIIO
3,7. Takum 06pa3oM, He BLI3HIBACT COMHCHH S HATIUHC
noauopranHoi Hepoctatounoct (IIOH) y 6onpmmn-
CTBa MAIIMCHTOK ¢ aKylepckum al YC.

[opaxxenne HHC 6bu10 mpeAcTaBICHO TSHKEIOM
sHIIeparonaTueii, yrHeTeHIEM CO3HAHU, BILIOTH JI0
KOMBI, Pa3BUTHEM TCHEPATH30BAHHOTO CYIOPOKHOTO

cunapoma. llopaxenue cepaia B OOIBIINHCTRE CITY-
JaeB NPOSBIIOCE IIPU3HAKAMH OCTPOH CepAeIHOM He-
JOCTATOIHOCTH € AMIaTalieH MOTOCTeH, CHUKEHHUEM
¢pakunu BeIGpoca mo ganueM IXO-KI' (Munumans-
HOe 3HaYeHUE — 22%). Y OHOM MAIlMEHTKH Pa3BHICS
OCTpBIH MH(papKT MHOKapAa, BepHPHUIIPOBAHHBIH
aanHeiMH 3K ¥ TIOBBIILICHHEM YPOBHA TPOIIOHHHA.
Ero nexoponaporennas npupojia Oblia IOATBEpKACHA
Ha KOpoHaporpaduu OTCYTCTBHEM MATOJOTHYECKHX
H3MEHEHHUH B MAarHCTPaIbHBIX KOPOHAPHEBIX apTEPHSIX.
[Hopaxenne merkux uMmeso Mecto y 76% (13 u3 17)
MAIMCHTOK U B GOJBIIMHCTBE CIYYacB TPAKTOBAIOCEH
KakK OCTPBIH peCHUpaTOPHBIN JHCTPECC-CHHAPOM
(OPAC). Onnaxo, Hapsay C MPU3HAKAME OTCKA JETKHX,
MpOorpeccUpyomas AbIxaTeabHas HeJ0CTaTOYHOCTh
MOIUIa OBITE BEI3BAHA TAKKE MACCHBHOH JIBYCTOPOHHEH
HMH(MIBTpaIel JIErKHX, KOTOPYIO, KaK MPaBIIo, TPaK-
TOBaIM Kak mHeBMOHMIO. [lopaskenne medenn GbLIo
MIPE/ICTABICHO MOBLIILICHIEM YPOBHS TpaHCcaMHUHa3 1
OwnpyOuna, nmpudeM npu paseutin al' YC B 6oaee
MO3THIE CPOKH TECTAllMK U MOCIEPO0OBOM IIEPHOIC
yposenb ACT, AJIT 651 3HauuTensHO BhIe (ACT
304,5 u 142,4 EJl/n, AJIT 406,9 u 281,4 Ell/n), a
OwnnpyOuna — Ha mopsAAoK Beie (118,9 u 17,0 mr/
U1 COOTBETCTBEHHO ), YeM MPH Pa3BUTHH 3a00ICBaHH
Bo II Tpumectpe.

Hecmotps Ha HecoMHeHHBIC Tpu3Hakn TMA, 1na-

Tabnuua 3

OcHoBHble nabGopaTopHble NoKa3aTenu B ocTpbiil Nepuop akywepckoro alYC B 3aBUCUMOCTHU
oT cpoka MaHudecTauumu saboneBaHus

[MokazaTtenb alyYC Il (n=5) alYCIIl +al'YCIIP (n=12) p

[eMorno6uH, r/n 76,8+8,0 64,0+ 17,1 0,46
TpoMBOUUTHI, ThIC. B MKJT 87,0+£17,9 42,2+ 31,1 0,01
KpeaTuHUH, MKMOJb/N 403,0+ 128,4 493 +260,3 0,75
nar, eEa/n 1101,6 £788,6 3480,8 £3729,7 0,12
ACT, EQ/n 142,4 + 2354 304,5+417,7 0,40
ANT, EO/n 281,4+332,3 406,9 + 884,5 0,43
BunupyouH, mr/an 17,0+ 3,7 118,9+112,6 0,02
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rao3 al'YC Ob11 cBOCBpEeMEHHO (B CPOKH HE MTO3THES
3—4 cyT oT Hadana MaHU(ECTAIIMHN ) YCTaHOBICH JINIIb
TpeM MalueHTKaM. Y Tpex poaribHull (18% ciyyaes)
al'VC oclOXHIICA CETICHCOM, 4TO, 6€3yCI0BHO, 3a-
TPYIHWIO TUArHOCTHKY. B cpenneM 3azepkka B I0-
CTaHOBKE JIMarHo3a cocTaBuiIa 25 CyT (MaKCHMaTbHO
10 4 Mec). B 6onpmmuctse caydaes (11 uz 17) ama-
rao3 al'YC Gbu1 monTBepKICH TOCHE ONMpe/IeICHHUS
akTuBHOCTH ADAMTS 13, M03BOJIMBIIETO HCKIIOUHTD
TTII. Ilokazaremn ADAMTS13 BappupoBanm oT 23 10
116%, cocrauB, B cpenuem, 60,4% (pedepeHcHble
3Hadenusa B PO 80-122%). U3 11 manueHToK, KOTOpbIM
YAQJIOCH OTIpeIeIUTh akTHBHOCTE ADAMTS 13, nuiib
JIBOC MMEIN €€ HOpMalbHEIIl YpOBEHb, TOINA KaK Y
OCTaJIbHEIX 9 OH OBLT CHIKCH.

AHanu3 JedeHHus Mpe/CcTaBIsA] 3HaUMTeIbHEIC
TPYIHOCTH, MMOCKOJIBKY €TMHOTO MOAX0AA K JISUEHHIO
akymepckoil TMA B Hameill cTpaHe 710 HAaCTOSILETO
BpEMEHHM He cyliecTByeT. lli1a3MoTepanus Henoiab30-
Banack He 'y 100% GonbHEIX. PexkxuM miasmMorepaniu
COCTOSUT B COUCTAaHHH HH(Y3HH CBEKE3aMOPOKCHHOM
I1a3MBl B MaTBIX o0bemax (250-500 M, y 14 uz 17,
82,3% malmMeHToK) M ceaHcoB IasMadepesa ¢ 00b-
eMOM SKC(y3UH U 3aMereHns He 6onee 1,5 1 (12 u3
17, 70,5%). Hu B omHOM citydae He OBLTO IPOBEICHO
HHU OJHOTO ceaHca MOJHOOOBEMHOTO ILTa3MO0OMeHa
(I10). IloMuMo mIa3MoOTEpanuu, NAlUCHTKAaM Ha-
3HAYATUCh HU3KOMOJIEKYIsApHEBIe remapuasl (HMI)
W CUMITTOMaTHUYeCKas Tepanus (aHTHOaKTepraIbHasl,
JIC3UHTOKCHKAIIMOHHAS, aHTUTHIICpTeH3UBHAs ). CeMu
MalfeHTKaM ObLTO HadaTo JICUCHHE 3KYIU3yMaboM:
coycta 2 mec (Ne 12), 1 mec (Ne3 u 7) 1 mocie cBo-
eBpeMEHHOM BepuduKkanuu anarunosa 1 Henx (NelO,
15-17) ot aebiota al'YC. B pesynbrare Tepanuu
IKYJIN3YMaboM B MHAYKIMOHHOM peskuMe (1o 900 mr
mpenapara 1 pa3 B HeACHIO B/B B TCUCHHE 4 HEJI, Ha
matoit — 1200 mr) y 4 manyeHTok Oblia TOCTHTHYTa
KIMHKKO-1abopaTopHas pemuccust al'YC ¢ moiaHbIM
KyIIMpOBaHNEM BceX nposasaeHni TMA, BoccTaHOB-
JCHHEM TeMaTOJIOTHIECKIX ToKa3aTesieH, GpyHKIUN
MOYEK W JIPYTHX >KM3HEHHO BaXHBIX opraHoB. OnHa
MAIeHTKa Ha JaHHBII MOMEHT P OA0JIKAeT TEPAIHIO,
HO, HECMOTPA Ha CTa0IIN3alMIO TeMaToIOTHUCCKUX
mokasareyiel ¥ HOpMaIn3aliio QyHKINHU MOYEK, CO-
CTOSIHME €€ OCTaeTCs TAKeIbIM. [[ByM MaleHTkaM MH-
JYKIIMOHHBIA KypC 3aBEpIIUTh He YIal0Ch: HECMOTPS
Ha YMEHBIIEHHE BBIPaKCHHOCTH TeMaTOJ0THUECKHX
nposisieHnit TMA n cHkenne CKp mocie mepBbIX
IBYX MH(]y3Mil IIpenapara, Y HIX COXPaHsUIACE MIPH-
3Haku [IOH, 4To m cTamo mpHInHONH CMepTH.

W3 17 6ombupix ¢ akymepckuM al YC ymepin 5,
TakuM 00pa3oM, MaTepPHUHCKas CMEPTHOCTD COCTABHIIA
29%. U3 5 ymepmiux y ognoit al'yYC passmics Bo 11

TpuUMecTpe, elie y onHoi — B Il tpumectpe. Octans-
HBIe Tpoe BXOMWIN B Ipynmy nociaepogosoro al YC.
Crnenyer OTMETUTB, YTO BCC YMEPIIWE MAIMCHTKH,
Hapsay ¢ OIIIl, nMmenn Takxe mopakenune LUIHC,
4 — mopaXeHHE JICTKHX, CTOJNBKO e — MOpakeHHe
MCUCHH U 3 — mopaskeHue cepaua. Takum obpasom, y
3THX GONBHBEIX OTMeuanachk Hanboaee Taxenas [IOH:
CpelHee YMCIIO MOPaXCHHBIX OPraHoOB COCTABHIO Y
HUX 4,2 1 3,5 y BBDKHBIINX. YMepIIHe MallueHTKH
HMEIH MEHBIIIEE YMCI0 TPOMOOLMTOB B A¢010Te Gosies-
Hu (43,8 1 60,2 TeIC. y BBDKUBIINX) U GoJiee BEICOKHIA
yposens JIJII' (3921 12343 EJ] cooTBeTCTBEHHO) IpH
OIMHAKOBOH BBIpaXXEHHOCTH a30TeMuH (yposeHb CKp
462,6 1 468,5 MKMOITB/7).

K coxanenmio, ayTorcus mpoBe/icHa TOJIBKO B 2
cITyvasix, 1 B 000MX JMarHo3 reuepann3opanioil TMA
MOATBEPK/ICH 0OHAPYKCHUEM MHOKECTBEHHEBIX TPOM-
00B B MEJKHX COCYZaX >KH3HCHHO BaKHBIX OpPTaHOB
(TIoueK, cepia, TOJOBHOTO MO3Ta, JCTKUX, MCUCHH).
Buornicus mouku B oCTpoM mepHose 3a001eBaHua He
MPOBOAMIACE HUKOMY, YUHTBIBAs TAKECTH COCTOS-
HUS ManueHToK. OHAKO BOMM U3 HHX, Y KOTOPBIX
aunario3 TMA He ObI1 CBOCBPEMEHHO YCTaHOBJICH,
Hedpobuoncus Obula BLIOJHEHA B KIMHHKE HM.
E.M. Tapeesa, KyJa oHM OBLITH HAIIPAaBICHBI CITYCTS 2
U 4 Mec Tocie pooB, COOTBETCTBCHHO, B CBSI3H C CO-
XPaHAIOIUMUCS [TOCIIE KYITHPOBAHHA OCTPOTO IIH30/a
MOYCYHOM HEAOCTATOTHOCTEIO, MOUECBLIM CHHAPOMOM
u Al B o6oux caydasx BBISBICHA THCTOJOTHYCCKAS
KapTHHA HepOCKIICPO3a CO CKICPO3UPOBAHHEIMH I10
WIIEMHUYCCKOMY THITY KIyOoukaMH W (HOpO30M WH-
THUMBI apTePHiA, BEAYLINM K 3HAUUTCILHOMY CYKCHHIO
mpocBeTa cocynoB. Kpome Toro, y 0o0enx marueHToK
B HECKOJIBKHX apTeproaax OTMEUCHO MYKOMIHOE Ha-
OyxaHmne HHTUMBI. TpoMObI B KalUIsipax KIyOOuKoB 1
MEJIKHX 3KCTParIoMepYJIIPHBIX COCylax He O0Hapyxe-
Hel. CodeTaHue KIMHAIECKUX MIPOSBICHHI OONC3HH 1
THCTOJIOTHUECKOM KapTHHEI ITO3BOJIHIIO THATHOCTHPO-
BaTh MAILFCHTKAaM XpOHHIECKy10 6one3Hs nouek (XBI)
4 1 5 cT. cooTBeTCTBEHHO B Hexoae OlIIL

YeTplpHaIIaTh GepeMEHHOCTEH 3aKOHUMITICH POXK-
JICHUEM XKHBBIX JICTCH, OJJHAKO OJTMH U3 HOBOPOXK/ACH-
HEBIX C TyOOKOH HEOHOIICHHOCTBIO YMEP Ha 2-¢ CYTKH
MOCJIE 3KCTPEHHOTO OMEPaTHBHOTO POAOPAa3PCIICHHS
Ha cpoke 24 Hel OepeMeHHOCTH. AHTCHATANBHAS TH-
Oeap wioia 3adUKcHpoBaHa B 3 coydasx (Ha cpokax
recrauun 18, 26 u 34 nen). Takum o6paszom, IepHHa-
TajgbHas CMEPTHOCTE cocTaBuAa 23,5%.

OBCYXIAEHUE

HaCTOHHICC HCCIACA0OBaHNC TIPCACTABIACT coboit
MNEPBYIO MOIBITKY aHaJIn3a ocobeHHoCTel 1 Xapak-
TCpa TCUCHU:, ITOAXO0A0B K TUarHOCTHUKSC U JICUCHHIO,
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VICXO7I0B ATl Marepeil M MX MOTOMCTBA NPH aKyIlep-
ckoM al 'Y C B Poccuiickoit @enepanun. o HenarHero
BPEMEHH STOT JIMAarHO3 ObLT HEM3BECTECH PAKTHKYIO-
IIMM aKyIIepaM 1, K COKaJIeHHIO, MaJlo N3BECTEH He-
¢dponoram. OaHako B TeueHue nocaenuux 10 mer mo
Mepe HakoruieHus 3HaHu 00 al ' YC 1 TMA B 11emom,
B TOM UHCJE W B aKyIIEPCKOH MpakTHKe, U yIydlle-
HUS UX AMarHOCTHKHM ¢ KaXJABIM TOJOM BO3pacTaeT
KOJIMYECTBO MAICHTOB ¢ BEPUPHIMPOBAHHLIM AWA-
rHo30M akymiepckoro al'VC [7, 8]. DTy TeHAeHIMIO
MTOATBEPKAAIOT ¥ HAIK JaHHBIe (cM. Tabm. 1): ecmn
B 2011 u 2012 r. amaruo3 al'YC ObUT yCTaHOBICH B
eMHUYHBIX ciaydasx, To HauuHasA ¢ 2013 r., umcio
MalMeHTOK ¢ MPHXH3HCHHO BEPHPHUIIMPOBAHHEIM
JIMarHO30M IMOCTENEHHO BO3pPacTasio, JOCTUTHYB 8 B
npoweamiem 2015 r. EcTh ocHOBaHMS MoIararh, 4To
3Ta TCHJCHIMSA CO BpEMEHEM OYIeT TOJBKO YKpe-
wiaTees. K coxanenuto, ceronus al 'Y C B akymiepckoit
MIPaKTHKE PEJKO THArHOCTHUPYIOT CBOEBPEMEHHO, UTO
HapAMYIO CBs3aHO ¢ HEJIOCTATKOM 3HaHWH 0 MHKPO-
aHTHONATHUECKHX CHHApoMax. Tak, y OMaBIsIoIIero
OonpmmHcTBa (14 M3 17) NalMeHTOK, BKIIOYCHHBIX B
uccnenosanue, 1ruaruo3 al 'Y C ObL1 ycTaHOBICH ¢ 3a-
JIep>KKOH, MaKCUMaTbHBIH CPOK KOTOPOH cocTaBmi 4
Mec, H JTUIIB B 3 cIydasx — CBOEBPEMEHHO, B TEUCHHE
72-96 1 ¢ MOMeHTa MaHH(ecTalMK 3a00JICBAHMSA, UTO
IpHOAIDKAEeTCSA K ONTHMATEHOMY BPEMEHH I10CTaHOB-
KH JIarHo3a B TAaKOW KPUTHUIECKON CHTYalllH, KaKylo
npenactarisieT coboit akymepckuit al YC. Crenyet
OTMETHTB, YTO BO BCEX CAydasx, KpoMe OHOTO, JHa-
ruo3 al 'YC GbL1 ycTaHOBIICH BpauaMH-He(poIoraMy,
MPHUIIANICHHBIMA Ha KOHCYIBTAIINIO B CBA3H C pPa3BH-
teM OIIII y poanabHUIIB! 1K GepeMEHHOM, TOCTIH-
TaIN3UpPOBAHHOH B OT/IEIEHIE TATOJOTHH POAHIBHOTO
JoMa, W JUIIb Y OAHOW maiueHTku auaruos al' yC
YCTaHOBWJIM aKyIIepHI.

Ananus TeueHHUs 3aboJicBaHUS Y MallMCHTOK,
BKIIOUEHHBIX B JaHHOE MCCIEAOBAaHHE, MO3BOIHI
YCTaHOBHTB, UTO 0COOCHHOCTAMHE aKymepckoro al 'y C
B HalleH KOropre OONBHBIX ABHINCH OTHOCHTEIBHO
BhIcOKas yactoTa (30% cimydaeB) ero aebtota Bo Il Tpu-
MecTpe recTallii, HaIMIHe TOTOTHUTENbHBIX, KpOMe
OCpeMEHHOCTH, TPUITEPOB aKTHBALIIH KOMILIEMCHTA Y
3HAUUTENBHOIO YHCIIA TAICHTOK, KaTacTpOpHICCKOe
passute TMA ¢ OpicTpeiM (opmupoBanneM [IOH
npu ManudecTaluy He3al0JT0 Nepea poAaMy U B
paHHEM IMOCICPOIOBOM MEPHOJE, HEOIAaronpuATHBIN
HCXOJ [T MaTepH (MaTepHHCKas CMEPTHOCTE — 29%)
W TIOTOMCTBA (IIepHHATATEHAS CMEPTHOCTD — 23,5%).

B Harem nccie10BaHAH 3aperHCTpUpOBaHa bolee
BBIcokag dactota al'YC Bo Il TpumecTpe Gepemen-
HOCTH, U€M B aHAJOTHYHBIX padoTax 3apyOeKHBIX
aBTOPOB, KOTOpEIE OTMEYAIOT NMPEHMYLISCTBEHHOE
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(Gonee yem B 75% caydaeB) paszBuTHE 3ab0JieBa-
HHs B IOCAEpoA0oBOM nepuonae [7, 9]. Tak, u3 21
nanueHTKy ¢ akyuepckuM al'yYC, nabmromaeMbIx
F. Fakhouri 1 coaBr., TONBKO Y 4eTBEPHIX 3a00IcBaHIC
Manudectrposano B I-1l tpumecTpax, y ocTanbHBIX —
B CPOKH OT 3 gHEH no 3 Mmec mociae poaoB [7].
[Ipuumnoit HanGonee yactoro pazsutiA al 'Y C mocne
pPOIOB MOXET CTaTh yAaJdeHHWe IIAleHTHl, KoTopasd
pH PU3HOIOTHIECKON OEPEMEHHOCTH 3alllMIICHa OT
KOMILIEMEHT-3aBHCUMOT0 TIOBPE K IEHHUS JIOKATbHEIMA
perymaropubivu 6enkamu — DAF (decay-accelerated
factor), MCP (membranecofactor protein) u CD59,
HKCIIPECCHPOBAHHBIME Ha IOBEPXHOCTH TpodobdiacTta
W UHTHOHPYIOMIMMH KOMIUIEMEHT 32 CUET CHMKCHHS
akTHBHOCTH C3-KOHBEpTa3bl adbTepHATUBHOIO MyTH
[7, 10]. ¥ nmanmeHTOK ¢ HapyLIEHHOH peryasinHeH
3TOro IMyTH BeaeacTBHe MyTanmii renos CHE, CFLC3
u MCP Bo Bpemst 6epemenHOCTH 3(B(PEKTHBHBIN KOH-
TPOJTb AKTUBALIMH KOMILIEMECHTA M JTOKUTEHYIO 3aIIUTY
ITAlCHTHI 00eCTIeUnBacT, NIaBHBIM 00pazom, DAF [7].
Onnako mociie poaoB HMEIoIIeecs BOCHaIeHHE, 00y-
CIIOBICHHOC HATMYHEM OOLIMPHOH paHEBOMH MOBEPX-
HOCTH B MaTKe, ITOMaJaHie B MaTepHHCKUH KPOBOTOK
KJIETOK ILT0AA, KPOBOTECUCHHUE, HH(EKIWS Y HOCHTEICH
MEepEeYNCICHHBIX MYTallii, BEI3BIBAET CHCTEMHYIO
AKTHUBALIMIO aTbTCPHATHBHOIO IMYTH KOMIUICMCHTA,
YTO TPH BIUMHHAIUK ILIAICHTEI, 00eCIeIBaBIICH
3((eKTUBHBIC 3aIUTHBIC MCXaHU3MBI, HCH30CKHO
JOKHO MpUBECTH K pa3BuTHIo al Y C nMeHHO mocie
ponoB [7]. B Hamell ke KoropTe mallMeHTOK B 3TOT
mepuion al'YC mabmromancst Tonpko B 35% cirydaes,
TOI/Ia KaK MOYTH Y JABYX TpeTeil OepeMEHHEBIX €To
pazButue npumnocsk Ha II-III TpuMecTpsl, 4TO,
Ha MEepBBIN B3ITIA, MPOTHBOPEUNT MMEIOIMMCS B
auTeparype AaHHbIM. OJHAKO TLIATEIBHBIM aHaIH3
TeueHHs GepeMEHHOCTH B CPOKH, HETIOCPEACTBEHHO
OpeALICCTRYIONME ocTpoMy snu3zony TMA Bo II-111
TPUMECTPAX, TO3BOIIT YCTAHOBUTE HATMUHE JOIO-
HUTCIBHBIX KOMIUIEMCHT-aKTHBHPYIOIIHNX (HaKTOpOB
y OONBIIMHCTBA MAIEHTOK. Tak, HakaHyHe MaHHpe-
crar 3aboneBanus y 3 U3 5 6epeMeHHBIX (60%) co
cpokamMu rectaiiu 18—29 uex passuiacs quapest. O6-
pamact Ha ce0s BHUMaHKE, YTO MOCICAHAA OTMEUCHA
naxke y 2 xenmuH ¢ aedrorom al'YC B LI tpumecTpe
U mocie poaoB (o 16% B KaxI0W IrpymIme cOOTBET-
cTBCHHO). M3BeCcTHO, UTO AMapes ABISCTCS OJHIM
n3 HanboJee JacThIX KOMIUICMCHT-aKTHBHPYIOINX
COCTOsIHMH, «3amyckarommx» al' YC B 30% cayuaes
[11]. Takum obpaszom, Kak npuarHa passutus al' yYC
B HEOOBIMHBIC [T 3TOH MAaTOJIOTHH CPOKH T'eCTalliH
MOKET 00CY:KJaTbcs COUCTAHHE HECKOJIBLKHUX TPHT-
repHBIX (PaKTOPOB IPH HATUIMHN [CHETHICCKON TIpel-
PacnonaoKeHHOCTH K TUCPETYIAIINN U KOMILIEMEHTA.
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Hamre mpeanonokeHne cornacyercs ¢ BEICKa3aHHBIM
panee napagokcanbHeIM MEeHHEeM F. Fakhuri u coaBT.
0 TOM, 4TO OCpPEeMEHHOCTH, KaK TaKOBOM, ellle Helo-
CTaTOuHO, YTOOKI cTaTh TpurrepoM al ' VC, naxe mpu
HOCHTEIBCTBE MYTAIlMi HIH PUCK-TIOIUMOP(I3MOB,
ACCOLMMPOBAaHHBIX ¢ pa3BuTHEeM 6oaesuu [7]. Cre-
JIysl 3TOH JIOTHKE, MOXKHO JOIIYCTUTh, YTO U POJOB
He BCeraa A0cTaTo4yHo il HHAyKImK al ' YC, uTo
MOATBEPKAACTCSA HALIUMHU HaOTofeHUAMU. Tak, B
HalIeH Koropte GONBHBIX AaXe MPH IOCICPONOBOM
Maandectaimy al 'Y C npakTHdecKy BO BCEX CIIyHasiX
HUMEIUCH (PaKTOPEI, KOTOPBIC MBI pacCMaTpHBa Il KakK
JIOIIOJIHUTEIIBHBIE aKTUBATOPHI CUCTEMBI KOMILIEMEHTA.
K HMM, TOMHMO ye YIIOMSHYTOH AHapeH, MOAKHO OT-
HECTH JTI00BIC aKYLIEPCKHUE CUTYAINH, OCI0KHSIOIIHCE
3aBEpLIAIOIINI STal OepeMEHHOCTH B POIIBI (OTCI0MKa
ILIALEHTHI, KPOBOTEUEHUE, OIIEpaTHBHOE poAopaspe-
LICHUE, PyYHOE OTACICHHE Moceaa U p.).

C 3Tol TOYKHM 3pEHHS 0COOBIH MHTEpEC Mpe-
CTaBIACT TpylIa MAlMCHTOK, Y KOTOPHIX MaHH]e-
craims al 'Y C npuminacs Ha Il TpuMectp. Bo Beex 6
ciTydyasx HadaJbHBIC MPOSBICHIA 3a001eBaHIS OBLIH
paclCHEHBI aKyIIepaMH KakK MPedKIaMIICHs W/HIn
HELLP-cuHapoM, 0HAKO IPEAIPHHATOE B CBA3H C
3TUM 3KCTPEHHOE POIopaspellieHre He COIPOBOXK1a-
JIOCh OKMIaeMO MONOXKUTEIBHOM AMHAMUKOM. boee
TOr'0, COCTOSHUE BCEX POAWIBHUILL CTPEMUTENBHO YXYA-
1I1ag0ch, OBIJI0 OTMEUCHO (YILMHHAHTHOE Pa3BHTHE
TAKEION CHCTEMHON MATOJOTHU ¢ OBICTPEIM (POpPMH-
posanuem [IOH. HecmoTps Ha To, uTO 3a001€eBaHIC ¥
OONBIIMHCTBA MALMEHTOK MaHH(PECTHPOBATIO TAKEIOH
Al HapacTatomieli npoTenHypHeH, mossimeHneM CKp,
B psjie CAy4aeB ¢ BBICOKHM YPOBHEM TpaHCaMHHa3,
npusHakaMid MATA u TpoMOOLIMTONIEHHCH, UTO HE
OCTAaBJUIO COMHEHHH B IIPAaBOMEPHOCTH JUarHo3a
MPEeIKIAMIICUU, HEOCIOKHEHHON WM OCJIOKHEHHOMN
HELLP-cunnpoMom, pa3BuUTHE KatacTpo(uiecKoi
CHUTYaIIMH ¢ (POPMHUPOBAHNEM B HHTECPBAIIC OT HECKOIb-
KHX 4aCOB JI0 HECKOJIBKHX CYTOK II0CIIE pojopaspelie-
HUS Pa3BEPHYTOM KIMHHKO-1a00paTopHON KapTHHEI
TMA faeT oCHOBaHMs MTOJAraTh, YTO MPEIKIAMIICHIO
wii HELLP-CHHApPOM B JJaHHOM CIydae MOKHO pac-
cMmatpuBath kKak 1e610T al 'Y C. Takum 06pa3om, HallK
JAHHBIC COMIACYIOTCS ¢ peanoankenreM H-M. Tsai o
TOM, UTO y GEpEMEHHBIX KCHIIWNH, IMCIOINX TeHETH-
YecKHe A(EKTHI PETYIALMN KOMIDIEMEHTA, BO3MOXKHA
Tpanchopmanus npesxaammncui 1 HELLP-cunnpoma
B al'YC kak pe3yapTaT akTHBaIlHM KOMIUIEMEHTa BO
BpeMA GepeMeHHOCTH [3].

B nocaennee Bpems B IMTEparype Hadaaa 00Cyx-
narbes cBA3b npesknamiicia 1 HELLP-cuanpoma c
TCHETHYCCKH OOYCIOBICHHON AWCPETYISAIMECH alb-
TEPHATUBHOTO ITyTH aKTUBAIMK KoMIuieMeHTa (A1IK).

BeL10 yeTaHoBICHO, uTO IIpy Ipeskitamiicuy 1 HELLP-
cHHApOMe GoJiee ueM IIPH HOpMaIbHOH OepeMEHHOCTH
BEIpakeHa aKTHBAIMS Kak KiaccHdeckoro, Tak 1 ALK,
4TO MOATBEPK/JACTCSA MOBBIIIEHHBIM COAEpKaHUEM
C3a- u C4d-KOMIIOHEHTOB KOMILICMECHTA B ILTa3Me
KpPOBH, a TaK:k¢ MEMOpaHOATaKyIOUICTO KOMILICKCa
(MAK) B KpOBH U €T0 JICTIO3UTOR B TKaHK TpogobaacTa
[12-15]. Janbueine uccaeaoBaHus MOKa3aal, YTO
MIPH MPESKIAMIICHY aKTHBALS aIBTEPHAaTUBHOTO ITyTH
MPEAIICCTBYET KIMHUUCCKOM MaHU(ECTAIIUH JAHHOTO
OCIO)KHEHHS. B MOnB3y 3TOr0 CBUACTEILCTBYET 00-
HapyxeHHoe 710 20 Hex recTalii B KpOBH OepeMeH-
HBIX C pa3BHUBIIEHCS BIOCIEACTBHM Mpe3KIaMIICHEH
BBICOKOC COZICPKAaHUE OJHOTO M3 BaKHBIX (haKTOPOB,
dopmupyromux C3-KoHBepTa3y albTCPHATHBHOTO
oyt — ¢parmenta Bb-xommiementa [14]. Ilozxke
OBLT POAEMOHCTPUPOBAH MOBLIIICHHEIH YpoBeHb Bb
B ITa3Me KPOBH Y MallHEHTOK ¢ paHO pa3BUBIICHCS
(10 34 Hen GepeMEHHOCTH) TSRO MpedKIaMIICHei
Y BEHO3HOM IIYIIOBUHHOW KPOBH Y J€TEH, pOsKIEHHBIX
3THMH MaTepsMH, 0 CPaBHEHUIO C JKCHIIMHAMH,
HMMEBIINMH HEOCIOKHCHHOE TEUCHHE OEPeMEHHOCTH,
YTO MOATBEPANIO BaKHYIO pOiIb CUCTEMHON aKTHBALN
AlIK B pazsuTum npeskiamicuu [16]. Kpome Toro,
0Ka3aJIoCh, YTO MPOTYKTHl aKTHBAIIMH KOMILIEMEHTA,
ocobenno (parment CSa, CTHUMYAHPYET TPOAYKLMIO
MOHOLIMTaAMH PacTBOPHUMBIX pelentopoB kK VEGF —
sVEGFR-1 unu sFlt1, koTopbie 610KHUpYIOT IUIAIICHTap-
ueie anruorennsie pakropsrVEGF u PIGE. Manytmpo-
BaHHas TAKUM 00pa3oM JAHUCPETy/IsLNA aHTHOTeHEe3a B
HKCIICPUMEHTE Ha MBIILMHBIX MOJCIAX OEpEMEHHOCTH
MPUBOMIIA K MOTEPsIM III0Aa U 3ajepiKKe ero pas-
BHTH:], SKBUBAJICHTHBIM TaKOBBIM IPH TMPE3KIaMIICHH
[17]. YuuTbiBas HE BBI3BIBAIOLIYIO CETOHSI COMHCHHIA
MaTOreHeTHIECKYIO POJib AucOanaHca Mpo- U aHTH-
AHTHOTCHHBIX TUTALICHTAPHEIX (PAKTOPOB B Pa3BUTHH
npesknamicud [ 18, 19], Henb3s HCKITIOUUTH 3HAUCHHE
AKTHBAIIMH KOMILIEMEHTA KaK JOIOJIHHTEILHOTO (ak-
TOpa, YCYTYOISIONIEro AUCPETYIALNIO aHTHOTeHEe3a
W TIOBBIIAIONICTO, TAKUM 00pa3oM, PUCK MOCTE/THEH.

OTH GakTel, HapsAAy ¢ ONMyOIMKOBAaHHBIMH B II0-
CIICITHHE TO/IbI CBE/ICHUSAMH 00 00HApYKESHIN My TaLllii
T'CHOB PETYIATOPHBIX GEIKOB albTCPHATHBHOTO IIyTH
komIoieMeHTa, yame Bcero CFH uw MCP (CD46), y
*&eHIuH, nepedecmux 119 minm HELLP-cunapom
[7, 20], nal0T OCHOBaHUA NPEANOIOKUTH, UTO IPHU
TCHETUICCKH OOYCIOBICHHOM JAe(eKTe Peryasiiu
komiuieMenta AIIK Bo Bpemst 6epeMEHHOCTH MOTYT
MpHOOpecTH M30BLITOUHBIN, HEYIIPaBIsSICMBIH Xapak-
Tep, 4TO, BO3MOXKHO, Oy/IeT CITocOOCTBOBATE PAHHEMY
Pa3BHTHIO TSDKENOH MPEsKIaMIICHH C MOCISAYIONeH
Tpancopmareii B al 'Y C, Kak 3T0 TPOM30LLIO Y psia
HaIlINX MallHeHTOK.

75



ISSN 1561-6274. Hedponorna. 2016. Tom 20. Ne2.

TaxuM obOpas3om, aHaIN3 0COGEHHOCTEH TEUECHHS
OCpEeMEHHOCTH ¥ POJIOB Y MAIMCHTOK ¢ JIeOI0TOM
al'VC B III TpumecTpe M MOCAEpPOAOBOM MEPHOC
ITO3BOIIT YCTAHOBUTH HATWMUNE Pa3TUIHBIX aKyllep-
CKHX OCJIOXKHEHHUH, B TOM YHCJIE W MOTPEeOOBABIINX
CPOYHOTO ONEPaTHBHOTO POAOPA3pPENICHNs MOUTH ¥
BCeX KEHINWH. FIMEHHO COBOKYNTHOCTB 3THX OCHOXK-
HEHUH (HapuMep, COUCTaHHe MPCKACBPECMCHHOM
OTCJIOWKH IIIAlleHTHl ¢ KPOBOTEUEHUEM M OINEpallin
KecapeBa CEUCHHMs, PEANPHUHATON B CBA3H C 3THM,
WJIH ITPESKIaMIICHH € PYYHBIM OT/AEICHUEM TIOCIEAa),
MTO-BUIMMOMY, MOKHO paccMaTpHBaTh Kak MOITHBIN
KOMILICMCHT-aKTHBUPYIOMNH (BakTop, crocoOHBIH
nHAyLEposats Manudecrampio al'VC y KeHIIUH ¢
JUCPETYTISIINeH anbTepHaTUBHOTO ITyTH KOMILIEMEHTA.
Pe3ynprarsl Hallero uccieaoBaHus WLTIOCTPHPYIOT
CIPaBETMBOCTD YK€ YITOMSHYTOTO IPEITOA0KEHHS O
TOM, 9TO OEPEMEHHOCTH per S€ HEI0CTaTOIHO, YTOOBI
cTath TpurrepoM al 'Y C maske py reHeTHIeCKOM Ipet-
Pacnoia0KeHHOCTH K KOMILIEMEHT-0IOCPEA0BaHHON
TMA [7].

Ilonydennble HaMU JTaHHBIE CBHETEIbCTBYIOT
0 TSKETOM B OOJBIIMHCTBE COydaeB, a MHOINA H
KaracTpo(uueckoM TeueHHH akyuiepckoro al'yC
¢ reHepanu3aluel MUKpOAHTHONMAaTHYECKOTO Mpo-
1ecca U OBICTPEIM (POPMHUPOBAHHEM TOTHOPTaHHOTO
MopakeHHs B oTAN4Une oT TedeHud al YC B memom.
Tak, ecnu, mo gaHHeIM M. Noris u coarrt., [IOH npn
al'yYC pazBuBactcs ToabKO B 6% caydaes [11], To mpu
al'VYC, acconmnpoBanHOM ¢ 6epeMEHHOCTBIO, TSDKeIast
[IOH mabmoganace y 76% manmeHToK (cM. puc. 1).
[Ipu sToM Hanboaee TAXKET0 3a60ICBaHIE IPOTCKAIIO
y ponmnbHHLL. CpaBHEHHE JBYX TPYIII MalleHTOK ¢
pasubIME cpokamu Manu(pectannu al'yY C mokazado,
410 y OepemMeHnHbIX ¢ gebiotoMm TMA Bo Il Tpumectpe
al'VC umen otHOCHTENbHO Oonee MATKOE TEUCHHE,
YeM y JKCHIIMH 00beAMHEHHON rpynnsl. Kpome
OIIII, oTMeUeHHOro y BCEX KEHIIWH, Y MOAaBIsIO-
1Iero GONBIIMHCTBA MALMEHTOK ¢ akylepckum al 'y C
(88%) mmenoch GOIBILE OJHOTO SKCTPApPEHATLHOTO
MOBpekAeHNs, pyudeM y 10 13 HUX — IO TPH BHEIO-
YEUHBIX MpoABICHUH 1 Gonee. CpenHee YMCIIO Topa-
AKEHHBIX OpTaHOB COCTAaBHAO 3,7. MBI BBEIH JTaHHBIN
rokasarenapb Jas akymepckoro al'yYC mo aHanormm
¢ euie oguuM TMA-acconMupoBaHHEIM 3aboieBa-
HHUEM — KaracTpopUIeCKUM aHTH(OCHOTUITHIHEIM
cuaapomom (KADC), npu KOTOpoM, Kak IMoJarajim,
06apIas BeJWIMHA MOKa3aTesd MOXKET HMETh He-
OiaronpusATHOE NPOrHOCTHYECKOE 3HaYeHne. OaHaKo
aHaIM3 JaHHBIX MexxayHapoaHoro pernctpa KADC ne
BBISIBIIT Pa3IHUHH MY YMEPIIHMHU H BBLKHBIINMHA
MalMeHTaMH 10 YHCTy MopaskeHHBIX opraHos [21]. B
HallleM HcCIeIOBaHHH, TEM He MEeHee, CpeiHee THCI0
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MMOpaXeHHBIX OPraHOB Y YMEPIIHX MalllieHTOK Helo-
CTOBCPHO MPEBOCXOAMIO TAKOBOC Y BEIKMBIINX (4,2
7 3,5 COOTBETCTBEHHO),

HanbGonee gacto B Hatiei koropte OOJBHBIX OTME-
qeHo codeTanue mopaxenns LIHC, nerkux u nedeny,
4acTOTa KaXkJI0T0 M3 KOTOPBIX cocTaBmiaa mo 76%.
TpakToBKa reHe3a MMEHHO 3THX SKCTpapeHaIbHBIX
MopakeHHH, a Taxxke cepana (41% MaueHToK) BHI-
3bIBacT HaUOOMBIIKE TPYAHOCTH. [lo-BHaMMOMY, BKIa
B mopakenue LHHC, kpome TMA kak TakoBOH, MOTYT
BHOCHTH Tskenass Al alIeKTponuTHBIE HapyLIeHHA,
OTEK FOJIOBHOTO MO3Ta BCJICACTBUE THIISPIH/IpaTalHH,
00yCIIOBICHHON KaK HapylIeHHEeM (PYHKIIMH IOYCK,
TaK ¥ KOMILIEMEHT-OIIOCPEAOBAaHHBIM MTOBHIIIEHHEM
MPOHHUIIAEMOCTH COCYAMCTON CTEHKH B pe3yabTare
BO37CHcTBIA aHadrmoTokcuHa CSa, oOpasyromerocs
B M30BITOYHBIX KOTHIECTBAX IPH HEKOHTPOIHPYCMOM
aktuBaimn AlIK, a Takke cHHApOMa CHCTEMHOTO
BOCITATNTENBHOTO OTBETA MPH Pa3BHTHH T'eHepaH-
30BaHHOU MIIIEMUH KHU3HCHHO BAXKHBIX OpraHoB [22].
[lopaxenne cep/a B HallleM HccIeTOBaHHN BCTpeda-
JI0CH 110 MEHBLIEH Mepe BJBOE Jallle, IeM 00 3TOM Co-
obmmaetcs B 3apyOeKHbIX Myonmkamsx [11, 22] u, kak
u nopaxkeune LIHC, MoxkeT 00BACHATECA cOUETaHHEM
TMA MHoKap/a ¢ BTOpHIHBIMH IPHYNHAMH, TTTAaBHBIM
o0pasom, reperpy3Koii oo0reMoM. H3onmuposanHoOE 110-
pakeHHe Jerknx npy al 'Y C onmichIBalOT Kak HaNMeHee
qactoe nposisieHne TMA. OnHako Jaxe B COCTaBe
ITOJTMOPTaHHOTO MOpPaXeHHs OHO BCTpedaeTcs THIIb
B 5% cayuaes [11, 22, 23]. Ilo-BUAUMOMY, CTOJIb BhI-
COKYIO 4acTOTy MOpakeHHUs JIETKUX B HaIIeH KOropTe
OOJNBHBIX CIeNyeT paccMaTpHUBATh KaK BO3MOKHYIO
0c0o0eHHOCTE akymepckoro al'yY C, mpuurHE KOTOPOi
HYKJal0TCs B M3yUeHNH. MBI mosjaraeM, 4to B OCHOBE
MopasKeHUs JeTKuX JexkuT TMA, koTopas B 607bIIHH-
CTBE CIy4aeB OCIOKHACTCS TAKEIBIMHI THEBMOHHSIMH,
YTO MPUBOJNT K OBICTPOMY Pa3BHTHIO JBIXaTEILHOM
HEIOCTATOUHOCTH, TpeOyromeil npumenenns MBI,
KaK ATO M ObLTO y HAIIMX MallHCHTOK.

Hapsny ¢ nopaxennem LIHC n nerkux, nopaxenue
MeYeHN 0TMEUCHO y 76% maiueHToK. C Hallel TOUKH
3peHMs, BEICOKAs HaCTOTa STOr0 MOPaXXeHHs, IPOABI-
IOLIETOCs ITOBBIILICHHBIM YPOBHEM aMHHOTpaHc(epas 1
OmMpyOuHa CBIBOPOTKH, & Y 2 KCHIINH TaKKe KeNTy-
XOM M renaroMerainuei, SBHJach OTHON U3 OCHOBHBIX
MIPHYNH HECBOSBPEMEHHO YCTAaHOBJIESHHOTO TNarHo3a
al'VC, mocKkoapKy MOsBICHHE ATHX CHMITOMOB Ha
3aBepIIAIONICM dTane OEPEeMEHHOCTH M Cpa3y IMocie
POMAOB JaBaio OCHOBaHHA AuarHoctupoBarh HELLP-
CHH/IPOM JIaXe B OTCYTCTBHE BBIpaKEHHBIX aHEMUH 1
TpomboumToneHnu. K coxkaneHuio, B 5THX CUTYaLMAX
qalie oNpe/essioT TONLKO COASpKaHne 001ero Onm-
pyOMHA, BCICACTBHE YETO MBICTL O TEMOIH3E MOXET
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HE BO3HHUKHYTH. MeXJy TeM, B 4acTH MOJ0OHBIX
cITy4yacB rMIepOmInpyOHHEMUS ABISETCS CICCTBUCM
TeMOJIN3a, B II0JIb3Y YETO CBUCTEIbCTBYET COUETaHUE
MOBBIIIEHHBIX ypoBHEN JIJII' U NpenMyIecTBEHHO
HEIPAMOTo OIIMpyOHHA Y HAIIMX IAllMeHTOK. Takum
00pa3oM, CBOCBpEMCHHYIO THarHocTuky al 'y C Moryt
3aTPYAHATH BBICTYIIAIOIIKE HA IIEPBLIII IUTaH IIPOsBIIe-
Hust HELLP-cunpoma, KOTOpBIIT ollepeskaeT pa3BUTHE
al'YC. CaeayeTr OTMETHTB, UTO y BCEX HalllMX MAIEH-
TOK, KOTOPBIM IIepes JOCPOUHBIM pOoaopaspelleHreM
B CBSI3M C Pa3BUTHEM aKyLICPCKUX OCIOKHEHUI WU
cpasy mocie pomoB ObLT muarHoctuposan HELLP-
CHUHJIpOM, CBOEBPEMEHHO Ha3HAauCHHAas aJlcKBaTHad
Tepamnus U 3KCTPEHHOE POAOpa3pelIcHNe He IPUBEIU
K 0’KHJIa€MOH MOJOKUTENBHOMN JuHaMuKe. HarpoTus,
IIpOrpecCUpyrollee YXy/ALICHUE COCTOSHUS POIMIIBHULL
C Pa3BUTHEM TKEIBIX (PYHKIHMOHATBHBIX HApYIICHHIHA
nouek, cepana, LHHC, nerkux 3actaBuiio NpeanpruHTh
JIOTIOJIHUTEIBHOE 00CIeJ0BaHNe A BEpH(PUKAIIIN
auraruosa. Cutyanuu, nojfo0HbIe HabI01acMbIM
HaMH, HeJJaBHO ObLTH ommcanbl M.Y. Owens U COaBT.
[24]. ABTOpEI IPUBOJAT CBEACHUS O 28 MalllCHTKAaX,
KOTOpBIM ObL1 yeTanosneH anarno3 HELLP-cunapoma
U KOTOPBIE IIPOJEMOHCTPUPOBAIH YXYALICHHUE COCTOS-
HUs ¢ reHepanm3aieil TMA B paHHeM OCIEpOAOBOM
nepuone. lanpHeiiee o0caenoBaHIe TIO3BOIIIO Be-
PUQUIIPOBATE ANATHO3EI PA3THYHBIX MHKPOAHTHOIIA-
THYECKUX CUHAPOMOB, BKItodas al YC, TTII, KADC,
cerncuc ¢ JABC-cuHapoMOM WIH COXPaHUTh JUArHO3
HELLP-cunapoma. B ¢Bsi3U ¢ TeM, YTO IIPH pa3BUTHU
KaracTpopHICCKOM CHUTYAIL[MH MOCIC POJOB Cpasy
YCTaHOBHUTH JAMArHO3 He BCErZa BO3MOXKHO, aBTOPHI
MpEAIAraoT A1 HAaHMEHOBaHHUA MOJ0OHBIX CITydyacs
TEPMHH «CHHJPOM nocaeponaoBoil TMA». C X TOUKH
3pEHHS, 3TOT JUArHo3 MO3BOMACT Ge30TIaraTesibHO
HauaTh JCUCHHE IUTa3MOOOMEHAMHM, KOTOpOe, MO HX
JAHHBIM, OKa3aJdoch 3(¢ekTHBHBIM B 78% caydacs,
IpUBEAS K YMEHBUICHUI) BBIPAKEHHOCTH T'eMOJIN3a,
TpOMOOIIMTONICHNH M HapyIICHUA (YHKIMH TIOYEK
He3aBUCHUMO OT reHeza TMA. Mel nonaraeM, 4To B
HACTOAILEE BPeMs 3TO IPEIOKEHNE MOKHO IIPU3HATH
COBEPILICHHO ONPAaBJaHHBIM, IIOCKOJIBKY OHO JacT
OCHOBaHHKE 715 IPUMEHEHN B aKyLICPCKOH IIPAKTHUKE
IJIA3MOTEPAIIiN, KOTOpas CEerofHd BOCIPUHUMACTCS
aKylIepaMH CKOpee HEeraTUBHO.

OTpakeHHEeM ATOTO OTHOIIECHNS, OUSBHIHO, SBIISA-
1otcs uexoasl al 'Y C B HallieH KOropTe NalueHTOK ¢ Ma-
TEPHHCKOH CMEPTHOCTEIO, cocTaBUBIIEH 29%. CTonb
HEOTarompHUsATHBIN MCXOJl, K COXKAICHUIO, ABIACTCS
CIICJICTBHEM COYCTAHMS OTCPOUCHHOIO JMarHosa (B
CpEIHEM 3aJICPKKa B IOCTAHOBKE AUArHO3a COCTaBUIA
25 cyT, MaKCHMaJdbHO — JI0 4 MeC) M HeaJleKBaTHOM
Tepanun. Mexay Tem Bepupukanma TMA B akymep-

CKOH IpaKTHKE, KaKk K BOOOIIe, He TPeOYeT CIOKHBIX
JUATHOCTHYECKUX METOAOB. Jl0CTaTOYHO JIMIIL KOH-
cTaTallii MHUKPOAHTHOIAaTHIEeCKOTo0 reMoin3a (Obl-
CTpOC CHHKEHHE reMOnI00MHa JJaxKe IPH HEOOIBIION
KpOBOIIOTEpE, MOBbIIEHNE ypoBHS JI/II" 1 mm3onmToB
W CHIDKCHHE TalToro0rHa), TpPOMOOIIMTONICHUH 1 Ha-
pyurenus pyHKImK nouek. OnpeeneHue akTHBHOCTH
ADAMTS13 npencrasiser coGoil yke CIETYIOIIIH
mar, HeoOXOMUMEIH 11t auddepeHImaTpHON aHra-
rHocTHKA TTII ¢ IpyruMu MUKpOaHTHOIIATHUYECKUMU
CHH/pOMaMH. B CBsI3M ¢ 3THM kenaTeabHO BHEAPUTH
B MPAKTHKY POJOBCIOMOTATEIbHBIX YUpPEKIACHUN
obs3atensHOe onpenencHue JIJ[I, mm3onnToB u ram-
TOrI00MHA ([TOCTETHIH MOKa3aTeNb sBIseTca Oonee
TOYHBIM MapKepoM remMonusa, yem JIJII) y marentox
C OCIIOKHCHHAMH 3aBEpLIAIONICIO dTama GepeMeH-
HOCTH Y IIpOLIEcca PojOB, 0COOEHHO B CIIydasx 3KC-
TPEHHOI'O U MPEkKACBPEMEHHOTO POAOPA3PEIICHUS.
OTH NPOCThIE MEPHI MO3BOISAT YCKOPHTH MMOCTAHOBKY
HO30JIOTMUYECKOI0 AMAarHo3a y MalleHTOK ¢ IOA03pe-
HHEeM Ha akylepckyto TMA, a 3HauMT, CBOEBPEMEHHO
HavaTh NaTOreHETUYECKYIO Tepaluio.

B Hactosee Bpems B HallleH CTpaHe ILIa3MoTepa-
K elle He MOIyYIUIa HIMPOKOro pacipoCTpaHEeHUS
pH akymepckod TMA. OnHako HMEIOIIHECS B JH-
Teparype JaHHbIe CBHACTEIBLCTBYIOT 00 OYEBHIHOM
s¢pdexte 11O mpu Tak Ha3EIBACMBIX MOCIEPOIOBEIX
HELLP-nofmo0HbIX cHHApPOMAaX, K KOTOPBIM MOXHO
otHecTH U al YC [24-27]. B c¢Bsizu ¢ TeM, UTO Ma-
[IMEeHTKaM W3 Halllel KOTOpThI IIa3MoTepanus Ipo-
BOJWIIACH B MaJIBIX 00beMax M HeperyaspHo, a 110
MPaKTHUCCKH HE MPOBOAMICH, OLEHUTE e¢ deKT
II0 TPYIIIE B LEJIOM HE IIPEACTABIACTCA BOSMOKHBIM.
OnHako B TeX HEMHOTOUYHMCICHHBIX CAydasx (BCETO
3), Korja yaanoch 10CTaTouHO OBICTPO MPOBECTH IO
HECKOJIbKY CEaHCOB IUTasMadepesa ¢ OTHOCHTEIBHO
HebonpM ob0beMoM 3amerenus (1,0-1,5 1) cBe-
KEe3aMOPOKCHHOM T1azMol, cuMirtoMel TMA OpumH
KYIIHPOBAHBI, 8 (PyHKIUSA MOBPEKICHHBIX OpPraHoB
BOCCTAaHOBJIEHA IOJHOCTBIO. boiee Toro, y ofHOM
W3 MalMeHToK, y kotopoil al'VC passuics Bo 11
TpuMecTpe OGEpeMEeHHOCTH, OHa MPOJOJIKUIACE JI0
€CTEeCTBEHHOIO CPOKa POJOB U 3aBEpIIIIACH POKIE-
HHUEM 370poBOro pebeHka [28]. B apyrom Hamem Ha-
OmIo7IeHNH Takske pu panHeM jaebiote al YC (23-24
HeJ), KOTOpBIA mprobpen QylIbMHHAHTHOE TCUCHHE C
ovicTpeiM pazeutieM [IOH, mpoBoaumoii B TeucHue 3
JHEH IIa3MOTepanii 0Ka3aloch JOCTaTOUHO, YTOOLI
HOPMAaJIHM30BAIOCH YHCI0 TPOMOOLIMTOR M paspein-
aocs OIIIIL. Ilponomxenne medenus C3II composo-
KAaI0Ch AadbHEHIeH MONOKHUTSILHON JAMHAMHKOMN
COCTOSTHHSI TTAllMEHTKH M MPHBEIO K MpeKpalleHHIo
WBJI, BoCcCTaHOBICHUIO CO3HAHUSA U (PYHKIIMH TTOUCK,
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a 3aTeM M K MOJHOW PEeMMCCHHU 3a00JCBaHUA, XOTA
o morud [29]. TakuM o6pa3zoM, HeaJeKBaTHYIO
MJa3MOTEePannui0 MOKHO, NMO-BHAHMOMY, CUHTAaTh
elle OJHUM BaXHBIM (PAaKTOPOM HEOIAromnpHATHOTO
ucxoaa al'yYC. IMeHHO MOTOMY, UTO ajcKBaTHas
m1azMoTepanus akynepcknx TMA moka BEI3BIBaeT
cepbe3HbIe 3aTPyAHEHNS, paHH: JTHarHocTHKa TMA
HACTOATEIFHO HEOOXOMMa, TI0CKOJIBKY JacT BO3MOXK-
HOCTB 6e30TIarareIbHOrO HavYaTh TAPTCTHYIO TEPAITHIO
skynusymaboM. llocaennuil sABisieTCS TIUKO3ZWUIH-
POBaHHEIM T'YMaHH3HpPOBAaHHBIM MOHOKIOHAJIbHBIM
AHTUTENIOM — Kalla-UMMYHOTTOOYIHHOM C BBICOKOM
apdunHOCTBIO K C -KOMIIOHEHT KoMILTeMenTa. [locne
BBEJICHUS SKYITH3yMab CBA3bIBACTCS ¢ C -KOMITOHEHT
KOMITJIEMEHTa W MPE0TBpallacT JalbHEHIIYI0 aKTH-
BAIMIO KOMILJIEMEHTa ¥ 00pa3oBaHie TEPMHUHAIBHOTO
KOMITJIeKca KOMILTEMEHTA, MIPe0TBpallas ero paspy-
Hiarouiee AeicTere. B HacTodlee BpeMs B JIMTeparype
HMCIOTCSI JIMIIb CAMHUIHBIC HAaO I0ACHHS IPUMCHCHHS
sKynnzyMaba npu akyurepckom al ' VC [30-32]. V tex
4 ponWIBHULL M3 7, KOTOPBIM JedeHKe OBII0 HA4aTo B
TeueHue Henenu ot Aebiora al' YC, K MOMEHTY OKOH-
YaHWA Kypca WHAYKIHOHHOH Tepaluy (d4epe3 OJfH
MecAll OT Havaja) yAajJoch HE TOIBKO KYNHPOBaTh
reMaToiorndeckne mpusHakn TMA, HO ¥ TOTHOCTBIO
BOCCTAHOBHUTH (PYHKLHMIO IMOBPEKICHHBIX OPraHoB,
BKJIFOYasi TTOYKH, TOTOBHOM MO3I, Jerkne. B Tex ke
ciTyvasix, KOrja Tepamus 3Kyan3yMaboM HaunHagach
CO 3HAYUTENBHBIM OIIO3JaHUEM, UCXOJ OKazallcs He-
01aronpHUATHBIM JaKe HECMOTPS Ha YAyULICHHE reMa-
TOJOTHYECKUX MOKa3aTeneH 1 pyHKIMY movyek. Takum
00pa3oM, HaIlM Pe3YILTaThl YOSAUTEIBEHO CBIICTEb-
CTBYIOT B [TOJIb3Y PaHHETO Hadasa Tepaluy Ky IH3yMa-
Oom mpu akymepckoM al 'Y C, a cam mpemnapar cieayer
CUHTAaTh CPE/ICTBOM «IEpPBOM JMHHUW» Y MallHeHTOK
(B TIepBYIO OUEPEb, POAMIBLHULY) C 3TUM JAUATHO30M.
Hasznadenue 3Kkyausymada cIrycTsi HECKOIBKO HElICTb
WM MECAILCB 0T AebioTa octpoit TMA B aKylIepcKoi
MpaKkTHKe, 0cOO0eHHO NpH cyectBytomeit [1OH wim
OCJIOKHEHUH CEIICHCOM, BpSAJ JH IeaecoobpasHo,
OJIHAKO JIJIsl OKOHYATEIBbHOTO PEIIEHHUs 3TOr0 BOIIPOCca
TpeOYIOTCS JaTbHEHIIINE HCCACTOBAHMA.

Cpenu HallMX MallHEeHTOK ¢ akymepckum al'yC
JIBOE, HECMOTps Ha pa3BepHYTYI0 KIMHUKY TMA n
passutue OIIll, morpeGoBaruIero jJeueHU TeMO-
JHAIN30M, MOJYYaIH JWIIb CHMITOMAaTHYE CKYIO
TEpanuio, B TOM HHcIe reMoTpancdysun. B cBszu ¢
TEM, UTO JIMarHo3 ObLI HE SICCH HE TOJIBKO aKyLIepaM,
HO W Hedpoioram, KCHIIUHEI HE MOJyHald Jaxe
miasMoTepanuy. TeM He MeHee, Y OAHOH MallMeHTKH
OIIII paspemmnack mocie 19 ceacoB reMoauani3a u,
XOT# (PYHKIIMSA [TOUEK BOCCTAHOBMIIACH HE TIOITHOCTBIO,
MOTPEOHOCTH B 3aMECTUTEILHON MOYEUHOM Tepariu
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(3IIT) B HacTOAMMI MOMEHT HET. Y BTOPOI 60NbHOM
gepe3 2 Mec Mocie pojopa3pelleHHsl COXpaHsiach
norpe6HocTs B nponomkennu 31IT. Brimonnennas B
kinHuKe M. E.M. Tapeesa ciycts 2 1 4 Mec nocne
PONOpa3pelICHHs COOTBETCTBEHHO GHOIICHSA MOYKH Y
00eHX MalMeHTOK BEISIBIIIA KapTHHY HepOoCKIepo3a.
HecMoTpst Ha oTCyTCTBHE TPOMOOB B KallJLIApax
KIYOOUKOB M MEJIKHX SKCTParIOMEpYIAPHbIX COCYIax,
B 000MX CIyJasx HMEIHUCEH IPH3HAKK MyKOMTHOTO Ha-
OyXaHWs HHTHMBI B apTepuoaax, GuoOposHas OKKII0-
3Wsl IPOCBETa MEIKHX apTepHi, CKJIepO3HpPOBaHHEIC
[0 MIIEMUYICCKOMY THITY KIYOOUKH IPU OTCYTCTBHH
nponudepaTUBHEIX H3MEHEHHH, YTO HE MPOTHBOPEUUT
TUCTOJIOTHYECKHM MpH3HaKaM XpoHndecko TMA.
[Ipunnmas BO BHUMaHHE TEMII Pa3BUTHS HeppOCKIIe-
po3a y 3I0pOBBIX JI0 3aBepllcHHA HacTosuieH Oepe-
MEHHOCTH MOJIO/IBIX JKEHIIMH, IEPEHE CIINX TAKETYIO
npesKiIaMIchio, ¢ gpopmuposanuem XbII 5 cT. B mc-
xone OIIIl y onnoit 3 vux u XbI1 4 ct. —y npyroii, He
BEI3BIBAIOIINE COMHEHWI reMaToI0rHIeCKIe IPH3HAKA
TMA, MBI Tof1aracM, 9T0 0OCUM MAILMEHTKaM PeTpo-
CIIEKTUBHO MOKHO JHarHOCTHPOBAaTh aKylIepCKHUI
al'VC, tem Oonee 4To B 000X coydasx yxke Hocie
KYIHPOBAHUA OCTPOro 3MM30/a OBLI0 OOHAPYKEHO
cHIDKeHne ypoBHs C3 B mmazMe KpoBH. OAHAKO A
OKOHYATCIbHON BEpU(PHUKAIINK THArHO3a B IOMOOHEIX
ciy4asx, 6€3ycia0BHO, HEOOXOIMMO FeHETHIECKOE HC-
CJe/I0BaHuE.

IlonBoasa MTOr aHATW3y MCXOJ0B aKyNIEPCKOTO
al'VC B HamleM Mccle0BaHWH, CIEAYeT OTMETHTE,
YTO HEOMaronpHATHBIA MCX0/ 3Toro Bapuanta TMA
(cMepTs 1 oCTYKeHHe TO3MHNX —4 1 5 ctaanii — XbI1
B ucxoae OIII) umen mecto y 41% marmenTok. M3 5
YMEpIINX UeTBEPO BXOAWIH B TPYIITYy C Pa3BUTHEM
al'VCg Il TpuMecTpe 1 mocie po/IoB, U JTUIIE Y OTHOR
3abonesanne passmwiochk Bo Il Tpumectpe. Bo Beex
cIydasx OCHOBHOM NMpHUIMHOM cMepTH ctana [IOH, y
psina OONBHBIX B COUETAHHH C CEIICHCOM. B IpoTHRO-
MOJIOKHOCTh MaTepUHCKOMY HCXOM JIIs MMOTOMCTBA
o1 Xyxe mpu passutin al 'Y C B 6oiee paHHHE CPOKH
OepeMEHHOCTH: Ha CpoKax 18 126 Hell B ABYX COyYasx
MPOM30LLIA aHTCHaTadbHas THOCTb 10/, OJMH pe-
OCHOK, POJMBLINICS MPU CPOKe 24 HEJ B COCTOSAHUH
[1yOOKOM HEJOHOMIEHHOCTH, YMEp CIIYCTS CYTKH, H
TOJBKO B OTHOM CcIy4ae aHTeHaTalbHasi CMepTh IJI0/1a
HacTymnwia Ha 34-i Henene recTalyy.

Pezynpratsl Halero uccae10BaHNs HIMEIOT OTIpe/ie-
JEHHBIE OTpaHHYEeHHA. JTO, B MEPBYIO OUepeb, OT-
CYTCTBHE T€HETHUECKOTO OOCIICIOBAHUSA MALHCHTOK,
KOTOPOE IO3BOJIIIIO OB MACHTH(OUIIPOBATH MyTaIlHH
B TeHaX CHCTEMBI KOMIIJIEMEHTA M B HEKOTOPBIX CJIY-
qasx, TAaKUM 00pa3oM, MOATBEepANTD Juarto3 al VC.
OnHako B Halllel cTpaHe TeHeTHYECKHE HCCIe0Ba-
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HUS B 3TOH 00JacTH B HACTOSILCE BpeMs HaXOMATCS
B Ipolecce craHoBiaeHud. Iloka mumb ABOe HAaIIUX
OOJILHBIX CHIalK OMONOTHUCCKMH MarepHal Ha JlaH-
HOE UCCJIEJ0BAHNE, U MBI OKUAACM pe3ylIbTara dyepes
2 Mec. BTopbIM orpaHndeHHeM CTaao OTHOCUTEIBHO
HEOOTBIIOE YUCIO MAIIMCHTOK, B CBA3H C UEM OTCYT-
CTBYIOT CTATUCTHICCKHE Pa3INiMs 10 OOTBIIHHCTRY
MapaMeTpoB, XapaKTEepH3YIOIINX akymepckuii al YC.
OnHako, npuHNMas BO BHUMaHue, uTo al 'Y C siBiseTcst
opdanHEIM 3a007ICBaHHEM, CXOAHAS CUTYaLlMs XapaK-
TepHA U I APYTuX padoT, MOCBAICHHBIX TaHHON
mpobieme.

3AKNIOMEHUE

Takum 06pa3oM, HACTOATIEE HCCISTOBAHIEC HMEET
TIEJTBI0 O3HAKOMUTB TIPAKTHUSCKIX Bpaueil, Kak Hedpo-
JIOTOB, TaK W aKyIIepOB, C OCOOCHHOCTSIMH TCUCHVIH,
MOAXOAaMHU K JUAarHOCTUKE WU TEpaluM, UCXOJaMU
akyurepckoro al'YC, accollmupoBaHHOTO ¢ GepeMeH-
HOCTBIO U poAaMH. Y MHAIUCHTOK C FCHETHYCCKOMN
IPCAPACIONOKCHHOCTBIO K HAPYUICHUIO PEryIsIIN
KOMILIEMEHTa GepEeMEHHOCTE B COUCTAHHH C IPYTHMH
Tpurrepamu TMA WiH, Kak Ipe/uiaraloT UX IMCHOBATh
CCTOIHS, KOMIUICMCHT-aKTHBUPYIOIIIUIMH COCTOSHUSAMI
(mmapest, uHQEKLNA) MOTYT 00yCIOBHTE Oolice paHHee
paseutie al'VC, ueM 3T0 TpajAMIMOHHO HaOIOma-
etcs. 3aboneBaHne, BO3HHMKaromee Bo 1l Tpumectpe
reCTalluK, MPOTEKACT MEHEE TSKEIIO U MPH CBOCBpE-
MCEHHOM AWArHOCTHKE M He3aMeIIHTSILHOM Hadaje
IIa3MOTEPAITH MOXKET UMETh OIaromp s THEIH HCXOJ
JUIS MaTepy, HO He JUId IUioAa. B 1eoM ke TeucHue
akymepckoro Bapuanta al 'Y C ipeacrasiseTcs Oomee
TSKETBIM, YEM HTO XapaKTePHO IS TAHHOTO 3a001eBa-
Hus BooGIe. OTIHUNTETLHON 0c06eHHoCTEIO al Y,
ACCOIMUPOBAHHOTO ¢ OEPEMEHHOCTRIO M POJIAMH, SIB-
nseTcs Beicokas dactora [IOH BeaencTrue ObicTpoit
reHepaTM3allii MUKPOAHT HOMTAaTHIECKOTO Ipoliecca. B
CIIy4asx, Korja pa3Butuio TMA npeaiiecTByeT KIHHHU-
ka npeskinamicun w/nian HELLP-cunnpoma, Hepenko
B COUCTAHHU C JPYTUMH OCIOKHCHUSAMU TecTallii
(HampuMep, KpOBOTEUCHHEM) WM MPOLIEcca POJOB,
a TaKKe PKCTPECHHOC OMCPATHBHOE POIOpa3peIICHUC,
OTCYTCTBHE OXXKHAACMOM MOTOXKUTEILHON AUHAMU-
K B COCTOSHHM PONMJIBHUIIBI MOCIE 3aBEPIICHUS
OepeMEHHOCTH MOXKET CBHICTCIBCTBOBATH B IOJIB3Y
nuarHosa al'VC. B momoOHBIX ciiydasx MMoKazaHo
HEMEIICHHOES HaYaI0 Teparuy SKyIrn3yMaboM, KOTo-
PBII CIIEAYET paccMaTpyBaTh Kak Ipernapar BeIcopa B
aedeHnu mocaeponosoro al ' YC. B TeueHHe HECKOIb-
KX JHCH, TOKa 0:KUAACTCS MOCTYIUICHUE IIpernapara,
MAIIeHTKe HeOOXOIMMO ITPOBOTUTE TLTA3MOTEPAITHIO,
MPEATIOUTHTEIbHES B pekuMe T1azMoobMeHa, Bo-
MPOCHI OTCPOUCHHOTO HA3HAYCHWS YKyTH3yMada mpH

HECBOEBPEMEHHO YCTaHOBICHHOM JAMAarHo3€e aKyuep-
ckoro al'YC TpebyroT nampHeiimero nydenus. Ecmm
muarHos al 'Y C, acconMupoBaHHOTO ¢ GepeMEHHOCTRIO
¥ pONaMH, He yIaloch BepH(UIINPOBATE BOBPEMH,
HECMOTPs Ha XapaKTepHYI0 KIMHHKO-T1ab0paTopHYIO
kaptuny TMA, 4To MOBIEKIO 32 COOOH OTCYTCTBHE
aJICKBaTHOM Tepalvy, U MAlHeHTKa JOCTHINIA MO31-
uux craauid XBII B ucxoxe OIIIL, nns onpenenaeHus
He(poTOTHUECKOTO MPOTHO3a M BRIOOpa AaTbHEHTIIeH
TepareBTHICCKOM TAKTHKH HEOOXOMUMO BBHITTOTHCHIC
ouoncun nmouku. HecBoeBpeMeHHasl TUAarHOCTHKA
al'YC u oTcpoueHHOE Hauado MaTOTCHETHYECKOM
Tepanui, o0yCIOBICHHEIC, B TICPBYIO OYePelb, HEMO-
CTaTKOM 3HaHWMH NPaKTHYECKUX Bpadye B BOIpOcax
akymiepckux TMA, IPUBOIAT K JACTATLHOMY HCXOIY
noutd y 30% maimeHTok.
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