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PEDEPAT

OnuncaHbl ABa KNMHNYECKMX HAOMIOAEHNS aTUMMYHOMO FrEMONIMTUKO-ypemMumyeckoro cuHgpoma (al'yYC) y naumeHntok Bo Il n lll
TpuMecTpax 6epemeHHocTel. MNpeacTaBneHHbIE Ciydan XapakTepuayloT Taxenoe TedeHre al'YCa, koTopble, HECMOTPS Ha
CBOEBPEMEHHYIO ANarHOCTUKY, paHHee Havano Tepanuun, UMenn HebNaronPUSATHBIN KIMHUYECKNIA NCXo4,. Bnepsble B oTeve-
CTBEHHOW NIMTepaType onvcaHbl MOP@OIorniyeckme N3MeHeHNs TKaHM NoYeK No pesysistatam rmcToNorm4eckoro ncenenosa-
HWS1 ayTOMNCUIAHOrO MaTeprana, Nnoay4eHHoro y naumeHTok ¢ al'yC.

KnioueBble cnoBa: aTUNMYHbIN FrEMONINTUKO-YPEMUYECKNIA CUHAPOM, 6EPEMEHHOCTbL-aCCOLMMPOBAHHBIN aTUMNYHBINA FeMO-
JINTUKO- YPEMUYECKUI CUHAPOM, TPOMBOTUYECKAs MUKPOAHTMONaTUS.

ABSTRACT

Described two clinical observations of atypical hemolytic-uremic syndrome (AHUS) in patients in the second and third tri-
mesters of pregnancy. Presented cases characterize severe course of AHUS that despite timely diagnostics, early initiation of
therapy had an adverse clinical outcome. For the first time in Russian literature described the morphological changes of renal
tissue by results of histological studies of autopsy material obtained from patients with AHUS.

Key words: atypical hemolytic uremic syndrome, pregnancy-associated atypical hemolytic uremic syndrome, thrombotic
microangiopathy.

BCTYNJIEHUE

ATUNUYHBINA F€MOJIUTUKO-YPEMUYECKUA CUHIPOM
(al'YC) — ato pemkoe ku3HEyrpokaroliee 3a00neBa-
HUE, XapaKTepU3YIOLIeeCs] MUKpPOAHTHMONATHYECKON
TeMOJINTUYECKON  aHeMHuel, TpOMOOIMTONCHUEH
U OCTPBHIM I[OYEYHBIM MOBPEKACHUEM, HE CBSI3aH-
HbBIM C WH()HUIAPOBAHUEM KHIIEYHOW MAJIOYKOM.
Ha nomo al'YC npuxoaurcs 1o 10% Bcex ciydaeB
FeMOJUTUKO-ypeMuueckoro cutapoma [1]. aI'YC y
Batrommn M.M. 344022, . PocroB-Ha-/lony, nep. HaxuueBanckui, 1. 29.
Focyz[apCTBeHHoe 6IOI[>KGTHOC O6pa3OBaTeHLHOC YUPEKACHHUE BBICLICTO
npodeccroHanbHOro 00pasoBanus «POCTOBCKHMI rocyjapcTBEHHbII Me-

JUIUHCKUH YHHBEpCHUTET», Kadenpa BHyTpeHHUX Oone3Held Ne 2. Teir.:
+7 918-501-88-01, e-mail: batjushin-m@rambler.ru
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OepeMeHHBIX JKEHIIMH W TMAIMeHTOK B TOCIEpPOI0-
BOM Tiepuoze (Tak Ha3bIBaeMBIH «OEpEeMEHHOCTh-
aCCOIMUPOBAHHBINY Wi «akymepckuit»y al'YC) pe-
ructpupyiorcs B 10-15% Becex cimywaeB al YC [2] n
CBfI3aH C HEONArOMPHUATHBIM KIMHUYECKUM ITPOTHO-
3oM [3].

al'VC oTHOCHTCS K TpymIe TPOMOOTHUECKUX
MukpoanTrronatiuii (TMA), nis KOTOpBIX XapakTep-
HO TIOBPEXKICHHUE YHAOTEIHNS COCYIOB MHUKPOIHPKY-
JIITOPHOTO pycClia ¢ TeHEepaJTu30BAaHHBIM TPOMO000-
pa3oBaHHEM, YTO MPHUBOANUT K WIIEMHH BHYTPEHHHUX
opranoB. B ocHoBe pasButms al 'Y Ca JIeKUT Hepery-
JTUpyeMasi aKkTHBAIWs aJIbTEePHATHBHOTO MYTH KOM-
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IJIeMeHTa, 00yCIIOBIEHHAs MyTalueil reHoB comple-
ment factor H (CFH), complement factor I (CFI),
membrane cofactor protein (MCP) wiu complement
C3 [4].

[Moukn 0coOEHHO YSI3BUMBI K KOMIUIEMEHT-
OTOCPEIOBAHHOMY BOCHAJIMTEIBHOMY IOBpPEXK/e-
HUIO, TMPOUCXOMAIIEMY B pE3ylbTare OTIOKEHHS
TUPKYJIUPYIOMIHUX (HParMEeHTOB KOMIUIEMEHTa BJIOJb
KITyOOUKOBBIX KallMJUISIPOB M Ha DH/IOTEINU apTeprO
U BIMSIHASL MECTHBIX (pakTopoB BocmaieHus. Kpome
TOTO, MOMUMO TIO4Ye4HBIX mpossieHuit al YC, y na-
[UCHTOB Pa3BHUBAIOTCS DKCTPApPCHAJbHbBIC TPU3HAKH
3a0o0neBaHMsl, BKJIIOYas BOBIIEUEHHUE JBIXAaTENbHOM,
CEpIIEYHO-COCYIUCTOM, LEHTPAJIbHON HEPBHOW CH-
CTEMBI, JKeITyJOYHO-KUIIEYHOTO TpakTa u 1p. [5] Ilo-
JMOPraHHOE MOpaXeHHe 00YyCIIOBIEHO YTONIICHUEM
apTepuoIl U KalWUISIPOB C OTEKOM U OTCJIO€HUEM DH-
JOTENNA, CyOIHI0TEeINATbHBIM HaKOTIJICHHEM OEJIKOB
M KJIETOK [6].

[Homumo al'YC, x yncmy TMA Taxke OTHOCHUTCS
tunnuabiid 'Y C, cBs3anusiii ¢ llura-TokcuH mpomy-
nupyromei Escherichia coli, rpombotudeckast TpoM-
6orutonennueckas nypmypa (TTII), oGycnoBnennas
nepuurom ADAMTS-13, HELLP-cunapomom, siB-
JISTFOIIIUMHMCS TSDKEIIBIM OCJIOKHEHUEM T'eCTOo3a.

JnurenbHOE BpeMsi OCHOBHBIM METOJIOM JICUCHUSI
SIBIISUIACH TUTA3MOTEPAIIHS, TO3BOJISTIOIIASI BBOJAUTH HOP-
manphbie CFH, CFI, C3 u np., Ha CEeTOMHSITHINA TeHb
MEPCIICKTUBHBIM  SIBISIETCST  BBEJICHHE YEIOBEUESCKHX
MOHOKJIOHAJIBHBIX aHTUTeN K C5-KoMIumeHTa [7].

[MpuBogyM KIMHUYECKHE HAONIONCHUS Pa3BUTHS
al'YC y nByX MamnueHToK B MOCISPOIOBOM MEPHO/IE,
3aBEpIIMBIINECS UX THOEIBIO.

Knununyeckuii cayyaii 1.

ITammentka I1., 30 met, moctynuia 4 urons 2014
roga B MBY3 I'bCMII Ne2 r. PocroBa-na-/lony. B
aHaMHe3¢ — HEUPOCEHCOpHAs TYrOyXOCTh, apTepH-
aJpbHAs TUTIEPTCH3US, TYOYTOMHTEPCTUITHATHHBIN He-
(pur, panee mpu nepBoit 6epeMeHHOCTH rHbeb Mila-
JICHIIa OT ac(h)UKCUU Ha 3-M CYTKH ITOCJIe CaMOCTOsI-
TEJBHBIX TPEKICBPEMEHHBIX POJOB B CPOKE 35 HEI.

[Ipu Hactosmeit GepemMeHHOCTH B cpoke 21 Hen
MOSIBUJIACH YTpo3a MpephIBaHusI OEPEeMEHHOCTH, BBI-
SBIICHO MHOTOBONIME, IUIAICHTApHAs HEI0CTaTou-
HOCTb, TSYKEJIbI TMIEPTEH3UOHHBIN CUHAPOM, coYe-
TaHHBIN TECTO3 2-11 MOJIOBUHBI OEPEeMEHHOCTHU TSDKE-
noui crerienu. B cpoke 33 Hen 6epeMEeHHOCTH B CBA3ZU
C Pa3BUBIINMCS OCTPBIM TMOYCYHBIM TTOBPEKICHHEM
3 uronst 2014 rona manMeHTKE BBIOJIHEHO KECAPEBO
CEYCHHE B HIDKHEM MaTOYHOM CETMEHTE.

OOBEeKTHBHO HA MOMEHT MOCTYIUICHUS: TTAIlCHT-
Ka aKTUBHBIX ’XKajo0 HE MpEeabsBIsLIA, HAXOIUIACh

B SICHOM CO3HaHWH, KOHTAKT 3aTPyJHCH B CBS3H C
HEWPOCEHCOPHOM TYyroyxocThto. IIpu ocMmorpe Kox-
HBbIE TIOKPOBBI OJie/IHbIe, MEpUPEPUUECKUX OTECKOB
HeT, aprepuanbHoe aaBieHue (AJl) 190/100 mm
PT. CT., CO CTOPOHBI OPTaHOB JIBIXaHUS, JKEIYTOUHO-
KUIIEYHOTO TPaKTa 0e3 MaToIorn4ecKux N3MEHECHUH,
CHIDKEH TeMmIl anypesa 1o 20 mur/4. JlabopaTopHo — B
obmeMm anammze kpoBu (OAK) neiikoruTos (Jieiko-
uthl 20x10%/11, mamouko-saepHblii caBur 10 29%),
anemust (@putpountsl 2,5%10'%/1, remormobun 81
/1), TpoMmOouuToneHus (TpomOouuThl 48x%10%/71);
MO JIaHHBIM OMOXMMHYECKOTO HCCICAOBAHUS KPOBH
azoremus (MouyeBuHa — 20,6 MMOJIB/JI, KPEATUHUH —
338 MKMOJIB/J), TUIONpPOTeHHEMUs (OOIIMii OesToK
45 r/m), ACT 67 EJl/n, AJIT 34 EJI/n; B Koarymnorpam-
M€ — HOPMOKOATYJISIIINS; 10 TAHHBIM OOIIEero aHalu-
3a Mmoun (OAM) — mpoteunypwust 1o | r/m, sputpo-
uutypus 1o 10 B mone 3penus. THCcTpyMeHTanbHO:
MIpH yIBTPa3BykoBoM uccienoBanuu (Y3H1) opranos
opromHoi monoctu (OBII) u 3abpromuHHOTO TPO-
CTpaHCTBa MapeHxuMa modek 10 20 MM, TOBBIIICH-
HOW 3XOTeHHOCTH; MpH dxokapauorpapun (OxoKI') —
nepuKapauTt, onpenesercs 10 200 M KUAKOCTH B
nepuKape; Ipu peHTreHorpaduu OpraHoB TPYAHOM
kieTku (OI'K) — matonorun He BBISBIICHO.

3a mepBble CyTKH Ha (pOHE TPOBOAMMON HHOY-
3MOHHOW Tepanuy KPHCTAIOWJIHBIMU PacTBOPaMH,
10% anpOymMHHOM, 0€3 CTUMYJISIIIMU CalypeTHKaMU
nuype3 ysenuuniicss u coctaBua 3300 mi. Taxoke
MalKeHTKe MPOBOIWIACH aHTHOAKTepHalbHAs, TH-
MOTCH3MBHAsS, CEJAaTHBHAs TEparusi, BBIMOIHIIUCH
TpaHc(hy3un TPOMOOIIMTAPHOTO KOHIICHTpAara, CBe-
JKE3aMOPOKCHHOW TIIA3MBbI, SPUTPOLUTCOEPIKAIIIC
cpenpl. OTMeuanach MOJOXUTEIbHAS JUHAMUKA B
BUJIC TEHICHIMH K HOPMAJIM3AIMH apTepHaTIbLHOTO
nmasinenus (140/90 MM pT. CT.), B OMOXHMHYECKHX
aHalm3ax KPOBU — YMEHBIICHUE a30TEMHUH, YBEIU-
YeHue YpoBHS oO0Iero 6enka, OgHaKo, MO JTaHHBIM
OAK, oT™Medanoch mporpeccupoBaHre aHEMUHU — Te-
MOIJIOOHH J10 66 T/1I, TIPH ATOM Pa3BUTHE I'eMOIH3a,
(dbopMupoBaHue MaTooruueckue HGopM SIPUTPOIIUTOB
He ObLTO 0OHAPYIKEHO.

Uepes ABOE CYTOK MOCIE MOCTYIUICHUS 6 HIONS
2014 roma manueHTKa IpeabaBIsiiIa jKajJo0bl Ha pe3-
KO BBIp2)KEHHOE TOJIOBOKPYKEHHE, Pa3BUBACTCS T'H-
nepToHrYecKuit kKpu3 ¢ nmogbemom AJl mo 205/110
MM PT. CT., IPOUCXOJUT YTHETCHUE CO3HAHNS, BIIOTh
JI0 KOMBI C HapyIlIEHHEM JIbIXaHHUs1, 4TO TpeOyeT mpo-
BEJICHUSI PECIMPATOPHOIN TOIICPIKKH, PErHCTPUPY-
ercs anuzokopus D<S.

[Tpu xomnbroTepHoii Tomorpaduu (KT) romosno-
ro MO3ra B JIEBOM BHCOYHOW 00NacTH Ompenensercs
TUTIOJICHCUBHAS 30HA pa3MepoM 22X5 MM U omoOHast
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Puc. 1. Mouka. Knyboyek yBennyeH, kanuispbl PaCTsHyTbl KIeT- Puc. 2. Mouka. MNpocBeT Mexa0nbkOBOW apTePUN YaCcTUYHO 3a-
Kamu KpoBM 1 Tpombamu, B kanunsipax kinyboyka HeKpo3 aHA0- KpbIT. YTOJNLLEHNE CTEHKM cocyaa B OOJbLUE CTENEHN 3a CHET
Tenusa cocynoB. Okpacka reMaTtokCUINHOM 1 3031HOM. YB. 400. MHTUMbI. OKpacka reMaTokKCUIMHOM 1 303nHOM. YB. 400.

- __%,l"x -y W L IER T e AN Y iy

Puc. 3. MNoyka. TpoM603 KanuINspoB Kiyboyka, TPOMObI B MPO- Puc. 4. MNouka. Konnanc kanunnsapHbIx netenb kiayboyka ¢ aKec-
CBETEe MeJIKUX apTepuil, peMOLENMPOBaHe CTEHOK apTepuii ¢ CyAauvei B NpocBeT kancynbl. Okpacka reMaTokCUIMHOM 1
eHecTpaumeit 1 yToNLEHNEM UHTUMBI, BbIPaXEHHbIE AUCTPO-  903MHOM. YB. 600.

duryeckne n3aMeHeHns anuTenms kaHanbues. Okpacka remaTok-

CUIMHOM U1 303MHOM. ¥YB. 200.

Puc. 5. Mouka. OtnoxeHne C3-koMnanMMeHTa B Me3aHrmyme, aH-
[0TeNnnu Kanunisapos 1 B NpoceeTe Kancysbl LLymnackoro. mmy-
HormcToxMmmnyeckas peakumsi npotns C3-komnnumerTa. YB. 400.

Puc. 6. NMouyka. OtnoxeHne C3-koMNAMMeEHTa B NMPOCBETE
KaHanbLeB. MIMMyHOructoxmummyeckas peakumsa npotns C3-
KomnaMmeHTa. YB. 400.
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30Ha 9%14x6 MM B MOCTY CJieBa — BBISIBIIEHO OCTPOE
HapylieHne Mo3roBoro kKposooOpamierus (OHMK)
I10 MIIIEMUYECKOMY THITY B BEpTeOpoOa3uIsipHoM Oac-
ceifHe eBoii cpenHeit mosrosoi aprepun (CMA). ITo
pe3yiibTaTaM dKCTpaKpaHHaIbHOHM Jommuieporpadun
(BKAI) ompenensieTcss BBIpaKEHHBIH aHTHOCIA3M
apTepuii TOJIOBHOTO MO3Ta Ha (hoHe KomIipeccnu 00e-
WX TIO3BOHOYHBIX apTepuil B KaHaJe IOMEePEdHbIX
OTPOCTKOB HIEHHBIX MO3BOHKOB. [lo maboparopHbIM
JTAHHBIM—COXPaHSIETCs] TPOMOOIIUTONICHHSI, aHEMHUA,
MaTOJIOTHYECKUX (OPM DPUTPOIIMTOB HE OOHapyKe-
HO, TEMOJIN3a HET; ONpe/ieTieH YPOBEHb JaKTaTAeT U~
prenassl (JIJI), cocransitommit 620,5 EJl/n. 7 wronst
2014 roma KOHCWJIMYM TIpEAIONiaraeT Halu4yhe y
MAlUeHTKH  TPOMOOTHYECKOW MHUKPOAHTHONATHU
(TMA), al'YC.

Ha ¢one mpoBoamMoii Tepanuu IMoJiep:KuBal-
cs aJeKBaTHBIN JUype3, OTMeYalach TEHACHIUS
B CHIDKEHHH IIOKa3arejel azoreMuu (KpeaTMHUH
162 MKMOJIB/IT), yIydlIaguch MapameTpbl TeMOIOo-
OuHa 92 T/7 ¥ SPUTPOIMUTOB, YBEIUYNBAIOCH KOJH-
4eCcTBO TpoMOoIMTOB 10 156%10%/71 (Ha GoHe TpaHc-
(dy3un KOMITOHEHTOB KpoBH). OIHAKO COXPaHsIIOCh
HapyllIeHNUEe CO3HAHUS HA ypOBHE KOMEHI 2 (4-5 Oai-
JIOB TO IKajie koM lJasro), cranm HapacraTh ypo-
Benb JIJII' no 1020,5 EJI/n. 1o naHHBIM MarHUTHO-
pe3oHancHo#t Tomorpaduu (MPT) ronosHoro mosra,
BeInoOIHEHHOW 9 mronst 2014 roja, maTrojoruueckue
M3MEHEHHS BeIIeCTBa TOJOBHOTO MO3ra HE BBIAB-
nensl. [IpenmnonoxeHo, 4To onpenenaeHHbl BKIa B
Pa3BUTHUU KOMAaTO3HOTO COCTOSIHUS y JaHHOM MaIfu-
€HTKH ITPUHAJICKUT NIPOBOJUMON Tepanueil Marse-
suet (Marnuit 0,72—1,2 MKMOJIB/TT) OO TSHKENBIM
TedyeHueM rectosa, u 10 urons 2014 roma mpuHATO
peuIeHUE O TPOBEIEHUN POIJIEHHOW BEHO-BEHO3HOU
remoaunadunsTpanyu (IIBBIAD).

Ha ¢one mpoBeneHus 3aMecTHTENLHON TOUYeU-
soit Teparnuu (3I1T) oTMeuaeTcst OMOKUTETbHAS TH-
HaMHUKa CO CTOPOHBI CO3HAHUS MAIMEHTKN — OTVTyIIIe-
Hue coznanus (13—14 6amioB no mkasne koM [1asro).
OpHako B CBSA3M C MEPUOJUYECKH TOSABISIOMINMUCS
TOHHUKO-KJIOHUYECKUMHU CYJOPOraMH OBIJIO TPUHATO
pelIeHrne 0 HEOOXOMUMOCTH IMPOBEACHUS IIyOOKOM
cemanuy. YuuTeiBasg aHamue3 3abonesanus, OIII,
HaJIW4YHe TPOMOOIIMTONICHUH, AaHEMUH, TIOBBIIICHHOTO
ypoBHst JI/II, mpennonokeHHOE pa3BUTUE Y OOTBHOMN
TMA ¢ nopaskeHHeM TOYeK M FOJIOBHOTO MO3ra, To-
MHUMO aHTHTHIIEPTEH3UBHOMN, aHTHOAKTEPUIIBHON Te-
parnuu, MeIMKaMEHTO3HOU CeJlalluM, UCKYCCTBEHHOM
BenTwanuu nerkux (MUBJI) u 11T, npoBozasTcs exe-
JTHEBHBIC TPAHC(Y3HUHU CBEKE3aMOPOKEHHOM IIa3MBI.

16 utomns 2014 rona npopomxkaetcs IBJI, Bue ce-
JIalliy YpOBEHb cO3HaHuUs — comop (12 6ammoB 1o

Puc. 7. Noyka. MaccuBHble OTNOXeHUs drubpuroreHa B CTEHKE
KanuanapoBs 1 Me3aHrnyme. IMMyHOrnctoxmmmuyeckas peakums
npotue ¢ubpuHoreHa. Ys. 400.

mIKaje KoM 171asro), cCoxpaHsaeTcs: CyJOPOKHBIN CHH-
JpOM, TeM He MeHee, TeMOIWHAMHYECKH ITalreHT-
Ka cTabuibHa, JUype3 aJeKBaTeH BOIAHON HarpysKe.
JlabopaTopHO OTMEHaIach MOJIOKUTENbHAS THHAMU-
Ka B BUJIE HEKOTOPOTO TIOBBIIICHUSI YPOBHS SPUTPO-
uToB (apuTpormtel 2,63%10'%/1), CcyIiecTBEHHOTo
YBEIUYCHHUSI yPOBHA TPOMOOIUTOB (TPOMOOIIUTHI
200x10%m). Tlo maHHBIM KOAryjJaorpaMMbl — ITOBBI-
menue MapkepoB Tpomobuaemun (POMK — 6 mkr/m,
D-dimer — 1252 Hr/Mi) ¥ 3HaYUTEIBHOE CHIDKEHUE
aatutpom6OuHa 111 — 28%.

[lo nmaHHBIM OWOXMMHYECKOTO WCCIICAOBAHUS
KPOBH TIO-TIPEKHEMY COXPAHSIICA BBICOKHM YpO-
Benb JIJII" — 860 EJl/n, xpeaturuH — 216 MKMOJIB/T,
C-peaktuBHbIil Oenok — 115,6 mr/m. Torma ke mo-
Jy4eHbl pe3yabTaThl HCCIENOBAHHUS YpPOBHS aHTH-
ten k ¢aktopy H, cocraBmsaromue 102% ot ypoBHS
anTuten K dakropy H B KOHTPOIBHON CHIBOPOTKE,
U aKTHBHOCTH MeTauronporenHassl ADAMTS-13
B TUTa3Me MAaMeHTKHA — 25% OT ypOBHS aKTUBHOCTH
ADAMTS-13 B KOHTPOJBHOU IIIa3Me, MO JTaHHBIM
TEeHETUYECKOTO HCCIIEIOBaHMs BBIABICHA T€HETHYe-
ckast poMOodmmst (myTarus B reHax FGB u PAI-1).

19 utonsa 2014 roma pa3BuiIach KIMHUYECKAs Kap-
THHA KHUIIIEYHOTO KPOBOTEUEHHS, B CBSI3M C YE€M BEI-
nosHeHB! OIJIC, Buaeokononockons (BKC). Tak kak
WCTOYHHK KPOBOTEUEHUS HE yIajIoCh YCTAaHOBUTD, Ta-
IIMEHTKE ObLJIa BRITTOTHEHA JTATIapOTOMILSI, 0OHAPYKEHO
KpPOBOTEUEHHE W3 TUBEPTUKYIST MEKKels, BBITOJTHEeHA
PEe3eKIHs TUBEPTHKYIIA, HAJIOXKEeH aHactoMo3. Hecmo-
Tpsl Ha TMPOBOAWMBIE TpaHC(Y3HMOHHBIE, TeMOCTATH-
YECKHE MEPOTIPHUATHS, PEUUANBUPYIOT KPOBOTEUCHHUS
u3 XKT. Ilpu 3T0M y NManyMeHTKU CHU3UICS UYpE3,
TIOSIBUJICSL OT€YHBIA CHH/IPOM, CTaJIM HapacTarh MOKa-
3aTes a30TeMHUH, ITPOTPECCHPOBATT META0OINIECKUN
aruI03, uTo morpedoBasio BozooHoBmeHus 311T.
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23 utons 2014 roga — penuauB MacCCUBHOTO KpO-
Boreuenus: u3 npocsera XKKT, nmpu BKC BrisiBreHBI
KpPOBOTOYAII[E SPO3UN B TIPOCBETE TOJCTON KHILIKH,
KpOBOTEUEHHE OBIJIO OCTAHOBJIEHO 3HJIOCKOITHYECKH.

26 nrons 2014 roga, peruanB MaCCUBHOTO KPOBO-
TEUEHUs, OJJHAKO MCTOYHHUK KPOBOTEUEHHMS, 1O JaH-
weiM OIJIC, BKC, He ycTaHOBJIECH, B CBSI3M C 4YeM
9KCTPEHHO BBITIOJHEHA pellanapoTOMHUs, MTPOU3BEIe-
Ha pe3eKIus MOAB3IONIHON KHIIKU C aHACTOMO3OM.
ITocneonepanmonHblii NEPUOA  MPOTEKAI KpaiiHe
TsDKENO ¢ peunauBaMu kpooreueHuid u3z JKKT, npu
BeimonHeHHbIX OIJIC u BKC koHcTaTnpoBaHo mud-
(hy3HOE PO3UBHOE TTOPAKEHUE CIIM3UCTON 000IOUKH
KKT. ponomxkenst 31T, Tpancdy3ust KOMIOHEHTOB
KpOBH, reMOCTaTHYecKas Teparus, OJHAKO COCTOs-
HUE TAIUEHTKH YXYIIIaJoCh: yCyTryOnsioch Hapy-
LIEHWE CO3HAHMs, MPOrpeccupoBajia JbIXaTelbHasd,
CepIeYHO-COCYIUCTAs M TToYeYHast HeI0CTaTOYHOCTb,
HapacTaiu BocmanuTenbabie n3Menenus B OAK.

7 aBrycra 2014 ronma pa3Buiach KJIMHUKA HECO-
CTOSITENIFHOCTH SHTEPOIHTEPOAHACTOMO3a, TIO MTOBO-
Iy 4ero TMalyeHTKa SKCTPEHHO OIepupoBaHa, MpU
peanapoToOMHH BBISBIEHA HECOCTOSITEILHOCTh aHa-
CTOMO3a, JUAarHOCTUPOBAH PA3JINTOM KaJIOBbIN MEPU-
TOHUT, TOJICTOKHUIIIEYHOE KPOBOTEUECHHE, BHITTOIHEHBI
[IPABOCTOPOHHSAA TE€MHUKOIIKTOMHUSA, HICOCTOMHS.
CocTosiHMe MalMEeHTKN MPOrPECCUBHO YXYyAIIANOCH,
Ha (OHE PEeIUIUBUPYIONIMX KPOBOTEYCHUH, IPO-
IPEeCcCUpOBaHUS CENTHYECKOro Mpolecca M MOJIHop-
ragHoi HempoctarogHocTH 9 aBrycra 2014 roma xoH-
CTaTHpOBaHa CMEPTh.

AHanM3 TUCTOJIOTMYECKOTO MaTepuasa MO3BOIHIT
BBISIBUTH Hanmuune TMA, 1UIsi KOTOpOW XapaKTepHBI
OTEK U OTCJIOWKa JHAOTENHUS COCYAOB, YBEIUYEHHE
CYO9H/IOTEIMATBHOTO MIPOCTPAaHCTBA € (OPMUPOBa-
HUEM B HEM aMOp(HOro marepuajia W OKKIIO3Hen
IIPOCBETa COCYAOB TPOMOaMH, COEpKAIIUMU TPOM-
Oonutel U GuOpPUH (puc. 1-6).

B xanmmuisipax Ki1yOO4YKOB MHOKECTBEHHbIE 30HBI
MTOBPEXACHUS SHJOTENNS B BHJE OTE€Ka DHOTENHA,
MHOYKECTBEHHbIE TPOMOBI M CIAJKH IPUTPOLUTOB.
B nmputeraromieii cTpomMe KpOBOMBIUSHUS, TOYSUHBIE
KaHAJIBIBl C BBIPAXXCHHBIMU JUCTPOPUUECKUMH U3-
MEHEHHUsI, 30HaMH HEKPO30B.

Kannuyeckuii cayyvaii 2.

[Mammentka K., 35 ner, mocrynmia 11 ¢epans
2016 rona 8 APO I'bY PO OKbB Ne2.

B anamuese — ofgHM pojbl B CPOK, JaHHas Oepe-
MEHHOCTb ITpOTeKaja Ha OHE recTo3a ¢ MOBBIIICHHU-
em A/l 1o 140/100 MM pT. CT.

2 ¢epains 2016 roga B cpoke 28 Hen GepeMeHHO-
CTH TaIIMECHTKA OBbLJIa TOCTaBICHA CKOPOI IMOMOIIBIO
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M0 MECTY KHUTEJbCTBA C ’kKajJo0aMHi Ha KPOBSIHUCTHIE
BBIJIEJICHUA W3 TOJIOBBIX MyTel (IpoorKaromuecs
okoio 50 MWH), TOJOBHYIO 00Jb, TMOBHIIICHHE Al
10 140/100 MM pT. CT., OTEKH HMYKHUX KOHEUHOCTEH
(B TedueHME TOCTICAHCH HEMEH). Y YUThIBas TaHHBIC
OCMOTpa, TMPOAOIIKAIOIIeecss KPOBOTEUCHHE, HAJH-
YHe MPU3HAKOB HEKU3HECIIOCOOHOCTH III0/A, KOH-
CHJINYMOM OBUIO MPUHSATO pelieHne 00 AKCTPEHHOM
poIOpa3pelIeHnH ITyTeM BBINOJIHEHUST KecapeBa ce-
yeHus. MlHTpaonepamonHo oTMedasics moabem Al
no 200/100 MM pt. ct., kpoBomoTeps g0 2000 mui,
3aperucTpUpoBaHa TOTaNbHAs OTCIOWKA TUIALIEHTHI,
aHTeHarajJbHas THOesb TioAa. 3a BpeMs HaOIIoIeHUs
COCTOSIHHE MAIMEHTKH YXY/IIaJIoCh, paclieHHUBAJIOCh
Kak KpaifHe TsKeJloe, OTMedasaach aHypHys, HapacTanu
BOJTHO-2JIEKTPOJIUTHBIE HAPYILICHNS, AbIXaTebHas He-
JIOCTaTOYHOCTb, TIOSBIJIUCH IPU3HAKU OTE€Ka MO3Ta.

[larmenTka OblTa KOHCYJABTHPOBAHA IO JIMHUHU
canutapHoil apmanuu Bpadamu ['BY PO OKbB Ne2,
TpancnoptupoBana B MbY3 I'BCMII Ne2 nist mpo-
BEJICHUS] 3aMECTUTEIbHON moyeuHou Tepanuu. Ha
MOMEHT OCMOTpa COCTOSIHUE MAlMEHTKU KpaiHe TA-
JKeJloe, YPOBeHb CO3HAaHHWs 0e3 MEeIWIMHCKON cefa-
Uy — ortymenue. OTMevanach KpOBOTOYMBOCTH B
MOCTUHBEKIIMOHHBIX MecTaX. TOHBI cepiia puTMHY-
Hble, npurtytieHsl, AJl o 160/100 mum pt. CcT., Taxu-
Kapzus —JacToTa cepeunbix cokpammenuit (HCC 100
yaapoB B 1 muH). CamocToATeNbHOE JbIXaHne Hed]-
(EeKTHBHO, TIPOBONWIIACH PECIHPATOPHAST TOAICPIK-
ka. JKMBOT mpM Tanblanud B3AYyT, MEPUCTATBTHKA
HE BBICNIyIIMBajach. MOUYEOT/AEIeHHE TI0 YpeTpalb-
HOM KareTepy, coxpaHsjach aHypwus. JlabopaTopHo
npu nocrymieand B OAK nelikonnTo3 (JIEHKOIUTHI
24,6x10°%/n, cermenTosiiepusiii ¢casur 10 90%), ame-
must (3putporutsl 2,9x10'%/1, remornobun 83 r/im),
TpoMbonmToneHus (TpomMooruThl 136x10°%/1).

3 ¢deBpans 2016 ropa ycyryounich anemus (dpu-
TpouuThl 2,2x10'%/11, remornobus 64 /), TpoMOOITH-
ToneHust (TpomMOoIUTel 67%10%1); MO JaHHBIM OHO-
XMUMHHU KpOBHU a30TeMus (MoueBuHa — 11,8 MMomb/1,
KpeaTuHHH — 346 MKMOJTB/JT), THTIONTpOTenHEeMus (00-
i 6enok 49 /1), NOBBILICHNE YPOBHS IEUSHOUHBIX
depmentoB (ACT 329 EJI/n, AJIT 173 EJI/n), pe3koe
yBenmuenue JIJI' no 11360 EJI/7.

[TarmenTke mpoBOAMIACH 3aMeCTHUTENbHAs IIO-
YyeyHas Tepanus B 00beMe BEHO-BEHO3HOM remMoua-
¢unpTpanyu, 3a BeCh MEPUO]| JICUCHUS NalUeHTKE
OBUIO BBITIOJIHEHO IIECTh ONEpaluii reMonuaduiib-
Tpamnuu, mo 24 9 Kaxaas ¢ 00beMOM 3aMEIICHHsS OT
50 o 70 a/cyT.

4 depans 2016 roga 1a00OPaTOPHO OTMEUAIACh
MOJIOXKHUTEIbHASI AMHAMUKA B BHJI€ HApacTaHUs YHcia
SPUTPOIMTOB 10 3,52%10'%/11, yBeTUUEHHs T€MOTIO-
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Puc. 8. MNoyka. B kanunnsapax knybouka ToTasbHbIn HEKPO3 3HAO0-
Tenusa cocynos 1 100% TpoM603 1x NPOCBETOB. B npuneratoLlei
CTPOME KPOBOUINNSHUS, MOYEYHbIV KAHANEL, C TOTa/IbHbIM HEKPO-
30M anuTenus. Okpacka reMaTtoKkCUINHOM 1 303nHOM. YB. 400.

6una 10 96 r/mn, pombormToB 10 163%10%1; IO MAH-
HBIM OMOXMMHH KPOBH HOpMaJIU3alusl YPOBHS Mode-
BUHBI — 3,5 MMOJTB/JT, KpeaTHHUH — 109 MKMOJIB/J1, TeH-
JCHIMS K CHU)KCHHUIO YPOBHSI IIEYCHOYHBIX (DEpPMEHTOB
(ACT 222 EJl/n, AJIT 149 EJl/m), JIAT 7530 El/m).
Bb110 0TMEYEHO HE3HAYUTENPHOE CHU)KEHNE AKTHBHO-
ctu MetasutonpoTrenHazsl ADAMTS-13 — 54%.

4 ¢depanst 2016 roga KOHCHIIMYMOM COBMECTHO
¢ OI'BY «HNU akymepcrBa, TMHEKOJIOTUU U NIEPU-
Haronorun uMm. B.W. KymakoBa» ObLI yCTaHOBIEH
al'YC. 11 ¢depans 2016 rona OonbHas IepeBe/icHa B
I'BY PO OKB Ne2 mns manpHetiniero jgeueHus, B OAK
BbISIBIICHA aHeMHUsl (TeMOrIoOuH 77 T/71, SpUTPOLHTHI
—2,92x10"/n), nefikoruro3 (newkonutsl 13,4x10°%/m),
B OAM mnpoteunypust 1o 1 /1, remarypust — 3040
SPUTPOLMTOB B ToJie 3peHus. B crammonape 6oib-
Holi 6buta ponomkena 31T, ycunena antudakrepu-
anpHas Tepamnusi (MeporieHeM, BaHKOMUIIUH, METPO-
HU33/10J1), TOPMOHOTEpPANHs, MPOBOAMIACH TEPaTIHs
akynau3ymabom (cosimpuc, BBegerue 08.02.2016 1) B
no3e 900 mr.

11 ¢espanst 2016 rona B 14.00 Hayamoch 0OMIIb-
HO€ MaTOYHOE KPOBOTEYCHHUE, B SKCTPEHHOM HOPSII-
K€ TIPOM3BEACHBI HIKHECPEAWHHAS PeanapoToMus,
SKCTUpMALMsl MaTkKu C MarOYHbIMH TpyOamu, Iepe-
BsI3Ka BHYTPEHHHX IOJB3IOIIHBIX apTepHii, APCHU-
poBaHKe OPIOLTIHON MOJIOCTH, TPOBEACHA ayTOTPaHC-
(dy3ust KpoBH.

11 despans 2016 roga B 18.15 GonpHast qocTas-
nena B manaty APO, cocrosHue KpaiiHe TshKesoe,
TSOKECTh COCTOSIHHSI OblIa 00YCJIOBJICHA CPOKaMU H
00BEMOM OTEPaTHBHOTO BMEIIATEILCTBA, HECTA0IIb-

A0 A S o A R S W e
Puc. 9. MNouka. B cocynax MUKPOUMPKYISATOPHOIO pycfia CTPOMbI
o6Typupytollas TpoMboTnyeckas MMKpoaHrionaTusa. B kanun-
napax knybo4ykoB TOTasbHbIN HEKPO3 SHAOTENMS U ANbDY3HbIN
TPOMOO3 MX NPOCBETOB. B cTpome kpoBou3nusHus. B anutenun
KaHanbLILeBOro annapaTa cyoToTanbHbI Hekpo3. Okpacka rema-
TOKCUIMHOM 1 3031HOM. ¥YB. 200.

HOCTBIO KapIMOTeMOJHMHAMUKH, B MOCIJICOIEPAI[OH-
HOM TIEpUOZIE COCTOSIHME OONILHON KpaifHe TsDKelloe
C OTpHLATENBbHOW TUHAMHUKOHN, HapacTalld SBICHUS
KapJHOopeCIpaTopHOi HEAOCTATOYHOCTH.

11 ¢espans 2016 roga B 23.35 npouzouum ocra-
HOBKa CEpACYHON IEATENbHOCTH, TOTAIbHAS aTOHHS
u apedrekcus. HawaTel peaHMManMOHHBIE MeEpO-
OpUSTUS B TOJTHOM oObeme B TedeHue 40 MuH, 1Mo-
JIOKUTENBHOTO pe3yibraTa He Jald — cepleyHas
JeSITEIBHOCTD BO BpeMsl TIPOBEACHHUSI peaHUMaliOH-
HBIX MEpOIPUATHI HE BOCCTaHOBWIACh. 12 (eBpas
2016 roga B 00.15 KoHCTaTMpOBaHa OHOIOTHYECKAS
CMEpTb.

[Ipu rucTONOrMYECcKOM HCCIeIOBaHUN Ay TONCHI-
HOTO MaTepHala B cOCyJax BHYTPEHHHX OpPTraHoB OT-
Mevarotcst ipuzHakd TMA, o0yClOBICHHONW OTEKOM
9H/IOTEHUATBHBIX KJIETOK C HX OTCJIOWKOH OT Oa3aiib-
HOW MeMOpaHBbl, pacIIMpeHHEM Cy0IHIOTEIHaIbHO-
r0 MPOCTPAHCTBA C HAKOIICHHEM B HEM aMOP(HOTOo
MeMOpaHOMIOJOOHOTO MaTrepuaia M 00pa30BaHUEM
TpoMOOB, copepKaluX TPOMOOIUTHI, GUOPHH, Fpu-
TPOLMTHI C OKKJIIO3UEH MMPOCBETOB COCYNOB. B rumo-
(huze ObUT OOHAPYKEH CYyOTOTABHBIA HEKPO3, TKAHE-
BOU JIETPUT OOWJILHO MH(MIBTPUPOBAH JICHKOIUTA-
MH. B cocynax MUKpOLMPKYISATOPHOTO pycia MOoYeK
MHO)KECTBO 04YaroB MOBPEXKICHUS SHIOTENNS B BUIC
pe3koro HaOyxaHHsI, 04aroBOTro0 HEKpo3a U (parmeH-
Tanuu. B 30HaX MOBpEXAEHUs SHIOTENHUSI COCYIIOB
oOHapykeHbl TpoMOouuTapHble U GUOPHHOBBIE 00-
TYpUPYIOLIHE TPOMOBI, IPUCTCHOUYHBIC CIIAIKH dPH-
TPOLIMTOB B COCYJaX, B TOM YHCJIEC B KamMJUIApax
KIIyOOukoB. B 00macTi Kopbl MHOKECTBEHHBIE CITUB-
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HBIC KPOBOU3JIUAHNA, O6H_II/IpHBIe HCKPOTUYCCKHE
H3MeHeHUs. BEBISIBIIEHBI HCKPO3 MHOTHX KJ'IY60‘IKOB,
04aroBbIC BBIPAKCHHBIC MEPUBACKYIIAPHBIC KPOBOM3-
nustHusl. HeGonblnast ogaroBast HHQUIBTPAIHS JTHM-
(ormTaMy M TpaHyJIOLUUTAMH KaK B CTpOME, Tak U
B CTEHKaX JIOXaHOK. DIUTEINHA M3BUTHIX KaHaJIbIICB
MECTaMHU IIOJIHOCTBIO HCKPOTU3UPOBAH, B SIHUTCINU
MPSIMBIX KaHAJIBLIEB PE3KHE TUCTPOPUUCSCKHE H3ME-
Henus (puc. 8, 9).

OBCY>XXAEHUE

[IpencraBnennbpie HAOMIONCHUS JEMOHCTPUPYIOT
O0COOCHHOCTH KIMHMYECKOW KapTHHBI «aKylIepCKO-
ro» al'YC, HacTOpO)XKeHHOCTh Bpaueil B OTHOLICHUU
al'YC, o ueM cBHJIETENBCTBYET ObICTpask JUATHOCTH-
Ka ¥ CTapT JIeYeHHUs JTaHHOTO 3a00JIeBaHNUS BO BTOPOM
ciydae (4TO TOBOPHUT O TMOJIOKUTENIBHON TEHACHLINU
B HakoryieHnd 3HaHuii o al YC m TMA), TsoxecTh
TeueHus W monuopraneie mposienus al'YCa, He-
CMOTpsl Ha aKTHBHO MPOBOJMMBIC JEUeOHBIE MEpO-
MPHUATHA, BKJIIOYas IUIa3MaTeparuio B IIEPBOM CITy-
yae, TJIa3MaTepanuio ¥ BBEJAEHHE JKyln3ymada Ha
LIeCThle CYTKH TOcje cTapTa 3a0ojeBaHHs BO BTO-
poMm ciydae. PazButue anemuu, TpOMOOITUTOIICHUH,
OCTPOTO TOYEYHOTO MOBPEXKACHUS U TOIHMOPTraHHON
HEJ0CTAaTOUHOCTH TPeOOoBajao mpoBeacHUs Audde-
PEHIIMANBFHOW JUArHOCTUKKA MEXKAY pa3IHuHBIMU
BapuanTamu TMA. Tak, TTII 6b11a uckiIrOUeHa, BBU-
ny 3Hadennii ADAMTS-13 — 25% y nepBoit naru-
eHTku U 54% y Bropoi marueHTku. OO0 OTCYyTCTBUH
HELLP-cungpoMa CBHUIIETEIIBCTBOBAJIM HOpPMasb-
uble 3HaueHuss ACT n AJIT B mepBoM KIMHHYECKOM
cilydae, BBIpaKEHHOE HapylleHne (pyHKINHU MOYeK B
JBYX KIMHUYECKHX HAONOICHUSAX U OTCYTCTBHUE I10-
JIOKUTEIBHON TUHAMHMKH TIOCIE POAOPA3pPELICHHUS.
Knunuko-naboparopusie mnpossienus TMA, Hexo-
Topoe cumxenne ADAMTS-13 u 6bicTpoe pa3BuTHE
ITOH no3Bonuio nmoctaButh auaruo3 al' YC B aByx
KIIMHUYECKUX HaOMIOICHUAX.

[lo manHbIM 3apyOeXHBIX aBTOPOB, pa3BUTHE
al'YC B OONBIIMHCTBE CIIy4aeB NMPOUCXOTUT B TIO-
CJIEPOIOBOM TIEPHOJEC, YTO MOXKET OBITH O0YCIOBICHO
yAaJleHueM IUTAleHThI, KPOBOTIOTepel, BOCTIaJIeHEM
[3]. ITo pesynasraram ucciemoBanuii H.JI. Ko3mos-
ckoit, B 65% cmyuaeB al' YC passuBasics Bo II-III
TpUMECTpax, MPH 3TOM Y psijia MalMeHTOK OBLITU BbI-
SBJICHBI ITyCKOBBIE MEXaHU3MBbl Pa3BUTHEM KIWHUKU
al'VC [8], B mpemocTaBICHHBIX KIMHUYCCKUX Ha-
OIIONIEHUSIX TPUTTEPHl YCTAHOBUTD HE YIAIOCh.

l'mnepakTrBaus aabTepHATUBHOTO Iy TH KOMILIE-
MEHTa NPUBOAMT K TU(PPY3HOMY MOBPEKIACHUIO H-
JOTEIHSI ¢ TTOCIIeNyIoIUM o0pa3oBanneM GuOpuHa 1
TPOMOOIIUTAPHBIX MUKPOTPOMOOB B COCy/ax, YTO Be-
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JIeT K Pa3BUTHIO FeMOJIN3a, TPOMOOIIMTOIIEHNH U Pa3-
BUTHIO TUCQYHKIIMH BHYTPEHHUX OpraHa (TJaBHBIM
o0pa3oM B BHJIE OCTPOTO TMOBPEXKACHUA IOuek). B
OonpimHCTBE citydaeB al 'Y C BO3HUKAET B MOCIEPO-
JTOBOM TEPHOJ], OHAKO TOSBISETCS BCE OOJBINE WH-
¢dopmarnu o pazsutuu al'YCa Bo 1I-11I TpumecTpax
Oepemennocty [9]. PasznmuuHble TpUTTEpHI, TaKUe
KaK BOCHAJICHHE, CUCTeMa «MaTb—IIIalleHTa—TIon,
MPEIKIIAMIICHSI, KPOBOTCUCHUE M WH(EKIIMH, MOTYT
CIOoCOOCTBOBATh HApPYIICHUIO PEryJsAlUN ajJbTepHa-
TUBHOTO TYTH aKTHUBAllUM CHUCTEMBl KOMILJIEMEHTa
0COOEHHO CpeJu JIUI] C BBISIBJICHHOM MyTalneil reHOB
peryasTopHbix OenkoB komrumMenta [10]. Bcenen-
CTBUE BHICOKOW PacTpOCTPAHEHHOCTH T€HHBIX MyTa-
nuit [11], Bcem mamueHTaM peKOMEHIOBAHO BEITION-
HEHHE TeHeTHYECKHUX UCCIIeJOBAaHNH aJbTepHATUBHO-
ro IyTH KOMIUIEMEHTA JJIsl Bepu(UKauu Juartosa,
OJTHAKO Ha JaHHBI MOMEHT HCCIIEZIOBAaHUS TaKOTO
poza oCTaroTCs TPYIHOAOCTYITHBIMH.

B nenom, cpenu nanuentoB ¢ al'YC mopdonoru-
YEeCKU B TKAHH MOYEK MOTYT OIPEeNIAThCS TPU BHUA
MOpakeHUs. DT M3MEHEHHs He SBISIIOTCS B3aUMOMU-
CKJTIOUAIOUTMMH W TIPEIOJaraoT TJIOMEpYIspHOe
noBpexaenue. Hanbosnee pacrpocTpaHeHbl Cleayro-
e M3MEHEHHUs, XapaKTepPU3YIOLIHeCs yTOMIICHUEM
CTEHOK KallWUIIPOB MOYEYHBIX KIyOOUYKOB, pacIIv-
peHreM CyO3HIO0TeNHaIbHOro mpocTpaHcTra. llpu
3TOM MPOUCXOAUT OTEK SHAOTENNATbHBIX KIETOK C
OTCJIOGHHEM OT 0a3zajbHONH MeMOpaHbI, MPENATCTBY-
IOLNH KanmmUIIpHOMY KpOBOTOKY. [lomoOHbie marto-
JIoTHYecKre HaOMoAeHna 0OHAPYKUBAIOTCS TPEUMY-
HIECTBEHHO B Kamuuigpax KiyooukoB u addepent-
HBIX apTepHoNiax, TOrAa Kak B KPYIHBIX apTepHsX
MOJJ00HBIE U3MEHEHUS HE OOHAPYKUBAIOTCS.

HNupiM mMopdonornyeckum mnposisienneM al'yC
SBJSIETCSl M3MEHEHUE CTPYKTYPhl apQepeHTHBIX H
2 PepeHTHBIX apTEPHON U MEXKIOTBKOBBIX apTEepHH,
OTeK ¥ mponudepanus UHTUMBI, HEKPO3 apTepHalib-
HOW CTEHKH, Cy’)KEHHE IPOCBeTa, TPOoMOO03 MPUHOCA-
LIEH 1 BBIHOCSILEH apTEPHUOI U MEXKI0JIBKOBBIX apTe-
puii, Ipy 3TOM MOTYT OBITh OOHApPYKEHBI CMOPIIEH-
HBIE KITyOOUKH.

Jng TpeThero Tuma nopaskeHus XapakrepHo (op-
MUPOBaHUE OYarOBBIX MM JAU(PY3HBIX 30H HEKPO3a
KOpBI, 00YCJIOBJICHHOE OCTPOM HIlIeMHel KOPKOBOTO
CJIOSl TIOUEK B pe3ysbraTe HapyIIeHHsS MUKPOLUPKY-
TSI,

al'VC — «TpynmHblii» JIMarHo3, Tak Kak 3TO CO-
CTOSHUE MMeEeT OOIfe MPU3HAKU C PSAOM JPYTHX
3a00JeBaHMiA, KOTOPbIE HEOOXOIMMO UCKITIOUUTH TIPU
noctanoBke nuarxosza. OIIIl, TpomOoruToneHus u
MHUKpPOAHTHONAaTUYeCKasi TeMOJIIMTHYECKas aHeMus
HAOJTIOAIOTCS TAKXKe TIPU TSKEJIOW MPEIKITAMIICHU C
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HELLP-cunapoMom, TpoMOOTHYECKOH TPOMOOIIUTO-
nenudeckoit mypmype u I'YC [12]. Hexkoropsie kiu-
HUYECKUE 0COOCHHOCTH 3THUX PA3IMNYHBIX CHHIPOMOB
CXO0XH, TeM HE MEHEee pa3IMyHbIe Ja00paToOpHbIE UC-
CJIEIOBAHUS MOTYT TIOMOYb KJIMHHIIUCTY ITOCTABHUTh
MpaBUILHBINA quaraos [13].

[Ipu npeanonoxennn auarnosa al'YC, BBUIY TH-
JKECTU COCTOSHUS TAIMEHTOB, HEOOXOMNM OBICTpPHIN
CTapT MPOBEJCHMS IUIa3MaTepaniy, He JOXKHJIAsCh
pe3yabTaToOB JOMOJHUTEIBHBIX JTa0OpaTOPHBIX HC-
ClenoBaHUM, MpH ycTaHoBleHWH nuarHoza al'YC,
Pa3BUTHU TLIA3Ma3aBUCUMOCTH HEOOXOJMMO Ha-
3HaueHue dKynmmu3ymada [14, 15], a B BegeHUN Takoi
KAaTEeropHH MAIMEHTOB JAODKHBI IPUHUMATH YUaCTHE
pasiuyHble crienuanucTel. OJHAKO BO MHOTHX CIyYa-
SIX, HECMOTPSI Ha MYJIBTUAUCITUTUIMHAPHBIA TTOIXO],
CBOEBpPEMEHHOE Ha3HaYCHHE IIa3MBbl M SKyIH3yMaoa,
HE TIPOUCXOTUT YIYUIICHUS B COCTOSHHUH TalldCH-
TOB, YTO TpeOyeT eme OOJbIIeH HACTOPOKEHHOCTH
U yITyOJieHUs 3HAHUN B MEXaHU3MaX Pa3BUTHSI, THa-
rHocTuke U neuennn al Y C.
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