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Pesiome

BeeneHue. Bce BapuaHTbl TpoMbOTHYECKOM MUKpoaHTuonatun (TMA) B akyluepcKoi npakTMke UMEKOT pa3sHoOobpasHyo KIMHUYe-
CKYI0 KapTUHY W MOTYT NPOSIBASTLCS NOPAXKEHMEM PA3NYHBIX CUCTEM WM OPraHOB, YTO 3a4aCTYH 3aTPYAHSET UM CMYTbIBAET AMATHO-
CTWKY, TEM CaMbIM 3aMeanss CTapT HeobxoaAMMOoK Tepanuu.

Llenb nccnepoBaHus. M3yunTb KNMHUYECKME NPOSIBAEHUS PA3IMYHBIX BapMaHTOB TMA B akyLlepCKon npakTuke.

Matepuansl u Metoapl. B nccnenoBaHue 66110 BKMOYEHO 313 MALMEHTOK, M3 KOTOPbIX Y 71 eHLWMHbl Bbln YyCTaHOBNEH [MArHo3
«alYC»,y 124 - «HELLP-cuHopom», y 70 — «[19» pasnnyHoi CTeneHn BbIpaXXEHHOCTH, Takxe Oblna BblaeneHa rpynna naumeHTok
¢ 6onee penkumu npuumnHamm TMA: TTT 1 cencmncom — 13 naumeHTok, 35 nauneHTok 6e3 npusHakoB TMA 6binn BKNOUYEHbBI B KOH-
TPONbHYtO rpynmny. bbinn OLeHeHbl M CONOCTaBNEHbl OCHOBHbIE KNMHUYECKUE, N1abopaToOpHbIe U MHCTPYMEHTaNbHbIe AaHHbIE.
Pe3synbtathl. bbiNo BbISIBNEHO NOPaXeHUe Pa3UYHbIX CUCTEM U OPraHOB MPU PasNnYHbIX BapuaHTax TMA B akyLIepCKOWM NPaKTUKe.
[opaxeHue noyek, NeYyeHn, HEPBHOW CUCTEMbI, OpraHa 3peHus Hbi10 oTMedeHo Yy naumeHTok ¢ alYC, HELLP-cuHapomom, TTT,
centuuecknumun TMA u T13, Toraa Kak nopaxeHue KOXM, CepLeYHO-COCYAMCTON CUCTEMbI U Nerkux OblNo BbISBNEHO Y MaLMEHTOK
u3 Bcex rpynn, kpome [13. TakKe y NaLMEHTOK M3 MepBbIX TPex rpynn Obian BbiBNAEHbI TPOMOOTUYECKME OCIOKHEHUS MENKMUX
W KPYMHbIX COCYA0B. MakKCMManbHYO TKECTb MOAMOPTraHHbIX NPOSIBNEHUI NPOAEMOHCTPMPOBaNyM naumeHTkm ¢ al'yYC.

BbiBoabl. TpoMbBOTHYECKAS MUKPOAHIMOMNATUSA B aKyLLEpPCTBE HOCUT reHepasM30BaHHbIM XapakTep, a pa3HoobpasHble NposBieHUs
OPraHHOM AUCHYHKLUMU TPeBYIOT MyNbTUAUCLUMMHAPHOIO NOAX0AA K TakKMM MNaLMEHTKaM.

KntoueBble cnoBa: TpoMbOTMYECKA MUKPOAHTMOMNATHS, aTUMUYHBIN FEMOAUTUKO-YpeMmyeckunin cuHapom, HELLP-cuHapom, npe-
3KNaMncus, aKynu3ymab
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Abstract

Introduction. All thrombotic microangiopathy (TMA) variants in obstetric practice have a diverse clinical presentation and can
manifest as various system and organ damage, which often makes it difficult or interfere with the diagnostic assessment, thus
slowing down initiation of the necessary therapy.
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Aim. To study the clinical presentations of various TMA variants in obstetric practice.

Materials and methods. A total of 313 pregnant women were enrolled in the study, of which atypical hemolytic uremic syndrome
(aHUS) was diagnosed in 71 women, “HELLP syndrome” in 124 women, and “PE” with varied severity in 70 women. A group of
patients with more rare causes of TMA was also identified: TTP and sepsis in 13 patients, and 35 patients without signs of TMA
were included in the control group. We assessed and compared the main clinical, laboratory and instrumental findings.

Results. The study identified damage to various systems and organs in various TMA types in obstetric practice. The damage to
kidneys, liver, nervous system, visual organs was observed in patients with aHUS, HELLP syndrome, TTP, septic TMA and PE, while
the damage to skin, cardiovascular system and lungs was detected in patients from all groups except for PE. Small and large
vessel thrombotic complications were detected in patients from the former three groups. The patients with aHUS showed the
maximum multisystemic presentation severity.

Conclusions. The thrombotic microangiopathy in obstetrics is generalized in nature, and various symptoms of organ dysfunction
require a multidisciplinary approach to such patients.

Keywords: thrombotic microangiopathy, atypical hemolytic-uremic syndrome, HELLP syndrome, preeclampsia, eculizumab
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BBELOEHME

B akylwepckon npakTtuke B TeYeHWe MNOoCNeaHux neT
O0TMEYaeTCs yBenMYeHue YacToTbl BCTPEYAEMOCTU pa3Nuu-
HbIX BapWaHTOB TPOMOOTMYECKMX MUKpOaHrMonatuii (TMA),
Takmx Kak npesknamncug (M3), HELLP-cuHapom, TpomboTtu-
yeckas TpombouwnToneHunyeckas nypnypa (TTI), aTMNUUHbIN
reMonnTUKO-ypemmyueckmin cuHapom (alYQ), a Takke BTOpuY-
Hble TMA, accoumMmpoBaHHble C UHPEKLMEN.

OCHOBHbIM MOPdONOrMYECKMM MNPU3HAKOM AN BCeX
BapuaHToB TMA gBnseTcs dopmmpoBaHue TpoM60OB B Npo-
CBEeTE KanuansgpoB W apTepuos, KOTOpble MOMYT MPUBOAUTb
K MOMHOWM OKKMO3MM MpOCBETa COCYAOB C MOCNenyHoLMM
ULWEMMNYECKUM MOPAXKEHUEM PA3/IUYHBIX OPraHOB-MULLEHEHN,
B NepByto oyepenb noyek [1, 2]. OgHako Bce BapuaHTbl TMA
B aKyLIEepCKOW MpaKTUKe MMEKT Pa3HOOOpPa3Hy KAMHUYe-
CKYK KapTMHY M MOTYT MPOSIBASTLCS MOPAXKEHWEM pa3fny-
HbIX CUCTEM W OPraHOB, YTO 3a4aCTYH0 3aTPYLHAET UK CYTbl-
BAEeT [MArHOCTWKY, TeM CaMblM 3aMefnss CTapT HeobXxoau-
MOM Tepanuu.

LUenbto Hallero ncciefoBaHUs CTano U3yyeHne KanHude-
CKMX MPOSIBNEHUM pa3nnyHbiX BapuaHtoB TMA B akywep-
CKOM npakTuKe.

MATEPUANbI U METOAbI

Hamu 6b1n0 oueHeHo TeyeHne BepeMeHHOCTU Y 313 xeH-
LWMH Ha cpoke oT 9 no 41 Hep. B uccnepoBaHue 6binm BKAO-
YeHbl XeHLWWHbl B BO3pacTe oT 17 fo 46 net (CpeLHuit BO3-
pact 31,52 * 3,63 ropa), Habnwopaswuecas B @IBY
«HauMOHaNbHLIN MEAMLMHCKMIA MCCNefoBaTeNbCKUM LEEHTP
aKyLlepCTBa, TMHEKONOTUM U MEePUHATONOMMM UMEHU akaje-
muka B.M. Kynakosa» B nepuog ¢ 2011 no 2021 r.

MauneHTKn BbinKn pasfLeneHsbl Ha 5 0CHOBHbIX rpynn: nep-
BYyl0 rpynny coctasuna 71 naumeHtka ¢ al'YC; Bo BTOpYytO
rpynny O6bian  BkAwouveHbl 124 nauneHtkm ¢ HELLP-
CMHOPOMOM; TpeTbs rpynna BktoYana B cebs 13 naumeHToK
C ApyrMMun BapuaHTamm TMA, NpUYMHON KOTOPbLIX CTanu
n TpoMboTUyeckas TpomboumToneHnyeckas nypnypa (n = 5),
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n cencuc (n = 8). HecMoTps Ha pa3HOPOAHOCTb, 3TU NALMEHT-
Kn 6binM 0bbenuHeHbl B OLHY Tpynny NpeuMyLLeCTBEHHO
B CBSI3M C KpaliHe ManbiM KONMYECTBOM MaLMEHTOK, @ Takxke
B CBSI3M C TEM, YTO CEMCUC-acCOLMMPOBAHHAA MUKPOTPOMBO-
Tnyeckas bonesHb cBg3aHa ¢ feduumtom ADAMTS-13; veT-
BepTas rpynna 6bina npeactaBneHa 70 nauMeHTKamu
¢ M3 (no 35 naumeHToK C yMepeHHOW U Tsxenow [13); naras
rpynna 6bi1a KOHTPOMbHOW M BKAtoYana B cebs 35 comatu-
4eCKM 34,0pOBbIX MALMEHTOK C DU3UONOTMYECKUM TEYEHUEM
[aHHOW BepemMeHHOCTH 6e3 npu3HakoB TMA.

[unarHos «alYC» 6bl1 yCTaHOBIEH HA OCHOBAHWM BO3HMK-
HOBEHMS UM Nporpeccun npusHakos TMA nocne popopas-
peLleHns C UCKNYeHNeM MHDEKLLMOHHOMO Npouecca v apy-
rmx BapmaHToB TMA (oTpuuatenbHble 3HaYeHus aHTudocho-
MNUOHbIX aHTuTen u AH® - ong uckntoyerna AOC n CKB;
ypoBeHb ADAMTS-13 6onee 10% - pna ucknodeHus TTTIT;
OTpULATENbHbIA aHanM3 CTyna Ha  LUMra-TOKCUH-NPOAY-
umpytowmin E. coli — png ncknovenuns tunmyHoro MNYQ).

[ng nocraHoBku anarHosa HELLP-cuHapoma ncnonb3o-
BaNMCb KpuTepuu Tennessee: TpomboumTbl < 100 000%/n, ACT
wnn ANTT > 70 EQ/n, NAT > 600 E[l/n, pa3BuBwmecs BO BpeMs
6epeMeHHOCTM U KynupoBaBLIMECS B TeyeHue 48 4 nocne
poaopaspeLleHms.

TTM 6bina AgMarHOCTMpPOBaHa NpU akTMBHOCTM ADAMTS-13
MeHee 10%. [narHo3 cencuca Obin yCTaHOBAEH COMMAacHO
SSC 3 (o7 aHrn. Surviving Sepsis Campaign): 2 u 6onee 6an-
nos no wkane SOFA B coyeTaHMM C YCTAaHOBEHHbIM WK
NOL03PEBAEMbIM 04ArOM MHMEKLMN.

[narHo3 npesknamncum Hbin YCTAaHOBNEH COMNACHO Aew-
cTBytOWMM deaepanbHbiM  KIMHUYECKMM  peKOMEHAALMUAM:
ons ymepenHon 13 nosbiwenne CA 140-160 MM pT. cT. unu
OAL 90-110 MM pT. CT. BNepBble BbIIBNIEHHOIO MM Ha (hoHe
XAl B coyeTanun ¢ npotenHypuen 6onee 0,3 r/cyT, a Takxke
yposeHb CAJ] 6onee 160 mm pr. ct.,, JALL 6onee 110 MM pT. CT.
n npotenHypus 6onee 3,0 r/n nam xoTd 6bl OLHUM APYIUM
napaMeTpoM, CBUAETENbCTBYIOWMM O NPUCOEAUHEHUMN MON-
OpraHHOW HeO0CTaTOMHOCTM ANg Tskenow 3.

Knunuko-nabopamopHoe o6cnedogarue. Bcem naumeHT-
KaM BbINONHSANOChL ObOLWeKNIMHUMYeckoe obcnenoBaHue,
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KOTOpOE BK/OYANO KAMHUYECKMIM aHanM3 KPOBWM WM MOYM,
BUOXMMUYECKMIA aHaNM3 KpOBM: 0OLLMIA BenoK, KpeaTUHMUH,
mMoueBuHa, ACT, ANIT, JIAI, nokasaTtenu Koarynorpammbi:
[-numep. AHemnio onpegensnv nNpu ypoBHe remornobu-
Ha < 110 r/n y 6epeMeHHbIX, TPOMOOLUTONEHNIO — NPY YPOB-
He TpoMbouuToB < 150 ThIC.

Kputepusmmn Al y 6epeMeHHbIX CYMTanoCh MOBbILLEHWE
cuctonnyeckoro AL (CALL) > 140 MM pr. cT. u/wnu gmuacronuye-
ckoro Al (AL = 90 mm pr. cT. MNpn HeobxoaMMOCTM Npous-
BOAWANCH [OOMOSHUTENbHbIE WHCTPYMEHTaNlbHble MEeTOAb
obcnepoBanus (maba. 1): MPT/KT ronoBHoro mosra ans
MCK/OYEHMS 0YAroBOrO MOPAXKEHWUS TOMIOBHOMO MO3ra Mu
OHMK; pentren nnam KT OFK npu nopo3speHun Ha TIJIA,
WHTEPCTULMANbHbIE MOPaXeHus unm otek nerkmx; IKI n Ixo-
KT cepaua ons oueHkM puTMa, pakumm BbiIbBpoca, UCKoYe-
HWS rMaponepukapaa v apyrux natonormi cepaua; KT OBl
C B/B KOHTpacTMpoBaHmem npu aubdepeHumnanbHon guarHo-
CTUKe Me3eHTepuanbHoro TpoMbo3a; SMAC B cBsS3M C Noao-
3peHMEM Ha S3BEHHOe MNopaxeHue BepxHWx otaenoB XKT
WAW NPU KeNyLoYHO-KMWEYHOM KposoTeyeHuu; Y3 OBl
M NOYEK BbIMOMHSANOCh BCEM MALMEHTKAM M3 NepBOK, BTOPOM
W TpeTbel rpynn. [py nogo3peHnn Ha TPOMB03 MyHBOKUX UK
NMOBEPXHOCTHbIX BEH HWXHUX WM BEPXHWUX KOHEYHOCTEN
BbinonHsnock Y3/I. Bce naumeHTku ¢ M3 6binn KOHCYNLTUPO-
BaHbl OQTaNbMO/OrOM COMMACHO MeAMKO-3KOHOMUYECKUM
ctaHaaptaM. OctanbHble NaUMEHTKM NPU HANMMYUMKM NMOKA3aHWUIA
OblIM  KOHCYNbTUPOBAHbI NPOMUAbHBIMU  CNELMANUCTAMMU.
OdranbMonoroM 6biiv ocmoTpeHbl 80 naumeHTok: 45 -
¢ HELLP-cuHopomom m 35 - ¢ al'YC v opyrumun BapmaHTamum
TMA. KoHcynbTaumsa HeBposnora C NpoBefeHUeM crneumanb-
HbIX TECTMPOBAHWMK, BbIBOPOYHO C NpoBefeHneM I3[ NpoBo-
ounacbk 30 naumeHTtkam c al'YC, 42 naupeHtkaM - ¢ HELLP-
CMHOPOMOM M 5 naumeHTkam — ¢ Txenow 3. 32 xeHWmHbI:
18 - calYCwn 14 - ¢ HELLP- cMHOpOMOM BbINN KOHCYNBTU-
pOBaHbl 4epMaTONIONOM B CBS3M C BO3HUKHOBEHMEM MOpaxe-
HWIA KOXKM PA3NMYHOM 3TUONOTUN.

Cmamucmuyeckuli aHanu3. Bce nonyyeHHble pesynbraTbl
BHOCMNIMCb B 3NEKTPOHHbIe Tabnmubl MS Excel, ctatnuctnye-
ckas 06paboTka BbIMOMHANACH C MOMOLLbI0 MNPOrpaMMHOro
naketa SPSS. Ing BbIOOPKM paccUMTbiBAaNMCh CTaHOAPTHbIE

Ta6nuua 2. KnuHMYeckas XxapakTepucTnka naumeHTok
Table 2. Clinical characteristics of the patients

Ta6nuya 1. KonnmyecTBO BbINOMHEHHBIX LOMOAHUTENbHBIX
06cnenoBaHui Y NALMEHTOK C TPOMBOTUYECKMMU MUKPOAHTHO-
naTuamu

Table 1. Number of additional tests performed in patients
with thrombotic microangiopathies

ek B I R
G e Mo BT
KT/MPT ronoHoro mMo3ra 32 43 6 1
arac 7 1 2 0
Ixo-KI 36 46 4 0
Y3[II BeH 4 5 1 0
KoHcynbTauus aepmaronora 18 14 0 0
KoHcynbraums odransmonora 28 45 7 70
KoHcynbTaums HeBponora 30 42 0 5

cTaTucTMyeckme napameTpbl. [pu npoBepke BblIBOPOK
Ha HOPManbHOCTb pacrnpeaeneHns MCnob30BaNnCcs O4HOBbI-
60poyHbIf KpuTepuii KonMoroposa — CMMPHOBA. 3HAaYMMOCTb
pe3ynbTaToB OLEHMBANACh Ha OCHOBAHWM YPOBHS 3HaUYMMO-
cm p < 0,05. Bce paHHble Bbinn pacnpeneneHsl Henapame-
TpUYecku, NpeacTaBneHbl B Buae Me [25-i4; 75-i kBapTuau].

PE3VYJIbTATbI

KnuHMueckas xapakTepucTvka NaLMEHTOK, BKTHOUYEHHbIX
B MCCNenoBaHue, NpeacTaBneHa B maba. 2.

Mpy aHanu3e NopaxeHust pasMyYHbIX CUCTEM U OPraHOB
Ha NepBbIli MaH BbIXOLMIO NMOPAXEHWE MOYEK B BUAE MOBbI-
weHns ALl M ypOBHS KpeaTWHWHA, aHypUWU/ONUIypuUn Unu
NpoTEMHYPUK, KOTOPOE ObII0O OTMEYEHO BO BCEX rpynnax

Bo3pact, MeauaHa (pasbpoc) 30 (17-42) 33 (19-46) 31(27-32) 32 (18-42) 33 (23-38)
PenpoayKkT1BHbIA aHaMHe3, n %:

* [lepBobepemeHHble 28 (44,4) 63(51,6) 6 (46,2) 22 (31,4) 19 (54,3)
* [ToBTOpPHOGEPEMEHHDIE 35 (55,6) 59 (48,4) 7(53,8) 48 (68,6) 16 (45,7)
Cpok ponopa3peLueHus/npepbiBaHus bepeMeHHOCTH, _ _ _ _ _
Menviaa (pas6poc) 33 (9-40) 32 (19-40) 32 (13-41) 35 (26-35) 37 (29-40)
Tun pogopaspetuenus, n (%)

+ KecapeBo ceuehue 46 (65) 109 (88) 10 (77) 70 (100) 26 (74)

* EctectBeHHble pofbl 25 (35) 15 (12) 3(23) = 9 (26)
XunBOpOXAEHHOCTD, % 73 72 86 100 100
MHoronnogHble 6epemeHHOCTH, N % 2(3) 16 (13) -
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nauneHtok ¢ TMA. loBbilleHNe ypOBHS KpeaTuHMHA Bbino
BbisiBNeHo Yy Bcex (71/71 (100%)) naumeHTOK M3 nepBOK
rpynnbl, y 48/124 (39%) naumeHTOK M3 BTOpOW rpynmbl,
y 7/13 (54%) xeHWuH 13 Tpetbelt rpynnel 1 4/70 (6%) nauu-
EHTOK C Tsbkenon 13 u3 yetBepToi rpynnbl. MakcuManbHble
3Ha4yeHns B6binn BbiSBAEHbI Yy nauueHTok ¢ alYC, MmeguaHa
coctaBuna 333,9 (209,0; 500,0) MKkMONb/N C MAaKCUMaNbHbIM
3HayeHneM 1078 MkMonb/n. [1Be NauUMEHTKU B JaSbHENLLIEM
[OCTUIIM TEPMMHANBHOM CTaAMM MOYEYHOM HeLOCTaTOYHO-
cm. B rpynne ¢ HELLP-cMHApOMOM ypoBeHb KpeaTUHWHA
6bin B 3,5 pasa Huxke, yem B rpynne ¢ al'YC, HO Takxe npe-
BbILWAN HOPMalbHble 3HAaYeHUs, MeauMaHa COCTaBuna
104,53 (87,6; 118,7) mMKMOnb/n, MaKCMManbHOE 3HaYyeHwue
KpeaTuHWHa coctaBmno 355 mkmonb/n. [1IByM naumeHTKam
NpoBOAMNACH KPAaTKOBPEMEHHAS 3aMeCTUTeNbHast NoYeyHas
Tepanus. Bce nauneHtkn ¢ HELLP-cuHOopoMoOM monHOCTbIO
BOCCTAHOBMAM (DYHKLMIO MOYEK K MOMEHTY BbIMUCKK. B Tpe-
Tbe€W rpynne MeauMaHa YpPOBHS KpPeaTMHWMHA COCTaBM/A
159,0 (94,0; 335,5) Mmkmonb/n. CTOMT OTMETUTb TOT MaKT, 4ToO
YypOBEHb KpeaTWHWUHA B TpeTbel rpynne Obll npeumylie-
CTBEHHO MOBbILWEH 33 CYET MALMEHTOK C CENCUCOM (YPOBEHb
KpeaTuHWHa oT 142 po 858 mkmonb/n). Y naumeHTok ¢ TTT1
YPOBEHb KpeaTUHWHA Obln MOBbIWEH TOMbKO Y OOHOM XKEH-
WMHBI, M [3Xe B 3TOM C/ly4ae HE3HAYUTENbHO MPEBbICUN
100 mkmonb/n. TlonyyeHHble 3HAYeHWs BapbMPOBaNMCh
ot 84,7 po 101,1 mkmonb/n; 6/13 (46%) naumeHTkam C Apy-
rmMu BapuaHtamm TMA notpeboBanuCb CeaHCbl 3amMecTu-
TeNbHOM NOYEeYHOM Tepanumu. B ganbHelwem QyHKUMS novek
y BCEX MALUMEHTOK C cencucoM u TTT1 NOAHOCTbI0 BOCCTAHO-
BMNACb; 4 naumeHTkn C Tskenow M3 B 4yeTBepTOM rpynne

MMEenu MNOBbILIEHWE YPOBHA KpeaTuHuHa o 117 mkmons/n,
KOTOpbI HOPManM30Ba/Cs NOC/E POLOPA3peLleHUs B Teve-
Hue 1-2 Hep. y BCEX NALMEHTOK.

pu aHanuse NpoTenHypMK, KOTOpas PerMcTpupoBanach
BO BCEX rpynnax nauueHTok ¢ TMA, MakcMManbHble 3Have-
Hus Bbinm BoigBneHbl y nauneHTok ¢ al YC. Y Bcex uccnepye-
MbIX XEHLLMH B 3TOM rpynne Obina BbiBAEHA NPOTENHYPUS
Bbllwe pedepeHcHoro uHTepsana (ot 0,7 r/n po 17,9 r/n).
MpotenHypusa 6bina 3apernctpupoBaHa y 117/124 (94%)
nauneHtok ¢ HELLP-cuHopoMoM. MakcuManbHbli ypoBeHb
NPOTEMHYPUM Y HEKOTOPbIX NauMeHToK npesblwan 11 r/n.
B TpeTtbeit rpynne npoTeuHypus Obina  BbiSBAEHA
y 12/13 (92%) nauneHToK (y ofHOM nauueHTkn ¢ TTI ypo-
BeHb 6enka B Moye He npesbiwan 0,03 r/n). Takxke B NepBbIxX
Tpex rpynnax 6bia0 BbISBNEHO M3MEHEHWE MOYEBOro 0Cafd-
Ka: 3puUTpOLUTYPUS U NEerKouuTypms. Y BCeX MaLMeHTOK
M3 yYeTBepTOW rpynnbl 6bln BbigBNEH 6€10K B Moue.
MonyyeHHble nabopaTopHble [AaHHble MNpeacTaBAeHbl
B mabn. 3, nopaxeHWe PasAMYHbIX CUCTEM U OPraHoB
y nauneHTok ¢ TMA - B mabn. 4.

AHemuss u mpomboyumoneHusi PasNUYHOM CTeneHu
BbIPaXXEHHOCTU ObINM OTMEYeHbl TONBKO B rpynnax nauueH-
tok ¢ alYC, HELLP-cuHopomMoM u apyrMmMum BapuaHTamu
TMA (mab6n. 3). TaxecTb aHeMumM Gbla MakCMManbHOW B nep-
BOW rpynne nauneHToK, MMHUManbHbIA YPOBEHb reMornobum-
Ha coctasmn 25 r/n. Bo BTOpon u TpeTbel rpynnax 6bina
3admMKCMpoBaHa aHEMUS CpefHen CTeMeHU TSKeCTU.
MWHKMManbHbIA YpOBeHb reMornobuHa 6bin 3aduKCUMpoBaH
B rpynne c gpyrumm Bapuantamm TMA: y naumentkm ¢ TTT1
MWHMMabHbIA YPOBEHb COCTaBMA 22 r/n.

Ta6bnuya 3. TabopaTopHble AaHHble NALMEHTOK C TPOMBOTUYECKMMMU MUKpOaHT1onaTuamm, Me (Q1; Q3)
Table 3. Laboratory test results of patients with thrombotic microangiopathies, Me (Q1; Q3)

Fewornou, 110-136 t/ 550.750) 752:105) 665.870) w084 187 | (120:1295)
Toom6owtsi, 150-348 x 10° 1/ (21’%";”5555) (46’5;0123,2) (22’55;91553’7) 1875 U50:2323) | 62’51;52%7’0)
ACT,0-4000 Ea/n (61,17@551,9) (79,%)?‘;’34,7) (30,15?%:?0,3) (17,%;7’25,3) (17,%;3’38,1)
AT, 0-4000 Ean (82,15?33’320,1) (31,171;12?7,8) (23,56 ;21356,5) (13,27‘,}?3,9) (11,%);7'35,4)
TAT, 207314 Ea/ (11052,3;7?222,9) (653?91;9133231,0) (580?? ;328{;(;4,9)

s (43,‘;?’?2,3) (47,3?€8,5) (46,51?'2)5,9) (55,52?’632,7) (59,69?’24,3)
e, S50 Gl s (209?3;%%0,0) (87,%%’138,7) (94,%)?%’?5,5) (61,72%’884,2) (60,67?’718,1)
Movesuka, 1,3-5,2 uMonb/n (10)16?7292]) “ 5607 . . &;%21 ) 5 ;u; 5 " 231 \
Benok B Moue, <0,033 r/n (3%455 " (0’422’;23’3) " 72;110) 7 52,131) 00
D-dimer, 10130 wr/n (5497?01;0105'214,0) (261;‘;;9;950,5) (2801‘:{56 4 1669300,0) (899%3;713}911,0) (1171,%?3’801,5)

122 | MEAULIMHCKUIA COBET | 2023;17(5):119-129




Ta6nuua 4. TopaxeHue pasnnYHbIX CUCTEM M OPraHOB Y NAaLMEHTOK C TPOMOBOTUYECKMMU MUKPOAHTMOMATUAMM
Table 4. Various system and organ damage in patients with thrombotic microangiopathies

MopaxeHue novek
Onurypus / aHypus 71 (100%) 24 (19)% 8 (61%) 6 (8,6%)
AprepuanbHas runepreHsus
* Taxenas 53 (74%) 79 (64%) 2 (15%) 35 (50%)
* YMepeHHas 18 (25%) 45 (36%) 5(38%) 35 (50%)
Hapywenue byHKumm noyek
* KpeatuhuH > 90 Mkmonb/n 71 (100%) 49 (39%) 7 (54%) 4 (6%)
Mpotentypusa 71 (100%) 117 (94%) 12 (92%) 70 (100%)
MotpebHoctb B 3MT 68 (96%) 2(1,6%) 6 (46%)

MopaxeHue nevenn
Liutonu3 59 (83%) 116 (92%) 5(38%) 3 (4%)

MopaxeHue HepBHOIi cUCTEMbI
[onosHas 6onb 33 (46%) 26 (21%) 10 (77%) 35 (50%)
KorHutuBHble HapyweHus 30 (42%) 42 (34%) 7 (54%) 5(7%)
PRES-cuHapom 2(1,6%) 1(1,4%)
3nu304 0CTPOro NCMX03a 1(1,4%)
CumnTomatnyeckas MU-akTMBHOCTb 5(7%) 10 (8%)
. - 9
Ry e 1084
Ortek Mo3ra 8 (11%) 2(1,6%) 2 (15%)
MopaxeHue opraHa 3peHus
n=128 n=45 n=7 n=70

AHrvonatus cetyatku 10 (36%) 13 (29%) 1(14%) 1(1,4%)
Orek ceTyatku 8 (29%) 10 (22%) 2 (28%) 4 (6%)
Otcnoiika cetyatku 2 (7%) 6 (13%)

MopaxeHue Koxu
[etexuu, reMaToMbl 11 (15,5%) 12 (10%) 4 (31%)
Cetyatoe nuBesio 5 (4%)
f13BeHHO-HekpoTMYeckue fedeKTbl 7(10%) 3(23%)

TMopaxeHue enyA0YHO-KHLLIEYHOTO TPaKTa
f13BeHHO-HEKPOTUYECKOE NOpaXeHUe Xenyaka 3 (4%) 1(8%)
OcTpbiii naHKkpeaTut 1(1,4%) 5 (4%)
Mopaxenue cepaua 1 nerkux

Nwemmyeckne u3mMeHeHus 3 (4%)
[unataums 3 (4%) 6 (5%)
Beinot B nepukapae 8 (11%) 2 (1,6%) 3(23%)
CHukenme dpakuum Boibpoca meHee 55% 3 (4%) 1(0,8%)
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Tab6nuya 4 (okoHuaHue). NopaxkeHne pasNnUYHbIX CUCTEM U OPraHOB Y NALMEHTOK C TPOMBOTUYECKMMU MUKPOAHIMOMATUAMU
Table 4 (ending). Various system and organ damage in patients with thrombotic microangiopathies

KnanaHHas auchyHKums 2 (3%) 1(0,8%) 1(8%) -
JleroyHas runepteHsus (>35 MM pr. cT.) 4 (6%) 21 (17%) 5(38%) =
Bbinot B nneBpanbHbIX NOAOCTAX 17 (24%) 8 (6%) 4 (31%) =
Orek nerkux 12 (17%) 2(1,6%) 3(23%) 2
Tpom6oTHueckmue ocnoxHeHus
TINA 3 (4%) 1(0,8%) - -
Tpom603 ryHOKUX BEH HUKHUX KOHEYHOCTEVA 2 (3%) - 1(8%) -
Me3eHTepuanbHblii TPOM603 2 (3%) > = °

Xyowue nokasaTenu KonmyectBa TpOMOOUMTOB 6biin
3aMKCMPOBAHbI B MEPBOW rpynne nauneHTok. B yeTBepTtom
W NATOM rpynnax aHeMuu u TpOMOOLMTONEHUM 3adUKCMPO-
BaHO He 6b1o. MccneposaHune yposHa JIAI npoBoannoch
TO/IbKO MALMEHTKAM M3 NepBbiX Tpex rpynn 1 6b110 NoBbIwwe-
HO y BCEX NALMEHTOK.

lMopaxeHue HepsHoU cucmemsl BblN0 NpeacTaBNeHO npe-
MMYLLECTBEHHO TONOBHOM 60MbI0 (Yalle Mo TUMY MWUIpeHM
C 3NM304aMM CBETODOS3HM U MeNbKaHUs MyLlek nepes rna-
3aMu), KoTopas bbiia BbiBAEHA Y BCEX NALMEHTOK C NMPU3Ha-
kamu TMA:y 33/71 (46%) naumnentku ¢ al'YC, 26/124 (21%)
XeHWMH — ¢ HELLP-cuHapomom, 10/13 (77%) - ¢ apyrumu
BapuaHTamn TMA, a Takxke y Bcex 35/70 (50%) nauneHTok
¢ Tskenon 13; 30/71 (42%) nauneHTKa 13 NepBOM rpynnsbl,
42/124 (34%) naumeHTknM n3 BTOpOW rpynnbl, 7/13 (54%)
n3 Tpetbent rpynnbl U 5/70 (7%) naumMeHTOK M3 4eTBepTOM
rpynnbl € Taxenoi 13 mMmenu pasnuyHble KOTHUTWMBHbIE
HapyLleHns, TakMe KakK HapylleHwe BOCNPUSTUS BpPEMEHM
M IMYHOCTU, TPYLHOCTM MPWU OPMEHTALMM B MPOCTPAHCTBE
M BO BPEMEHMW, COHIMBOCTb, «TyMaH nepep rnaszamu». CrouT
OTMETUTb, YTO Y 0AHOM MaumeHTkn ¢ al'YC 6bin 3admkcmpo-
BaH 3MM30[ OCTPOro ncuxo3a. Takxke y 2/124 (1,6%) naumeH-
ToK ¢ HELLP-cungpomom u 1/70 (1,4%) nauneHToK C Taxe-
non T3 6bin BbISIBNEH CUHAPOM 3aAHeil o0bpaTMMON
3Huedanonatum (PRES-cuHapom).

Mo [aHHBIM MHCTPYMEHTaNbHbIX MccnenoBaHun y 8/71
(11%) naumeHTKM M3 nepsow rpynnsbl, 2/124 (1,6%) xeHWwmH
13 BTopon u 2/13 (15%) n3 TpeTtbent rpynnsl Hbin 4OCTOBEP-
HO AMarHoctupoBaH otek mo3sra. Y 7/71 (8%) naumeHTku
13 nepson rpynnel Uy 1/124 (0,8%) naumeHTOK 13 BTOPOM
rpynnbl 6bI10 MHCTPYMEHTANbHO MOATBEPXKAEHO OCTpOe
HapylleHne MO3roBOro KpoBOOBpaLLEeHMS MO ULWEMUYECKO-
My TUny. TakxKe y 04HOWM eHLWmHbI (1,4%) 13 nepsoW rpynmbl
6b1n10 fmarHoctnposaHo OHMK no remopparmyeckomy Tuny.
Mpu aHanu3ze faHHbix I3y 5/71 (7 %) eHLWMHbI U3 NepBon
rpynnbl ny 10/124 (8%) nauneHTOK U3 BTOpOW rpynnbl Obina
BbIIBNIEHA cMMnTOMaTunyeckas SlM-akTUBHOCTD.

KoxHbie nposieneHus. B nepBbix Tpex rpynnax bbinm 3ape-
TMCTPUPOBAHbI Pa3/IMyHble BapWaHTbl KOXHbIX MPOSBAEHUIA
TMA. KoxxHo-reMopparmyeckuin CMHAPOM, KOTOPbIA NposiB-
Nancs B BMAE NETexuii M reMaToM pasanyHOM CTeneHu
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BbIpaXXeHHOCTH, Bbin oTMeveH y 11/71 (15,5%) nauneHTkm
u3 nepsoi rpynnel, y 12/124 (10%) XeHWMH BO BTOpPOM
rpynne, a Takxke y 4/13 (31%) naumMeHTOK U3 TpeTbeW rpyn-
nbl. BaXHO OTMETUTb, YTO B PpaMKax MOPAKEHUS KOXM
y 5/124 (4%) nauneHTOK 13 BTOPOW rpynnbl Obi0 BbISBNEHO
ceTyaToe NMBefO, KOTOPOe WMeNo reHepann30BaHHbI
XapakTep. Miwemunyeckme BapuMaHTbl NOPAXEHUS KOXM Oblnn
3adukcmpoBaHbl Tonbko y 7/71 (10%) naumeHTkn u3 nep-
BOM rpynnbl Uy 3/13 (23%) XeHLWMH C CENCUCOM U3 TPETLEN
rpynnbl U MNpOSIBASAMCH B BMAE S3BEHHO-HEKPOTUYECKMX
nedexToB.

lMopaeHue opaara 3peHus. OPTanbMoaorom 6biim 0CMo-
TpeHbl He BCe naumeHTkn ¢ TMA. B nepBoi rpynne no nax-
HbIM ODTaNbMOCKONUYM BbIN BbISBAEHbI Pa3/IMYHbIe NPU3HA-
KW MweMun (peskoe CyxeHue apTepui, yMepeHHoe paclum-
peHue BeH, oCnabneHne MakynspHoro pednekca, MHOXe-
CTBEHHbIE aAPTEPWMONO-BEHYNSAPHbIE OKKIIHO3MM), aHTMOMATUS
nnm otek cetyatkn y 20/28 (71%) naumeHTok, B ABYX ClTy4asnx
C OTCIOMKOM ceTyaTku. CTOUT OTMETUTD, YTO Y OLHOW MaLMEHT-
ki ¢ al'YC 6e3 odTanbMonormyeckmx »xanob no AaHHbIM nepum-
MeTpun 6binnM 0BHapYXXeHbl MHOXECTBEHHblE AedeKTbl nons
3peHns oboux a3 B BuAae abCOMOTHbIX U OTHOCUTENbHbIX
CKOTOM, KOTOpble NMOATBEPXAANUCH YHaCTKaMM OTCTIOMKU Hen-
PO3MUTENUS, BbISIBEHHbIE MPU OMNTUYECKOM KOrepeHTHOW
ToMorpadun. Bo BTOpoi rpynne nopaxeHwe opraHa 3peHus
66110 0TMeYeHo y 23/45 (51%) Bcex 0CMOTPeHHbIX 0pTaNbMO-
JIOrOM MaUMEHTOK C GOPMUPOBAHMEM OTCIIONKM CETYATKM B V4
cnyyaes.Y 1/7 (14%) v 2/7 (28 %) naumMeHTOK U3 TpeTbew rpyn-
Mbl OblIM OMArHOCTUPOBAHbI AHIMONATUS U OTEK CEeTYaTKM
COOTBETCTBEHHO. Bce maumeHTkm ¢ 13, cornacHo MeauumH-
CKMM CTaHpaptaMm, Obiiv  OCMOTpeHbl  OhTanbMOAOrOM:
y 1/70 (1,4%) nauneHTOK 6blna BbISIBNEHA aHIMONaTUS ceTyaT-
Kn, y 4/70 (6%) naumeHTok C Tsbkenow 13 6bin ycTtaHoBNEH
omarHos «[lepudepnyeckas BUTPEOXOPUOPETUHANBHAS AMC-
Tpodua», 4To NOTPeboBano 3KCTPEHHOTO POLOPA3pELLEHMS.
Takxke y 1/70 (1,4%) naumeHToK C Tspkenow 13 66110 AnarHo-
CTMPOBAHO BbINAAEHWNE MONEN 3PEHNS.

S38eHHO-HeKpomuyeckoe nopameHue xeayoka no AaHHbIM
3rAC 6bin0 AMarHoCcTMpoBaHo y 3/71 (4%) naumeHTKM 13 nep-
BOW rpynmbl, B OAHOM C/ly4ae C BbIPAXXEHHbIM KeNnyao4Ho-
KMLIEYHBIM KPOBOTEYEHMEM, COMPOBOXAAIOLMMCS PBOTOW



KOMEeNHOM rylin. J3BeHHoe NopaxeHWe Xenyaka C aneMeH-
TaMM Hekpo3a 6blN0 3HAOCKOMWMYECKM MOLATBEPXKAEHO
y 1/13 (8%) naumMeHTOK u3 TpeTber rpynmoi.

KnuHnyeckue npu3HakM MNOpaXeHWs NOMKeNyLOYHOM
Xenesbl NO TUMY OCTPOro MaHKpeaTuta Obln OTMEYEeHbI
y 1/71 (1,4%) naumeHTKM 13 nepson rpynnbl n'y 5/124 (4%)
MaLUMEHTOK M3 BTOPOM rpynnbl, B T. Y. C MOBbILEHWEM YPOBHS
rNOKO3bl B KPOBM MakcumanbHo gfo 18 mmonb/n.
Y 2/124 (1,6%) naumeHTOK 6bIN0 3aperncTpMpoBaHoO MoBbI-
leHne aMunasbl. [ToBbIWEHUE [NHOKO3bl Oonee 8 MMOSb/N
661010 BbIsBREHO Y 9/71 (13%) xeHwmHbl calYCuny 3/13 (23%)
nauMeHToK C ApyrmMu BapuaHtamm TMA. BceM xeHwmHam
M3 NepBbIX Tpex rpynn BbinosHeHo Y3 opraHoB 6ptoWHOM
nonocTu, roe 6binn BbiIBNEHbI NMPU3HAKW AMDDY3HOro M3Me-
HEeHWS CTPYKTYpbl MApPEHXMMbl U YBENUYEeHWE pa3MepoB
NOMKENyLO4HOM Xenesbl.

MpU3HaKK nopaxeHus neyeHu B BUAE BbIPAXEHHOIO
umutonmsa 6binn BbigBAeHbl Yy naumeHtok ¢ alYC, HELLP-
CMHOPOMOM U ApyrnMu BapuaHTamu TMA. [loBbiweHue
NMeyeHOYHbIX TpaHCaMMHa3 oTMedanocb y 49/59 (83%)
nauneHTok n3 nepsor rpynnel, y 109/118 (92%) naumeHTok
BO BTOPOW rpynne, gocturatowiee MakcumansHo 65N. B tpe-
Tbei rpynne npu3HakM UMTONM3a OblIM  OTMeYeHsbl
y 4/11 (36%) naumeHnTok. Y 3/70 (4%) naumeHToOK 13 yeTBep-
TOV rpynnbl C Tskenow M3 Takxke 6bl10 BbISBAEHO NOBbILLE-
HMe ypoBHA TpaHcamuHaz no 1,5-2N ¢ nocneaytouwen
HOpManu3aumel nokasatenen B Te4eHne 3-4 nHew (maba. 3).

lMopaxeHue cepdeyHo-cocyoucmoli cucmemsl U J1e2KuXx.
MpU3HaKKM AunaTauMu NONOCTed cepiua CO CHUXKEHUEM
dpakumun Boibpoca bbinu BoisBaeHbl Y 3/71 (4%) naumeHTKu
¢ al'YC. B ogHom cnyyae (1,41%) dpakumns Boibpoca 6bina
Huxe 50%, koTopas BoccTaHoBMAach Kk 18-m cyT. Bo BTOpO#
rpynne y 6/124 (5%) >xeHLWMH Bbinn oTMeuveHbl NpU3HaKK
AMnaTauMmn NonocTei cepaLa Co CHUXEHUEM COKpATWUTENb-
HOW CNocobHOCTU MMOKapAa MUHUMaNbHO 10 40%. Dpakuus
Bbibpoca B TpeTbei rpynne 6bina COXpaHHa, konebanach
B pedepeHCcHOM WuHTepBane oT 60 po 62%. OpHako
y 2/13 nauueHtok (15%) 6binn BbISIBNEHbI KAMHUYECKKE
NPU3HAKW CEPAEYHONM HeLOCTAaTOYHOCTM Ha POHE CHUXKEHMS
@B 60nee yeM Ha 15% ot ncxogHoro. Takxke y 8/71 (11%)
naumeHtkn c alyC, 2/124 (1,6%) ¢ HELLP-cunopomom
n 3/13 (23%) c opyrumun BapuaHtamMm TMA no AaHHbIM JX0-
K 6binn 3aduKcMpoBaHbl MpPU3HAaKM BbIMOTa B MOMOCTb
nepukapga o 1 cm TonwmHon. KnanaHHas AuchyHKLMS
NposiBNANACh B BUAE BNEPBbIE BbISBAEHHbIX MOPOKOB CEpA-
ua (y nmauMeHTKM C cencucom Obina AMArHOCTMPOBAHA
MUTpanbHas HefoctaTouHocTb I1-1V cT.) u TpoMboTHMYecKo-
ro HeMHMEKLMOHHOIO 3HL0KAPANTA, KOTOPbIV NOATBEPXKAAN-
€S HaNMYMeM BereTauMit Ha CTBOPKax KNanaHoB Mo AaHHbIM
Ix0-KT, a Takke oTpuuaTenbHbiM 6akTepuanbHbIM NOCEBOM
KpPOBM B a3p0bHOM M aHa3pobHOW cpenax.

[MpU3HaKyM NeroyHom runepTeHsMm OT MUHUMANbHOWM
[0 TAXKenow cteneHu bbinu BoiaBaeHbl y 4/71 (6%) nauneHT-
ku c al'YC,y 21/124 (17 %) naumentok ¢ HELLP-cuHopomom
ny5/13(38%) - c apyrumu Bapmantamn TMALY 17/71 (24%)
XEHLUMHbI M3 NepBoW rpynnbl ObAU BbISBAEHbI MPU3HAKK
rmppotopakca ¢ GopMnpoBaHWeM oTeka nerkux B 12 cny-
vaax (17%).Y 1/71 (1,4%) nauMeHTKM M3 NepsoW rpynnbl

OoTeKkM [OCTUIM CTeneHu aHacapku. Bo BTopon rpynne
MPU3HAKM BbINOTA B NAEBPabHbIX NONOCTAX OblNK BbISBAE-
Hol 'y 8/124 (6%) nauueHToK, y 2/124 (2%) w3 Hux Bbin
3a@WMKCUPOBAH KIMHUYECKM 3HAUYMMbIA OTEK Jerkux.
Y 3/124 (2,4%) naumMeHTOK 13 BTOPOK rpynnbl 6bin gnarHo-
CTMpOBaH acumt. Y 4/13 (31%) naumneHToK C ApyrMMu Bapwm-
aHTaMu TMA 6bIIM NOAYYEHbI PEHTIEHONOTMYECKME AaHHbIE
00 MHTEPCTULMANBHBIX U3MEHEHUSIX U MPU3HAKAX MMAPOTO-
pakca, y 3/13 (23%) XeHWMH — MpU3HAKM OTEKA NETKUX.
Takxe CTOMT OTMETUTb, YTO B NEPBbIX TPEX rpynnax BCTpe-
Yanucb NAUMEHTKM C U30IMPOBAHHbLIM CHMXEHMEM CaTypa-
unm (89-92%), kotopoe oTmevanocb 'y 5/71 (7%) naumeHT-
K1 n3 nepsok rpynnbl U 13/124 (11%) nauneHToK n3 BTO-
poW rpynnel.

HecmoTps Ha To yTo g TMA xapaktepHo TpoMboTuue-
CKOe MOpaXkeHWe MenKMx Cocynos, y nauneHtok c alyC
n HELLP-cuHopomoMm 6bina BbiseneHa TIJ1A. Mo pesynbra-
Tam KT OTFK B nepso# rpynne y 3/71 (4%) xeHwmHbl bbina
[OCTOBEpHO AmnarHoctuposaHa TI3J1A (B ooHOM ciyyae men-
KMX BeTBel), BO BTopor rpynne -y 1/124 (0,8%) naumneHToK.
Takxe y 2/71 (3%) nauMeHTKM W3 NepBOM rpynnsl
ny 1/13 (8%) — 3 TpeTbe No AaHHbIM Y3 BEH HUMXKXHUX
KOHeYyHoCTen 6bln1 AMarHocTMpoBaH TpoMb03 ryboKMX BeH.
Kpome Toro,y 2/71 (3%) naumeHTKn n3 nepson rpynmnbl Obin
[AMAarHOCTMPOBaH Me3eHTepuanbHbIi TPOM603.

OBCY>XAEHUE

Y NauMeHToK C pas3NnMyHbiMM BapuaHTamum TMA 6bino
BbISIBIEHO MHOXECTBEHHOE MOPAXEHWE PA3NUYHBIX CUCTEM
M OpPraHoB, O/HAKO OCHOBHbIM OPraHOM-MuLIeHbto s TMA
SABNSHOTCS NMOYKKM. MakCUMManbHas THXKECTb NOPaXKeHMs NMOYeK,
NPOSBAAIOLLAACS KaK MOBbILUEHWEM KPEATMHUHA, TaK U Mac-
CMBHOW NpOTEMHYpWEN, B [AAHHOM WCCNefoBaHMM Obina
BbiSIBNEHA Y naumeHTok ¢ al'YC, 4To gBNSNOCH OXMAAEMBIM
pe3ynbTatoMm. [10 AaHHBIM ABYX KPYMHENLLUMX NCCNea0BaHNN
A. Bruel et al. 2017 r. u F. Fakhouri et al. 2010 r,, y Bcex
naumeHToB ¢ al'YC 6bi10 BbISIBNEHO MNOPAXEHWE NMOYEK, B T. u.
¢ dopmuposanunem Or1M, npoBeneHne remoananusa norpe-
6oBanocb B 71% cnyyaeB yxe Ha MOMEHT MOCTAaHOBKM AuMa-
rHO3a, TEpMUHaNbHAsa NOYeYHas HeJOCTaTOMHOCTb Pa3BMBa-
Nacb B TeYeHWe nepBoro mecsaua nocne aebrworta B 62% cny-
Yyaes, @ Npu JanbHeMWeM AMHAMUYECKOM HabnofeHun —
B 53 1 76% cnyyaes [3, 4].

[onroe BpeMs CYMTaNOCb, YTO OCHOBHbIM OTIMYMEM
HELLP-cuHgpoma ot al'YC gsnsetcs otcyTctBue wnm bonee
penkoe nopaxexue noyek. OgHako 3HauymmocTb OMM npu
HELLP-cuHopome [o HACTOSILLErO BPEMEHM OCTAETCS Heno-
oueHeHHor. CornacHo AnTepaTypHbIM AaHHbIM, YAaCTOTa pas-
Butus OMM npu HELLP-cuHopome Bapbupyetr ot 7,7
o 65% [5, 6]. B Hawem nccnegosanum OTM Bbino 3aperu-
cTpupoBaHo Yy 39% keHwuH ¢ HELLP-cuHopomom.
AHANOrM4yHO NMTEPATYPHLIM AAHHBbIM, B KOTOPbIX MMeETCS
onucaHua Taxenbix BapuaHTos O[M1, TpeboBaBWwMX NpoBe-
nenus 3MT npu HELLP-cuHapoMe, ¢ ganbHenwmM BbiCTpbiM
BOCCTaHOBMIEHWEM DYHKLMM MoYeK [7] HaMU Bbinu NonyYeHb!
cnenylouiMe pesynbTaTbl: B ABYX C/y4asx MaUMEHTKaM
¢ HELLP-cuHpgpomom notpeboBanuchb ceaHcbl 3M1T, ogHako
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Ha MOMEHT BbINMUCKM BCE MALMEHTKM MOAHOCTbI0O BOCCTAHO-
BUAM DYHKLMIO MOYeK.

lopaxeHne Mo4veKk C BbICOKUM YPOBHEM KpEaTUHWHA,
AHYpVeNn UM CTOMKOW runepTeH3nen y nauueHtok ¢ TTI1
BCTPEYAETCA TOPa3no pexe, YeM Mnpu LOpYyrux BapuaHTax
TMA. B 4 uccnepnoBanusax naumeHtok ¢ TTI pasnuyHbie
npusHaku O 6bian 3adukcmupoBanbl y 1 u3 18; 3 us 31;
0 13 50 u 0 u3 16 cnyyaes [8-10]. Cxoxue pesynbraTbl
6blnM NONyYeHbl B HAWWEM UCCINEeLO0BAaHUU: YPOBEHb KpeaTu-
HuHa po 101,1 MkMonb/n 6bl1 NOBbIWEH TOMBKO Y OAHOM
M3 NATW naumeHTok ¢ TTT1. IpUTpoumnTypus 1 nenkountypms,
BbisiBNeHHble npu al'YC, HELLP-cuHaopome v opyrux Bapu-
aHTax TMA, noATBEPXKAAtOT, YTO MLLEMMS NMOYEYHOM TKaHU —
6onee TaKenas no cpaBHeHuto ¢ [13, npu KOTOPOM MOYEBOW
0Caflok ocTaBancg 6es3 nsameHenui [9].

OMMN xapakTepHO TOAbKO Ang Tsxenow 13 u, no AaH-
HbIM MTEpaTypsbl, pa3sueaeTcs oT 1 go 5% [10], uyto moa-
TBEPXAAKT MNOAYYEHHble HaMW [aHHble: y 4 nauueHTok
c Tskenon [13 6biAn BbISBAEHbI MPU3HAKM MOPAKEHMUS
MoYeK, MPU3HAKM KOTOPOTO perpeccMpoBanyt CaMoCTosTeNb-
HO Mocne poaopaspeLleHus.

[MToMMMO NoYeYHOW AMCHYHKLMKN, HA NEPBBINA NIAH TaKXe
BbIXOAMNO MOpaXeHue neyeHun. PaHee cymTanocs, 4To nopa-
XEeHUWe neyeHn xapakTepHo Tonbko ang HELLP-cuHgpoma,
Torga kak npu alYC u gpyrux BapuaHtax TMA unTonus
BCTpeyaeTcs kpaiHe penko. OgHako BbISIBNEHHOE B HalleM
MCCNenoBaHUM MOPAXEHUE MEeYeHW B rpynne MauMeHToK
c alYC n ppyrumu BapuaHtamm TMA, koTopble B nontopa
pa3a npesblwanu cpegHue nokasatenn AT wn ACT npwu
HELLP-cMHaopoMme, a Takxe OblM BbIIBAEHbI MPaKTUYECKM
y 83% naumnenTok ¢ alYC 1 38% »eHLWMH C HbiMKn dhopma-
Mu TMA, n03BONMN0 NOATBEPANTD BOSMOXHOCTb MOPAXEHUS
neyeHn npu Bcex Gopmax TMA. CornacHo nuTepaTypHbIM
[LlaHHbIM, CXOXWIA pe3ynbTaT Obin MOAyYeH HaWKMMK 3apy-
6EeXHbIMW KOoNNeramu npu uccnenoBaHun 49 poamnbHML,
¢ akywepckum al'YC [11]. Takum 06pasom, LMToNuns, Hapsay
C NOpaXeHWeM noyek, IBASEeTCS O4HUM U3 OCHOBHbIX MPOSIB-
nexHmn nobdoix TMA.

CaMbIMM  4aCTbIMKU HEBPONOTMYECKMMU MPOSABIEHUSIMU
TMA gBnanucb ronoBHas 60/b U pasnnyHble KOTHUTUBHbIE
HapywweHus. [TposBneHns Takoro xapakrepa SaBASTCS BbICO-
KocneunMdUYHbIMK ANS pa3fiMyHbIX BapuaHToB TMA, Hanpu-
Mep ana cuHgpoma CHeppoda [12]. Kpome TOro, B HaweM
nccnefoBaHMu y 8 naumeHToK Bblo MHCTPYMEHTaNbHO NOfA-
TBepxaeHo OHMK (npeunMyluecTBEHHO MO MLLEMUYECKOMY
Tmny: y 7 naumeHtok ¢ alYC u 1 naumeHntkm ¢ HELLP-
CUMHAPOMOM), yTO Npu TMA npoucxoauT BCIeacTBMe NOBbI-
LeHHoro TpoM6oobpazoBaHng. OgHako K MOMEHTY BbIMUCKM
HM OfHa MaLMeHTKa He MMena HeBPONOrMYeCcKUX Npossne-
HWUIA MK xanob, 4To xapakTepusyeT 06paTMMOCTb nmopaxe-
HWS ronoBHOro Mosra npu TMA. [onyyeHHble pe3ynbraThl
COOTBETCTBYIOT AWUTEPATYPHbIM AaHHbIM: Yy 80% naumeHToB
¢ TMA oTMeuvaeTcs BOCCTaHOBNEHWE PA3IMYHbIX HEBPONOTU-
YECKMX HapYLUEeHWA, 4T, CKOpee BCero, CBS3aHO C HeHoNMbLWUM
06beMOM MM NOKanM3aumMen y4acTKOB HapyLUeHMs MO3ro-
BOro kposoobpaueHus [13].

[MOMMMO NOpaxeHWs COCYLO0B MOYeK, rOfI0OBHOMO Mo3ra
M NeyeHu, MuLeHbto Npu TMA TakKe MOryT BASTbCS COCYAb
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rnas. B Hawem uccnenoBaHMM MOpaXKeHWe rnas npeumylle-
CTBEHHO OblIO MpPenCTaBAEHO OTEKOM WM OTCIOMKOW ceT-
YaTKM BCIEACTBME ULIEMMYECKOTO NOPaXKeHUs Xopuonaanb-
HbIX COCYA,0B, CHAOXAIOWMX MUTMEHTHbIM 3NUTENUIA CeTYaT-
KW, HapyweHue GYHKLUMKM KOTOPOro MPUBOLMT K Hakomne-
HWIO CcyBpeTnHanbHbIX BELWeCTB, YTO NPUBOAMUT K OTEKY CeT-
yatku [14]. AHanornyHoe NOBPEXAEHME OpraHa 3peHus
66110 otmMedeHo npu AOC nan KADGC [15].

CMMNTOMbI MOpaXeHUs opraHa 3peHus, Takue Kak
MHBEPCUS BOCMPUATUS LLBETOB, BbIMALEHWE MONEN 3peHus
WU CHUXKEHWME OCTPOTbI 3peHust, npyn TMA MoryT Takxke BO3-
HWKaTb BCNEACTBME CMHAPOMA 33Hel 0O6paTUMON NerKO3H-
uedanonatum unm PRES-cuHapoma - o6patumoro mwemu-
Yyeckoro nopaxeHus cybkopTvKanbHoro 6enoro Bellectsa
3aTbI/IOYHOM KOPbI. Y O4HOM naumeHTkn ¢ 13 1 aByx nauu-
eHTok ¢ HELLP-cMHopoMOM w3 Hawero wuccnenoBaHus
0TMeYanoch BbiNageHue nonew 3pexHus. MiIMerotcs onucanms
[AHHOro CMHApPOMa y nauneHTok ¢ TMA Bo Bpems BepemeH-
HOCTM: CHMXEHME OCTPOTbl 3peHMs Yy naumeHTok c [13
n ¢ HELLP-cunapomom [16], a Takke onucaHue pas3sButug
WCKAXXEHUS LBETOBOro BOCMpUATMS y naumeHTkm ¢ HELLP-
CUMHLPOMOM, YTO TaKXe ABNSETC CMMNTOMOM 3agHel obpa-
TMMOM nenkosHuedanonatum [17]. laHHag natonorus, B T. u.
npu passutiun OHMK, Takxxe MoxeT 06bSACHATb 06paTUMOCTb
HeBPOMOTMYEeCKMX NPOSBAEHMI Yy NnauneHTok ¢ TMA [18].

MeHee uacTo BCTpevaeMbiMM Npu3Hakamu TMA npu
6epeMeHHOCTM ABASKOTCS MOPAXEHME KOXHbIX MOKPOBOB
B BWAE remMopparMyeckoro U WWeMMYeckoro CUMHApPOMA
M A3BEHHOE MOPAXEHUE >XeNyAo4YHO-KMLIEYHOro TpakTa,
KOTOpble B HALLlEM UCCIeLOBaHWUM BCTPEYANUCH Y MALLUEHTOK
U3 nepBbix Tpex rpynn. [pu aHanu3e MMPOBOM NUTEpPATYpbI
y naumeHTok ¢ al'YC BbiSBNSAACb MAaCCMBHAs remopparuye-
CKas CbiMb Ha TYNOBULLE, BEPXHUX U HUXHUX KOHEYHOCTSX,
a Takxke netexmanbHas cbinb [19]. A y naumentok ¢ HELLP-
CMHAPOMOM Oblna AMarHOCTMPOBaHa A3Ba ABeHaauatunep-
CTHOM KMLLKM C aKTUBHbIM KpoBoTeueHuem [20].

lMoMUMO TpOMBOTMYECKOrO NMOPAXEHMS MEIKUX COCYAOB,
B HalleM MCCnefoBaHMM y NAUMEHTOK M3 MepBbIX Tpex rpynn
6b1n1 BbIIBNEH TPOMBO3 rNMYyBOKMX BEH HUXKHUX KOHEYHOCTEN,
Me3eHTepuanbHbIi TpoM603, a Takke TIJTA. OnHoM 13 rmno-
Te3 matoreHesa MacCMBHOrO TpomMboobpa3oBaHms ABASeTCA
KoHuenuus, npeanoxenHas B 1998 r. C. Kitchens, kotopas
npencraBnger cobon M3ObITOYHLIM OTBET HA NMEepBOHaYasb-
Hbli NPOTPOMBOTUYECKMIA CTUMY/ M HOCUT Ha3BaHUE TPOM-
6oTtnyeckoro wropma [21]. Takke B MOMAb3Yy BbIPAKEHHOWM
AKTMBALMM BHYTPUCOCYAMUCTOTO CBEPTbIBAHUS CBUAETENb-
CTBYET 3HAUYUTENbHO MOBbIWEHHbIM YypoBeHb [l-aumepa
y NaUMEHTOK TONIbKO M3 MepBbIX Tpex rpynn. OQHaKo, yumThl-
Bas HW3KYH YYBCTBUTENbHOCTb M CNEUUMPUYHOCTb 3TOro
nokasartens npu GepeMeHHOCTM, MONyYeHHble pe3ynbTaThbl
CNOXHO TPaKTOBaTb OAHO3HAYHO [22].

B Hawem wuccnemnoBaHUM apTepuanbHas rMNepTOHUS
6blna BbISBNAEHA Y NALMEHTOK CO BCEMW BapuaHTamu TMA.
[o-BMAMMOMY, CUCTEMHAS 3HAOTENMANbHAA AUCHYHKLUMS
M BbICOKMI YPOBEHb aHTUAHTMOTEHHbIX GAKTOPOB NPUBOAAT
K TMnepTeH3Mu, CBA3aHHOM C OGepeMeHHOCTbl, a Takxke
MOryT npefpacnonaratb K pa3BWUTUIO CEpAEYHOM HeLoCTa-
TOYHOCTM W Aunataumm nonoctein cepaua. Mpu TMA



KapZuanbHas CMMNTOMATMKA YacTo OCTAeTCs HeAMarHoCTH-
pOBaHHOM BCNeACTBUE OTCYTCTBUS KIMHUYECKUX CUMMTOMOB.
Mo [aHHBIM MMPOBOW NMTEPATypbl, MMEKTCH ONUCaHUS
[unatauun nonocren cepgua y 37% >xeHwuH c 13 [23],
NpU3HaKkW cepaevyHo HeLoCTaTOYHOCTM B rpynne naumeH-
Tok ¢ TMA no CpaBHeEHWIO C KOHTPONMbHOW rpynnow [24],
M30IMPOBAHHOE CHWXeHWe GpakumMn Bbibpoca y 21,7%
B koropte w3 49 naumeHtok ¢ HELLP-cungpomom [25],
a Takxe pa3BuMTMe nepunapTanbHOM KapaMOMMONaTUM
y naumenTok ¢ TMA [26]. B onHOM cnyyae Ha doHe aunata-
UMK NonocTen cepaua y naumeHTku ¢ TMA 6bin gMarHocTum-
poBaH MHMaPKT Mnokapaa (6e3 nopakeHUs KPYMHbIX KOPO-
HapHbIX apTepui) [27]. B uenom nopaxeHWe KpynHbIX
KOpOHapHbIX cocynoB npu TMA pernctpupyeTcs AOBONbHO
penko, a cybcTpatoM OCTpOW CepLeyHOM HefoCTaTOYHOCTH
SBNSOTCS TPOMObI MUKPOLMPKYASTOPHOTO pycia MUoKapaa.
Mo pe3ynbTaTaM HalWero UCCNefoBaHMS B MepBOM rpynne
y Tpex naumMeHToK Obiin BbISBAEHbI UWEMUYECKME N3MEHE-
Hu4. Takke Bblnn 0BHApYKEHbI NPU3HAKM AMNATALMKU NOMO-
CTelt cepAlua B MepBbiX Tpex rpynnax MauMeHToK, B T. u.
CO CHMXeHneM dpakunm Bbibpoca.

Takxke y MaUMEHTOK M3 MepBbliX TPeX rpynn B HaleMm
umccnefoBaHuMM  Oblv BbISBAEHbI MPU3HAKKM  CepoO3uMTa
OT HebonbWOro NNeBpUTa M NepuKapauTa A0 aHaCapKu
B 04HOM cnyyae y naumeHnTkum ¢ alYC. CornacHo nutepaTyp-
HbIM [aHHbIM, UMEKOTCS OMWUCAHUS CEPO3MTA Y MALMEHTOK
¢ HELLP-cuHopomowm [28].

OTaenbHO HeobxoanMMo 0TOBpPa3mnTb, YTO TONLKO B Cly4a-
ax alYC obcyxpanacb aHTMKOMMIEMEHTapHas Tepanus
JKynn3ymMaboM, BAFIOLWAACS 30710TbIM CTAaHLAPTOM Tepanuu
[aHHoro 3abonesaHus. Tonbko 24 naumeHTkn u3 71 (33,8%)
nosyyanu B Ka4ecTBe Sle4eHns NaToreHeTUYecKyo Tepanmio
JKynn3ymMaboM. Takoh HW3KMIA MPOLEHT CBA3aH C TeM, YTO
[aHHbIA npenapaTt WMPOKO Ha4yan MCnonb30BaThCd [ANns
neyenuns al'YC c 2016 r., no3ToMy BCe NaLMEHTKM, BXOASLWME
B Hawe uccnegoBanune ¢ 2011 no 2015 r, He nony4vanu
aHTMKoMnneMeHTapHyto Tepanuto. C 2019 r. Bce naumeHTKH
c alyYC 6binn nepeseneHbl Ha BuoaHanor skynusymaba -
npenapat 3nusapua [29-31]. Ana 3nu3apun 6bina npope-
MOHCTPMpPOBAHa BbICOKAg KOMMeMeHTOA0KMpYyoLLas
3 dekTMBHOCTb Y NnaumnenTos ¢ alYC [32, 33].

Mo paHHbIM mnccnepoBanua F. Fakhouri et al. 2010 r,
y 62% naumeHtoB c alYC pasBuBanacb TepMuHaNbHas

noyeyHas HeAOCTAaTOMHOCTb B TeYeHwe NepBOro Mecsaua
nocne nebtota, a B 76% cnyyaes npu JanbHEWLLIEM OUHAMU-
yeckoM HabnaeHun [4]. CBoeBpeMeHHOE Ha4yano aHTUKOM-
NAeMEHTAPHOW TEPANUKU MOXET NPUBOLUTbL K CYLLECTBEHHO-
My perpeccy a3oTeMuMM W BOCCTAHOBAEHMIO QYHKLMM MoYek
y naunenTok c alYC. B Hawem nccnepoBanmm y 80% nauner-
TOK, NOAYYaBLUMX JKYNM3yMab, QYHKLMS NOYeK BOCCTAHOBM-
nacb nonHocTblo. o OaHHbIM nuTepaTypbl, 6e3 Tepanuu
Jkynusymabom 6bonee 50% naumeHTOK B nocnenyrowem
[octvranu omanusa, a 6onee 25% - HyXAaanucb B TPaHC-
nAaHTauum nouku [2]. B Hawem uccnenosaHum cpeam naum-
€HTOK, He MOAYYaBLIMX AHTUKOMMJIEMEHTAPHYI Tepanuto,
(bYHKLMS NoYeK BOCCTAHOBMAACH TONbKO Y 2%.

BbIBO/AbI

Taknum o06pasoM, TpoMbOoTMYeckas MUKpPOaHrMonaTus
B aKyLLepCTBe HOCUT reHepanM30BaHHbIM XapakTep, a pa3Ho-
0b6pa3zHble MpoOsIBNEHUS OpraHHOM AMCOYHKUMM 3a4acTyio
MOryT 3aTPyAHSTb AMArHOCTMKY OMpefeneHHOro noaTMna
TMA, TeM cambIM 3amMennsas BbIbop BEPHOW TAaKTUKM NeYeHus.
[na Bcex wccnemyembix BapuaHToB TMA B akyllepckon
NpakTuke 6biN0 BbISBAEHO MOPAXeHUE Pa3fMYHbLIX CUCTEM
M OPraHoB: NoYek, NeYeHW, HEPBHOW CMCTEMbI, OpraHa 3pe-
HWS, KOXM, NErKMX, CEPAEYHO-COCYANCTON CUCTEMDI, @ TaKxXKe
TPOMBOTUYECKME OCNOXKHEHNS MENKUX M KPYMHbIX COCYA0B.
MOMUMO MpenMyLLECTBEHHOTO MOPAXEHMS MOYeK, KOTO-
poe 6b110 BbISIBNEHO HE TOMbKO Yy nauneHTok ¢ alYC, Ho n npu
Lpyrux BapnaHTax TMA, Ha nepBbIi NiaH BbIXOAMIO NOopaxe-
HWe MeyeHW, HEPBHOW CUCTEMbl WM opraHa 3pexus. CrouT
OTMETUTb, YTO MAKCUMasbHble 3HAYeHWUs UMTONM3a Oblan
BbisiBeHbl y nauneHTok ¢ alYC, TTI n cencucom, a He y naum-
eHTok ¢ HELLP-cnHaopomom. MaumenTtkn ¢ alYC npoaeMoH-
CTPMPOBANIM MAKCUMAJIbHYIO TSXKECTb MOSIMOPraHHbIX MpOsB-
NeHui, naumeHTkn ¢ M3 - MuHMManbHyo. OgHaKo BbISBUTb
KaKoi-nMbo NaTorHOMOHMYHBIMA NPU3HAK AN OnpeaeneHHo-
ro noatmna TMA He npeacTtaBNSeTcs BO3MOXHbIM.
CooTBeTCTBEHHO, 05 BCeX BapuaHToB TMA xapakTepHo
MOPaXXeHWe PasNYHbIX CUCTEM W OPraHoB, YTO TpebyeT Mynb-
TUAMCUMNAMHAPHOIO MNOAX0AA K TAaKUM MaLMEHTKaM.
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