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AHHOTAIUSA

BBenenne. B mocnennee necstuierne Bce OONBIIE WCCIEAOBAHUNA COOOMIAIOT O HAIMYHUN Y MAMEHTOK, CTPANAIOIIINX
TaKUMH OCJOXHEHUSAMH OEpeMEHHOCTH H pOIOB, KaK IOBTOPHBIC MOTEpH IUIOAA, MEPTBOPOXKACHHE, 3aIepikKKa
BHYTPHYTPOOHOTO Pa3BHUTHS U MPEIKIAMIICHS, BPOXKICHHONH TPOMOOTHYECKOH TPOMOOIIUTONCHUICCKON MypHyphl. JTa
narojioruss TpeOyeT OCOOEHHOro MOAXOJa B JAWarHoctuke u Tepanuu. Lleab wmccienoBaHus — NPOBECTH aHAIU3
aKTYaJIbHOCTH JMAarHOCTHKU reHeruueckoro nepekra ADAMTSI13 npu cunapome Ammoy-lllynsmana, onpenenurtsb
MIPaKTUYHOCTh U MPOAYKTHUBHOCTh TEXHOJOTHH, MPUMEHSEMBIX JIJIsl TEpallii BOSHUKAIOIINX aKyIIEPCKUX OCIOKHEHUH.
Marepuan u meroasl. [IpoBeseH peTpocreKTHBHBIN aHann3 21 ucropuu 0OJe3HM MAIMEHTOB, HAXOJIMBIIMXCS Ha
neuennn B otaenernn ¢ 2017 mo 2023 rox. Pe3yabTaThl. B 001mIeil coXHOCTH y KESHITWH U3 MPOaHATH3UPOBAHHBIX
aBTOPOM TPy npousoren 21 snu3o1 6epeMeHHOCTH, U3 HUX y 15 ObUH aKyniepckue OCIOKHEHUS, BKmodas 46,7%
(7/15) mpexxaeBpemenHyro notepio mioaa (<10 Henmens), 26,7% (4/15) mo3xHor0 HoTepio wioaa (>10 Henens) u 26,6%
(4/15) mpexaeBpeMeHHBbIC JXUBOPOXKACHUSA. BbIBoabl. MonHuTopuHr ypoBHI ADAMTSI13 B CHIBOPOTKE KpPOBH
MIPOBOIUTCA MIPH TUIAHUPOBAHUH TOCIEqyIomel OepeMeHHOCTH. ClleIyeT yIuTHIBaTh TOJITOCPOUHBIE ociaokHeHus TTP:
WIIEMUYECKAE HHCYJIBTHI, BTOPUYHBIC THIICPTOHHUH, HIIEMHUYECKYIO0 OOJIC3HB CepAlla, KOTHUTHBHBIC OTKIOHEHHS WU
CHIDKCHUE KayecTBa JKM3HU. bepeMeHHOCTh ¢ cuHapoMoM Ammoy-Illynsmana craHeT OJHOW W3 OCHOBHBIX OOJacTel
aKylepckux pa3paboTok B Onwkaiiiive rojbl, HEOOXOIMUMBI JAIbHEWIINE aCCOIMATHBHBIC U BBHICOKOKaYeCTBEHHBIC
ucciaen0BaHus U1 (POPMUPOBAHUS JTyUIINX TEPAlIeBTHYECKUX MHHOBALUH M BO3MOXKHOCTEH B OYAyILEM.

KiroueBble cjioBa: TpoMOOTHYECKAass TPOMOOIMTONICHUYECKass Mypiypa, cuaapom Ammoy-Ilyiasmana, dakrop ¢dox
Bunnebpanna, ADAMTSI3, cocyaucThiii MUKPOTPOMO03, OE€pPEeMEHHOCTh, IIAIICHTA.
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Abstract

Introduction. In the last decade, more and more studies have reported the presence of congenital thrombotic
thrombocytopenic purpura in patients suffering from complications of pregnancy and childbirth such as repeated fetal
loss, stillbirth, intrauterine growth retardation and preeclampsia. This pathol ogy requires a specia approach in diagnosis
and therapy. The aim of the study is to analyze the relevance of the diagnosis of the ADAMTS13 genetic defect in
Upshaw-Shulman syndrome, to determine the practicality and productivity of technologies used for the treatment of
emerging obstetric complications. Material and methods. A retrospective analysis of 21 medical records of patientswho
were treated at the department from 2017 to 2023 was carried out. Results. In total, 21 pregnancy episodes occurred in
women from the groups analyzed by the author, of which 15 had obstetric complications, including 46.7% (7/15)
premature fetal loss (<10 weeks), 26.7% (4/15) late fetal loss (>10 weeks) and 26.6% (4/15) premature live births.
Conclusion. Monitoring of ADAMTSL13 serum levelsis carried out when planning a subsequent pregnancy. Long-term
complications of TTP should be taken into account: ischemic strokes, secondary hypertension, coronary heart disease,
cognitive abnormalities and a decrease in quality of life. Pregnancy with Upshaw-Shulman syndrome will become one of
the main areas of obstetric development in the coming years, further associative and high-quality research is needed to
form the best therapeutic innovations and opportunities in the future.

Keywords: thrombotic thrombocytopenic purpura, Upshaw-Shulman syndrome, von Willebrand factor, ADAMTS13,
vascular microthrombosis, pregnancy, placenta.
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BBEJIEHUE

TpomOouurtonennueckass myprnypa (TTP) — peaxkas wu  cmepTenpHas MATOJOTHA,
XapaKkTepU3yIOIasiCsl arpeCCUBHBIM T€YEHUEM, TPOMOOLIUTONICHUEH U TEeMOJIMTUYECKON aHEMUEH ¢
KIMHUYECKUMH TocaencTBusiMu Tpom6o3a [1]. TTP Be3Bana aeduuuToM MeTamsionpoTedHas3bl
ADAMTSI13 (A Disintegrin And Metalloproteinase with a ThromboSpondin type 1 motif, member
13), pacmemstomeii ¢aktop pon Buineopanga (VWF). ADAMTSI3 — KpUTHUECKH BasKHBIN
(dbepMeHT, KOTOpBIA CHHTE3UPYETCS B 3BE3AYATBIX KIETKAaX IeYeHU (MEepUCUHYCOUAATBHBIX
nunouuTax Mro).

Cunapom Anmoy-Illynemana (USS) — penko peructpupyemasi BpokJaeHHas (opma
TpoMOoTHUECKOW TpoMOoumTonieHnueckoi mypimypsl (TTP), Bo3Hukaromas B pe3yinbTare MyTalui B
reie ADAMTS13. CorinacHO HEMHOTOYHMCICHHBIM HCCIEAOBAaHUSAM C Y4YacTHEM OepeMEHHBIX
KECHIIMH, HEOJHOPOAHOCTh MPOSBICHUIN 3aTpyIHMIIA JUATHOCTHKY ATOHM marojioruu. 3abojeBaHue
BO3HHMKAET HEOXHMJAHHO U CBSA3aHO C MOBBINICHHBIM PUCKOM CMEPTH MaTepH U 1wioja [2].

Ieap mccinenoBaHusi — NPOBECTH aHAIM3 AKTYyaJbHOCTH JUArHOCTHKU TE€HETHYECKOIO
nepekra ADAMTSI3 npu BpoxaenHoi TPP, ompenenuTs NpoayKTUBHOCTh TEXHOJIOTHH,
MPUMEHSAEMBIX JJIs1 TEpaluy BOZHUKAIOIIUX aKyIIEPCKUX OCIOKHEHUN

MATEPHUAJI U METO/bI

Crnyuaun cunapoma Ammoy-Illynsmana Obuti guarHoctupoBassl B iepuoa ¢ 2017 mo 2023
rojel - Beero 21 manuent. M3ydeHsl TeueHrne U UCXOIbl OepeMeHHOCTeH y skeHIInH, 00ibHbIX TPP.
UccnenoBanin  aktuBHocTh ADAMTSI13, reneruueckue MyTaluHd, OCIOXHEHHUS BO BpeMs
OepeMEeHHOCTH U MpU poAax, TakTuky Jedenust TTII, ncxoapr 6epeMeHHOCTEH.

PE3YJIBTATDBI

B o0mieit cl0)XHOCTH Y KEHIIUH W3 MPOAHAIU3UPOBAHHBIX aBTOPOM TPy Mpowu3omen 21
AMU30/1 OCpeMEHHOCTH, U3 HUX y 15 ObUIM aKylIepcKue OcJoKHeHus, Bkiodas 46,7% (7/15)
pekaeBpeMeHHyI0 noTepto mioaa (<10 nemens), 26,7% (4/15) no3anioro notepro mioaa (=10
Hezenb) U 26,6% (4/15) npexxaeBpeMeHHbBIE KUBOPOXKACHUS. ABTOP HAOIOA)I BEICOKYIO CTETICHb
koppemsiun (41,2%-59,2%) ypoBuss ADAMTSI3 u TpoMOOTHUYECKUX U aKyIIEPCKUX OCIOKHEHHIA.
Cunapom Amnmoy-lllynemMana MoOXXeT SBUTbCS NPUYUHOW KIMHUYECKOW CHUMIITOMATHUKU
OCIIO)KHEHHOTO TeueHusi OepeMeHHocTH B 15% ciiydaeB, MOATOMYy Bpaud, CTAIKUBAIOLIUECS C
MOIOOHBIMU CITydasiMHd, JOJDKHBI 00s1anate «ADAMTS13-HacTOpOKECHHOCTHION.

OBCYXJIEHUE

®dusnonoruueckass posib MyinbtuMepHoro VWF 3akimtouaercs B oOecreueHUM aire3uu
TPOMOOIIUTOB K CYOSHIOTEIHATIbHOMY MAaTPUKCY B YCIOBUSAX TIOBPEXKJICHUSA cocylda H
reMOJIMHAMHYECKOTO cTpecca. Takum o0pazom, B ycinoBusix adbcomotHoro aedpunura ADAMTS13
VWF mnaxomutcs B «HeoOpaboTaHHOI» ¢GopMe M MHUKPOCOCYIbl OKa3bIBAIOTCA MEPEKPHITHI
TUTaHTCKUMHU yJIbTpaBblcOKOMoJeKyIsipHbIMU VWF, Ha KOTOpBIX OCEqI0eT TpOoMOOLMbI, 00pa3ys
OIOKUPYIOIIHE MUKPOCOCYAUCTOE PYCIIO TPOMOOIUTapHbIe TPOMOBI. MUKpPOAHTHONATHS TTPUBOJAUT
K (hparMeHTaIH SPUTPOIIUTOB U 0OPA30BAHUIO IM30IMTOB [3)].

To ecTh, MepBBHIMHU KIMHUYECKUMU Mpu3Hakamu USS SBISIOTCS ocTpasi MUKpOAHTHONATHS,
XapaKTEePU3YIOIIAsCS MHKPOAHTMONIATUYECKOMN FeMOJIMTHYECKON aHEeMHEN, TSKEJION
TPOMOOIIMTONIEHUEH U COCYTUCTBIMU MUKPOTpOMOaMu. B pe3ynbTare BOSHUKAIOIINE UIIEMUYECKHE
MOpaXeHUs] MOTYT MOpa)kaTh JiI00OH opraH, BKJIIOuYas IulalleHTy. Bo Bpems OepemeHHOCTH
M3MEHEHUs B CHUCTEME IeMOCTa3za MpeapacloiaraloT MAalMeHTKy K THIEepKOoaryssluu, KoTopas
MOCTETIEHHO BO3BPAIIAeTCs K HOPME MPUMEPHO Yepe3 MIECTh He/leNb Tociie pojioB [4].

BonbmnHCTBO OONBHUIL TEXHOIOTUYECKU HE OCHAIIIEHBI /TSI TOCTAHOBKH MOJIHOTO IMarHO3a,
U B HACTOSIIEE BpeMsl TEpaleBTUUYECKOE pEIIeHHE MOKET OBITh OTJOXKEHO H3-3a JIETKOCTH
JONyIIeHUs OmMOOK B ompeaeneHuu maronoruu ADAMTSI3, 4ro mpuUBOIUT K 3aJiepKKaM ¢
CepbE3HBIMU TMOCIEACTBUSAMU Uid OepeMeHHON. JleueHne AOMKHO OBITh CKOPPEKTHPOBAHO B
COOTBETCTBHH C aKyIIEPCKOM OIICHKOM, YTO MOTPEOyEeT MHTETPaIlU TSJIEMETUIIMHEI [5].

BbIBO/bI

1. Axymepbl-THHEKOJOTH JOJKHBI OBITh OCBEJOMJIEHBI O PEAKOM H CMEPTEIbHOM
3a005IeBaHUHU — TPOMOOTHYECKOW TPOMOOLUTONEHUYECKON MMyprype MNpH CUHApOME AIIIOY-
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Hlynemana. HacTosiTenbHO pEKOMEHIYIOTCSI MEKIUCIUIUIMHAPHBIE MTOAXO0/IbI AJIi CHUYKEHUS pUCKa
omrbouHoro nuarno3a. Mouutopur ypoBHsi ADAMTSI3 B chIBOPOTKE KPOBH NMPOBOAMUTCS MPHU
IUTAHUPOBAHUHU MOCIIENYIONIEeNH OepeMEeHHOCTH.

2. Crnenmyer yuduThIBaTh JONTOCpPOYHbIe ociokHeHUs TTP: wumeMudeckue WHCYIBTHI,
BTOPUYHBIEC TUIIEPTOHUH, UILIEMUYECKYIO 0OJIe3Hb CEp/Illa, KOTHUTUBHBIE OTKIOHEHUS U CHUKCHHE
KauyecTBa JKU3HH.

3. bepemennocth ¢ curapomom Amnmoy-lllynpmaHa cTaHeT OJHOW U3 OCHOBHBIX OOJacTei
aKyIIepCKUX pa3paboTOK B ONIKalIIne Tojbl, HEOOXOAUMBI JalbHEHINE BBHICOKOKAYECTBEHHBIE
uccienoBaHus A (GOopMHpPOBAHUS JIy4IIUX TEeparneBTUYECKUX HHHOBALMNW W BO3MOXHOCTEH B

Oymyiem.
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AHHOTaANUA

Beenenne. CekcyanpHas QyHKIMS M peakiyst MYXXYHH OCHOBaHBI Ha CIOCOOHOCTH HCIBITBIBATH U IMOJAEPKUBATh
spekimio. OZHAKO AJIS KEHIIMH CEKCyallbHbIM OTBET ropas3fo OoJsiee CIIOKEH, B HEM YYacTBYIOT MHOTHE ApYrue
MIPOLIECCHI, BKJIIOYAs CJIOKHOE B3aMMOJEHCTBHE CEKCYaIbHOH CTHUMYJISIIMU IIEHTPAJbHOW HEPBHOM CHCTEMBI,
neprudepuIeckoi, HEPBHO-COCYANCTOH CHCTEMBI M TOPMOHAIBHBIX peaknuif. CTpecc BIMSET Ha BeCh OpraHu3M. Bo
BpEMSI CTPECCOBBIX CUTYAIMi MOBBIIIAETCS YACTOTA CEPICYHBIX COKPAILIEHUH. 3a CYET TAKUX M3MEHEHHH, TeJI0 TOTOBUTCS
K KaKUM-JIN0O OTIACHBIM CHTYAIUsIM, YTO OTPaXKaeTCsl B TOM UYHCIIE U Ha CEKCyaJlbHOM keanuu. Llean ncciienoBanus —
W3Y4YHUTh BIMSHHUE CTpPEcca Ha MPOSBICHHS TMIIOCEKCYAIBHOCTH y KeHIInH. MaTepuai u Metoabl. s nmpoBeneHns
HCCIIeIOBaHMs BBIOpAaH METO] OIpOca MU MOMOIIK OHJIAH-aHKET Ha 6a3e ONMPOCHHUKA PACCTPONCTB CEKCYyaTbHOCTH U
IIKaJIBl €KETHEBHOTO CTpecca. Bl BBIENEHBI BE TPYIIIBI JKEHIIMH: TepBas — ¢ BEICOKUMH TTOKa3aTeNIsIMH YPOBHS
€XKeIIHEBHOTO cTpecca (Bhiie 4 0amioB), BTOpas — ¢ HU3KUMU. B manmpHelieM B KaKJIOH W3 TPYMIT ObUIH OLEHEHBI
MoKa3aTeln cekcyansHOCTH. Pe3ybTaThl. COOTHOIIEHHE CTYIEHTOB C HU3KHMM (HIDKE 5 I10 IIKaje cTpecca) K CTyIeHTaM
C BBICOKUMHU CTPECCOBBIMHE BO3AeHCcTBHSIME — 55% Kk 45% cooTBeTcTBeHHO. Ha OCHOBaHMY 3THX TaHHBIX OBLIN BBIACIECHBI
nBe Tpynmsl: ¢ Hu3kuM (| rpymnma) u BeicokuM (Il Tpymnma) ypoBHAME cTpecca, B KOTOPBIX B JalbHEHIIEM IPOBOAUIOCH
HCCIIeJOBaHHE PACCTPOMCTB cekcyanbHOCTH. B | rpynme — ¢ Huzkumu (0-5) 3HAYSHUSIMU 110 IIKaJle CTpecca CHIKEHHE
mbuo He ObII0 BhIsBIEHO. Bo I rpynme — ¢ Beicoknmu (5-10) 3HaUE€HHUAMHU 110 IIKaJle CTpecca, HU3Koe JIMONI0 ObLIo
BoisBIeHO y 30,1% pecnonnentoB BeiBoabl. 1o pe3ysnpraram aHaln3a MOJTYYEHHBIX JaHHBIX aHKETUPOBAHHS MOXHO
c/1enaTh BBIBOJI, YTO BBICOKHH YPOBEHb ITOBCEHEBHOTO CTPECCa Y )KEHIIMH, HE SIBIISIETCS BELyIIMM (PaKTOPOM B Pa3BUTHU
THIIOCEKCYaJIbHOCTH, HO SIBJISIETCS] OJJHUM M3 KOMIIOHEHTOB, OKA3bIBAIOIIMX BIMSHHE Ha OIyIIEHUE CBOEH CEKCYaIbHOCTH
Y JKEHIIIMH.

KiroueBble c10Ba: )XEHIINHBI, CEKCYabHOCTB, JTMOMI0, CTPECC.
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