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KJINMHUYECKUUN CJOYYAU MPUOBPETEHHOM ®OPMbI
TPOMBOTUYECKOW TPOMBOIIUTONEHUYECKON
MNYPIYPhI: IMATHOCTUYECKHWU MOUCK U JIEYEHUE

'Y «PHIIL] paouayuonnoti meouyuHwl u 3Kon02uu yenosekay, 2. I omens, berapyco

B Hacrosei craTbe M3JI0KEH KIMHUYECKUH citydail mpruoOpereHHoN (popMbl TpOMOOTH-
YEeCKO TpoMOOIUTOIIEHNUECKON mypirypbl. OnucaHbl CHMOTOMATHKA JAHHOTO PEIKOTo 3a00-
JIeBaHUS U MPOBOIUMOE JieueHue. /[narHo3 ObUT BHICTaBIIEH IO MUHUMAJIBHBIM JTHATHOCTHYE-
CKUM KPUTEPHUSAM H B IIpoIiecce JeUeHHs ObUT MOTYYEeH XOPOIINHA TepaneBTUIECKUI OTBET.

Knroueswie cnosa: mpombomuueckas mpomooyumoneHuveckas nypnypa, mpomooyumone-

Hus, hakmop Bunnebpanoa, nnazmaghepes

Beeoenue

TpomboTHyeckass  TpOMOOIMTONIEHUYE-
ckas nmypnypa (TTII) — penxoe 3aboneBanue ¢
yactoTtoii Bctpeuaemoctu 4:1000000 Hacene-
Hus. XapakTepu3yeTcst KpaliHe arpeCCUBHBIM
TEUYEHUEM U BBICOKOM JIETAIbHOCTBIO IIPU OT-
cyrctBumu JedeHus (mo 90%). 3agacTyro He
uMeeT crienuuyeckux npusHakoB. [{uarso-
CTUUECKUMH KPUTEPUSMU MOCTAHOBKU KIIH-
HUYECKOTO JHMarHo3a sIBISIOTCS Hau4Hhe Kak
MUHUMYM JIByX CUMITOMOB: TPOMOOIUTOIE-
HUHU, MUKPOAHTHOINATUYECKON TeMOIUuTHYE-
CKOW aHEMMH.

Bnepseie ynomuuanus o TTII 3Byua-
JU B COOOIIEHWHM AaMEepUKaHCKOro Bpaya
Moschcowitz B 1924 1. OnmceiBanics cirydai
oCTpoil Oone3Hu 16-1eTHEN NEeBOUKH C aHe-
MHEH, JTUXOPAIAKON, METEXUSMH, PA3BUTHUEM
HIIEMUYECKOTO MHCYJIBTAa U OCTPOU JIEBOXKE-
JYI0YKOBOW HEIOCTATOYHOCTH, BBISIBICHHBI-
MU MHOXECTBEHHBIMH THAJUHOBBIMH TPOM-
0aMM B TEpMHUHAIBHBIX apTEPUONIaX U KaIlui-
asipax BHyTpeHHUX opraHoB [1, 2]. C 1947 r.
B MEIMIMHCKYIO MPAKTUKY BBEAEH TEPMHH
«TpoMOOTHYECKasi TPOMOOIUTONIEHUYECKast
mypIypa», uiu 001e3Hb MOIIKOBHUIIA, aKTHB-
HO MCTIONB3YIONIUICS B HacTosIIee Bpems [3].

bonesns BcTpevaercs B 11000M Bo3pacre,
yaiie 00JIeI0T KEeHIIUHBL. YacToTa BO3HUKHO-
Benust TTII B CHIA go 11 ciyuaeB B roa Ha
1 muH. xwuteneit [4]. CooTHOLIEHUE UANOTIA-
TUaeckoi 1 BropuyHoit popmer TTII B cTpyk-
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type npuodperennoit TTII B peructpe Smno-
Huu — 51% u 49% [1].

Ilo ma"HHBIM IOTO-BOCTOYHOW AHIINU
(ampens 2003 1. — mexabpes 2005 1.) 3aperu-
crpupoBano 176 snmuzonos ¢ TTIL. Ctpykrypa
COOBITHI: manonarnueckas — 56%; cBa3aHHas
c unpeknueii — 11%; c 6epemeHHOCTHIO — 6%);
¢ BUY — 7%; ¢ ayrouMmMyHHBIME 3a00J1€Ba-
HUAMH — 6%; BpoxkaeHHas — 5% [1].

B ocHoBe Oonie3HH — pe3Koe MOBLIIICHHE
arperaiiiid TpOMOOIIUTOB ¢ OOpa3oBaHHUEM
TPOMOOLIUTAPHBIX (MM THAJIMHOBBIX) TPOM-
00B, COCTOSIIIIUX M3 TPOMOOLIUTOB U (paKTopa
Bunebpannia, B Menkux cocyaax OOJbIIMH-
CTBa opraHoB. B nepByto ouepenb mopakaroT-
Csl TOJIOBHOM MO3T, MOYKH, CEPJILIE, JIETKHE.

[TaTorene3 maHHOTO 3a00JI€BaHUS AKTHB-
HO m3ydaisicsa. B 1982 1. B miasme yeTkIpex
nanuenToB ¢ peruauBupyromeir TTIT Opumn
0OHapYKEeHBI «HEOOBITHO OOJBIINEY) MYIIBTH-
Mmepsl pakropa Bumnedpanna [S]. [To pazmepy
OHU OBLIM MONOOHBI T€M, KOTOPBIE CEKPETH-
PYIOTCSL MErakapuoluTaMyu W SHAOTEIUalb-
HBIMH KJIETKaMH, a COJEPKaTCsl B o-TpaHyiax
TpomboruToB U Tenbiiax Weibel-Palade »n-
JOTENUANIbHBIX KJIETOK [6]. BeinBuHyTas ru-
nore3a OOBSICHsUIAa HaJU4YUE MaKpOMOJEKYI
dakropa BunmneOpania oTCyTCTBHEM y TAIH-
€HTOB MPOTea3bl WU TUCYIb(DUIHON pemyK-
Ta3bl, KOTOpasi UX paciieruisier. B kadecTBe
npuurHbel TTII ObLIO0 TIpemyiokeHo paccma-
TpUBaTh MakKpoMoJeKyibl (akropa Bue-

Meouko-6uonozuueckue npodremul xcuznedesmenvhocmu. 2019. Ne 2(22)



Obmern onvimom

OpaHja, BBI3BIBAIOIINE HEKOHTPOIHPYEMYIO
arTIIOTUHAIIIIO TPOMOOITUTOB U TPOMOO3HI.

B 1996 . y nanmmentoB ¢ TTII Obl1 BBI-
SIBIIEH Je(DUIIUT METaJUIONpPOTeasbl, YMEHb-
IAlOMIe pa3Mepbl MyIbTHMEPOB (akTopa
Bunnebpania mocpencTBoM HX paclieruie-
nug. B 2001 r. mannas Meraionpoteasa
Obu1a uaeHtudunmporana kak ADAMTS-13
(A Disintegrin And Metalloprotease with
ThromboSpondin type 1 motif, member 13).
[5, 6]. KaroueBbIM 3BEeHOM B OCHOBE 0oJie3-
HU sBhsieTcss TyOokuit gedumur (<10%)
ADAMTS-13.

B 1998 r. y B3pOCIbIX NAIMEHTOB C MPH-
obperennoit TTII Obtn OOHApYKEHBI ayTO-
anTuTena kinacca IgG, mHruOHWpyromme ak-
TUBHOCTb MeTaiionpoTeasbl [7]. OnucaHbl
€IMHUYHBIC CITydad BBISBICHUS AHTUTEN K
ADAMTS-13 knacca IgA/IgM [8].

[Tpu nacnencreennoit TTII onucano 60-
nee 150 pa3nuuHBIX MyTalMii, COIIPOBOXKIA-
IoIMX 3T0 3aboneBaHue. BonbIIMHCTBO M3
HUX (86%) MPUBOIUT K CHIKEHHUIO CEKPEITUHI
ADAMTS-13 [9].

Cumwxenue axktuBHoctu ADAMTS-13
Tak)Ke OBLJIO BBISBICHO MPU TAKUX COCTOSHU-
SIX, KaK OCTpbIE BOCIMATUTENbHBIE 3a005eBa-
HUS, TIPU [UPPO3€ TICUEHU, YPEMUH, CUHIPO-
M€ JIMCCEMHHUPOBAHHOTO BHYTPUCOCYIAUCTO-
TO CBEPTHIBAaHUS KPOBH, remapuH-UHIYIIUPO-
BaHHO# TpoMOoumTonenuu 11 Tuma. J{ns Bcex
MIEPEYUCIICHHBIX CIIy4aeB YPOBEHb AKTHBHO-
ctu ADAMTS-13 cocrasnsan >10% [10] (B
3aBHCUMOCTH OT METO/a OLEHKH HopMma 50-
178%). B o xe Bpems qia TTII cenuduuna
BEJIMYMHA 3TOT0 Tokazatens <5% [11], Ho mo-
kazatenb akTuBHOCTH ADAMTS-13 >5% ne
nckmovaer TTII.

B 1966 1. E. L. Amorosi ObL1a npenmoxe-
Ha JIMarHOCTHYECKas MEHTaa CUMIITOMOB:

1) TpoMOOIIUTOTICHUS;

2) MUKpOAHI'MOIIaTHYECKasi TeMOJINTUYE-
CKasi aHEeMHUS;

3) nuxopajka;

4) TpaH3UTOpPHBIE HEBPOJOTMYECKUE Ha-
PYLICHHUS;

5) noBpekACHUE MOYEK.

OpHako Bce 5 KIMHUYECKUX CHMITO-
MOB 3a00JIeBaHMsI BCTPEUAIOTCSA JAJIEKO HE
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Bcerga. Ceifuac yame HaOIIONAIOTCA He-
KJIAaCCUYECKUe (POPMBI, AJIsi KOTOPBIX Xapak-
TEPHO HAJIMYUE TOJIBKO TPOMOOIUTONECHUU
U MUKPOAHTMONIaTUYECKONU MeMOIUTUYECKOU
AQHEMHUHU, HE CBSA3aHHBIX C JPYroil MaToJIOru-
€l WIH KIMHUYECKON NpuunHOU. Hammuume
JAQHHBIX CHUMITOMOB JOCTaTOYHO IJis TOTO,
4yT100BI 3an0n03puTh TTII 1 HE3aMenIUTENb-
HO Hauarth JieueHue [1, 9].

Boiiensior BpoxkIEHHYIO U IPHOOpPETEeH-
uHyto ¢opmsl TTII. IIpuobperennyio popmy
TTII nmoxpa3nenstoT Ha UMMYHHYIO U BTO-
puuHylo (HeMMMyHHY10). UMMyHHas ¢opma
cocrasiser 50-55% cayuaeB TTII u BeI3Bana
unruouposanueMm ADAMTS-13 ayroanTure-
JamMH, IPEUMyLIECTBEHHO Kiacca G.

Bropuunas popma TTII moxkeT ObITH CBS-
3aHAa C OHKOJIOTMYECKUMH 3a00JeBaHUSIMH,
TpaHCIJIAaHTAlUEed OPraHOB M TKaHEW, ayTo-
UMMYHHBIMH U UH(EKIIMOHHBIMU 3a00JeBa-
HUSIMH, NIPUEMOM JIEKAPCTBEHHBIX IIpenapa-
TOB, OepeMeHHOCThIO [12].

Bpoxknennas hopma 6ose3HH, WIH CHH-
npom Anmo-1lynsmana (Upshaw-Schulman),
cocrTaBisieT okoio 2% Bcex ciydaeB 3abo-
JeBaHusl M OOYCJIOBJIEHA MYTalUSIMH B T€HE
ADAMTS-13 [13]. lnaruo3 noaTBepK1aeTcs
npu aktTuBHOCTH ADAMTS-13 menee 10% u
orcytcTBuM uHruoutopa ADAMTS-13 [14].

Ouenb cxox ¢ TTII remonutuko-ypemu-
yecKuil cuHIpoM. OJJHaKO, OH Yallle IposBIIs-
€TCsl YK€ B PAaHHEM BO3pacTe, HEBPOJOTUYe-
CKas CUMITOMAarhKa OTCYTCTBYET, a IaToJIo-
TUYECKUM IIPOLIECC UMEET JIOKAJIbHBIN Xapak-
TEp: THAIMHOBBIE TPOMOBI OOHAPYKUBAIOTCS,
KaK TMpaBuiio, B apepeHTHIX apTeprosiax u
KIryOoukax moukw [15].

BHaenpenue B MEULIMHCKYTO IIPAKTHKY KC-
TPaKOPHOPAIbHBIX METOOB 3(PEepeHTHON Te-
panuu CyleCTBEHHO yimy4iwio mporno3 TTIL.
DddexTuBHBIM MeTOIOM B Jieueruun TTII sBrs-
ercsi BRICOKOOOMEHHBIN Tuiazmadepes, B Xoje
KOTOpOrO IPOUCXOIUT YAAJIEHHUE 33JaHHOIO
BpauyoM o0beMa IHUPKYIUpYIoLel Iua3Mbl. B
KAueCTBE 3aMEIIAIONIEH Cpelbl MCIONIb3YeTCs
CBE)KE3aMOpPOKEHHAsl IUIa3Ma COOTBETCTBYIO-
IMX TpymIsl U pesyc-pakropa. [Ipu cBoeBpe-
MEHHO Ha4aToM JieueHut B Oonee uem 80% ciy-
YyaeB OTMeUaeTcs BbI3opoBieHue [12, 14].
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Onucanue cayuasn

BTV «PHIIL] PM u 3Y» B siuBape 2019 1.
Ha TpUeM K TeMaToyory Obula HampaBleHa
nanueHTka JI. 36 ner ¢ TpomOonuTOneHUEH
U BBIPAKEHHBIM TE€MOPPATUYECKUM CHHIPO-
MoM. [lo skcTpeHHBIM MoOKa3aHUsM ObLIa To-
CIIUTAJIU3UPOBAHA B TE€MATOJIOTUUECKOE OT/IE-
nenue. M3 anamHe3a W3BECTHO, YTO B Hadalie
ssaBapst 2019 1. nepeHecia 0CTpyro BUPYCHYIO
MH(QEKIHIO C TOBBIIICHUEM TeMIIePaTyphl
tena 10 38,5°C, mocie 4ero cTaiad HOsIBISITh-
csi 1uPy3HO CHOHTAHHBIE MEITKOTOYECUHBIC
reMopparnueckre BBICHITIaHUS Ha Koxe. Pa-
Hee MOAOOHBIX AMHU30[I0B HE OTMEYaaoch. B
aHaMHe3€e y MalMeHTKU MOJUIMHO3, CEHCUOU-
TU3alus K TbUIbIE TYTOBBIX U COPHBIX TPaB,
MHOKECTBEHHAs MUIIEBas aJljleprusi Ha Mpo-
JYKThI KPACHOTO U KEJITOTO IIBETA.

[Ipu o6cnenoBanuu Oblla  BBISIBICHA
TPOMOOIIMTOTICHUST TSKETION CTENEeHH, Ypo-
BeHb TpomOorutoB 4,4x10°/1 (TyT M nanee
KOJIMYECTBO TPOMOOITUTOB yKa3aHO IPH MOJI-
cdyeTe MaHyalbHbIM MeTOAOM 10 DOHHO).
Brimonaena crepHalbHAs TYHKIHWSA, MO pe-
3yJIbTaTaM KOTOPOM MYHKTaT KOCTHOTO MO3Tra
ObLT KJIIETOYHBIM, COAEPKAIOCh JOCTATOYHOE
KOJINYECTBO METaKapHOLUTOB Pa3HOU CTere-
HU 3pEJIOCTH.

[TareHTka ObUTA TIPOKOHCYIBTHPOBAHA
OHKOJIOTOM, C IEJIbI0 HCKJIIOYCHHS XPOHHUYE-
ckoro M onpoardepaTruBHOTO 3a00JICBAHUS
BBITIOJIHEHBI KOMIIBIOTEpHAst ToMorpadus op-
TaHOB TPYAHOW KJIETKH, MarHUTHO-PE30HAHC-
Hasi ToMOrpadusi OpraHOB OPIOIIHOM MOJIOCTH.
Berimonaen psi 1ab0paTopHBIX UCCIISTIOBAHHIA
C LIEJTBIO0 UCKITFOYCHHUS 37I0KAYECTBEHHBIX 3200-
JIEBAaHUN KPOBHU, T'€MOJIUTHKO-YPEMHUECKOTO
CUHJIPOMA, CUCTEMHBIX 3a00JICBAaHUN COEIH-
HUTEJILHON TKaHW, cUHIpoMa dDwuiiepa-IBaH-
ca, OCTPBIX BUPYCHBIX HH(EKITHIA.

[TaruenTKe OBUT YCTAHOBIEH MpPEIBAPH-
TeIbHBIN Tuarno3 « M auonaruueckast TpoMO0-
[UTONIEHUYECKasi MypIypay W Ha3HAUCHO Jie-
YEHHUE METUIIIPEIHN30J0HOM B 03¢ 1000 mr
B CYTKHM BHYTPHBEHHO KareibHO Ha 3 aHs. B
CBSI3HM C COXPAHSIONIICHCS TPOMOOIIMTONIEHUEH
TSKEJION CTeneHn (ypoBEHb TPOMOOLIUTOB Ha
3 cyTtku Tepanuu 8,8%10°/1) pemeHo mpomo-
XKUTh MYJbC-TEPANI0 METHIIPEIHU30IOHOM
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10 6 nHel ¢ 1o0aBiIeHUEM K JICUEHUIO0 UMMY-
HOJIOTUYECKU aKTUBHOM OelIKOBOW (pakuuu
ummyHornooynuHa G (buosen) BHyTpUBEHHO
KarenabHO B 03¢ 0,4 T/KT B CyTKH Ha 5 JTHEH.

B cBs3u ¢ HEOOXOAMMOCTBIO SHIOCKO-
MUYECKOTO OO0CJIEeI0BaHUS, C LEIbI0 KYIH-
poBaHus [IyOOKOM TpPOMOOLUTONEHUU C
reMopparuueckuM CHUHIPOMOM (TpoMOOIH-
Thl 18%10%/71) O AKCTPEHHBIM TOKa3aHUSIM
Ha 6 JeHb JIeYeHUs MpoBeAeHa TpaHCcy3us
TpoMOOKOHIIeHTpaTa 6 1103 (YpOBEHb TPOM-
OommToB nociie Tpanchy3un 42x10°%/1, uepes
neHb 3,8%10%/1m).

Ha 4 cytku neuenus mosBWIMCH OOJU B
JKUBOTE€ B IpaBOM Hoapedepbe. YUUThIBast
KJIIMHUYECKHUe JaHHbIe, nanHubie Y3U opranos
opromHoi monoctu, OIJIC, Bo3HMKIIEE OC-
JIOKHEHHE PACIICHEHO KaK OCTPbIN MaNWILINT,
renaTuT HEYTOYHEHHBIM C yMEpeHHOW Ouo-
XUMUYECKON aKTHUBHOCTHIO. C IIeNbI0 Mpo-
JOJDKEHUS TalbHEHIero Je4eHs OCHOBHOTO
3a0o0JieBaHUs Ha3HAYEH MPEAHU30JI0H U3 pac-
yeTta | MI/KT B CYyTKH per 0s.

VYuuTtbiBas COXpaHSIONIYIOCS TPOMOOIIH-
TOIEHUIO TSKEJOW CTENeHH, HaJIu4yue IMpu-
3HAKOB T€MOJIMTUYECKON aHEeMHH (PETUKYJIIO-
uThl 4,65%, pe3ko MonoxuTeabHas IpsaMast
npobda KymOca, ypoBeHp ramtorioOWHa Ha
HIDKHEW TpaHUIle HOPMBbI) ObUI yCTAHOBJIEH
nuario3 «TpomOoruueckas TpomOonuTOIe-
HUYecKas myprypa». J(uarHo3 Obl1 BbICTaB-
JIEH SMIIMPUYECKU BBUIY HEBO3MOXKHOCTH
onpeneneHus yposas ADAMTS-13 nmo Tex-
HUYECKUM IMpuuMHaM. bbuta npousBeneHa
KOPPEKIHS MPOBOJUMOIO JEUEHUS: TPEIHU-
30JI0H OTMEHEH, IIPOBE/IEH BHICOKOOOMEHHBIH
anmnapaTHbI aBTOMaTHYeCKHi miazMadepes
C 3aMeIlEHUEM CBEKE3aMOPOKEHHOM IuIa3-
MOM, Ha3Ha4Y€H MeTWINpeaHnu30oH 1000 mr
BHYTPUBEHHO KarnesbHO Ha 17-19 nuu, nanee
METHJINPETHU30JIOH 250 MI BHYTPUBEHHO Ka-
nenabHo Ha 20-22 nHU.

Ha 29 nensn neueHus mociie Tpex BBICO-
KOOOMEHHBIX allapaTHbIX aBTOMAaTHYECKUX
1asMadepe3oB C 3aMELIEHUEM CBEXe3aMo-
PO’KEHHOH IJIa3MOM K JICUCHUIO OBLIN T00aB-
nenbl aHTU-CD20 MOHOKJIOHATBLHBIE aHTHUTE-
na (Purykcumad) B 1o3e 100 Mr BHyTPHUBEHHO
KareJlbHO — KOJMYECTBO TPOMOOLIUTOB YBe-
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Obmen onvimom

anauiock a0 37,4x10°/n. BBeneHuwe puTyk-
cumaba mponomxeno 1 pa3 B Henmemnro. Kon-
CUJIMYMOM Bpaueil Ha3HAYEHO NPOBEACHUE
JUTUTEIIBHOTO Kypca BBICOKOOOMEHHOTO arf-
MapaTHOrO aBTOMATUYECKOTO Ma3madepesa ¢
3aMEILIEHUEM CBEKE3aMOPOXKEHHOM IUIa3MOU
1 pa3 B 2 ans.

Ha 33 pedp jieueHus COCTOSHUE ITally-
€HTKH PE3KO YXYIIIUIOCh, TUAarHOCTHPOBAHA
TpOMOOIMOOHST KPYITHBIX BETBEH JIETOYHOMN
aprepuu, KiauHu4eckass cMmepth. llocne mpo-
BEJICHUSI PEAaHUMALMOHHBIX MEPOIPUATUH,
TpoMOOIHM3UCa COCTOSHHE CTaOMIM3UPOBa-
nock. Yepes 8 nHEN manueHTKa B COCTOSIHUU
CpelHEeW CTENeHM TSHKECTU TMepeBelieHa U3
OAPUT B reMaTonoru4eckoe OTACIIEHUE IS
JTabHEHIIETO JICYCHMS.

Jleuernne ocHOBHOTO 3a00JICBaHMS C COXPa-
HEHHEM TIOJIOKUTEIbHOW JTUHAMUKU (YPOBEHb
TpomOorroB 240%10%m1) ¢ mapra 2019 r. mpo-
JIOJDKAETCS M TIPOXOJUT TI0 CIIEAYIOIIEH cXeme:
METHINPEAHU30JI0H 160 MI/CyT BHYTPHBEHHO
KanenbHo, putykcumad 100 Mr BHYTpHUBEHHO
KarenbHO 1 pa3 B Henemo. Bcero Ha MOMEHT Ha-
MHUCaHus JaHHOH CTaTbH BBITOIHEHO 12 ceaH-
COB BBICOKOOOMEHHOTO arapaTHOro aBTOMAaTH-
4yeckoro mia3Madepesa ¢ 3aMelIeHUEM CBexXe-
3aMOPOKEHHOM 11a3Moit B o3¢ 13104220 mut.

3axnrouenue

JlaHHBINM Ciy4yall MHTEPECEH CBOEH He-
KJIACCUYECKOU KIIMHUKOM. Bpauam-criennanu-
CTaM HEOoOXOAMMO OBITh HACTOPOKCHHBIMU
MPU  BBISBIICHUH TPOMOOIIUTOTIEHUIECKOTO
CHUHJpPOMa, 0OCOOEHHO B COUYETAHUH C MHKPO-
AHTHOIIATUYECKOM TEMOJUTHUECKOM aHEMH-
eil. 3auactyro TTII e umeet cnenuduyeckoit
KJIaCCUYECKOM KJIWHUKH. YCJIIOBHEM IIOCTa-
HOBKHM KiamHHYeckoro auarfosza TTII moxer
SIBJISITHCSL HATMYUE KaK MUHUMYM JIByX CHM-
MITOMOB: TPOMOOIIUTOTICHUA U MHKPOAHTHO-
MMaTUYCCKON TeMOIUTUYCCKOM aHEMHHU.

TTII sBsieTcst peakuM 3a00JIeBaHUEM, HO
HEO0OXOAMMO TIOMHHTH O €r0 OBICTPO TIpOrpec-
CHPYIOILIEM TEYEHHH U BBICOKOM JIETAIIbHOCTH
pu oTcyTcTBUU Jeuenus (10 90%). Ilpu Bo3-
HuKHOBeHuU nofo3penus Ha TTII neobxomu-
MO He3aMeUTUTEIbHO HAYMHATh COOTBETCTRY-
1o1ue JIeueOHbIE MEPOIIPUSTHSL.
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D.K. Novik, A.V. Denisov, E.M. Repchenko, D.V. Kravchenko,
S.G. Kuzniatsou, S.A. Khadanovich

A CLINICAL CASE OF ACQUIRED FORM OF THROMBOTIC
THROMBOCYTOPENIC PURPURA. DESCRIPTION AND TREATMENT

In the article have described symptoms and ongoing treatment of the acquired form of

thrombotic thrombocytopenic purpura.

Thrombotic thrombocytopenic purpura is a rare disease with a frequency of 4:1000000

population. It is characterized by an extremely aggressive course and high mortality in the
absence of treatment (up to 90%). Often has no specific symptoms. The condition for clinical
diagnosis (in the absence of other causes) is the presence of at least two symptoms: thrombocy-
topenia, microangiopathic hemolytic anemia.

Key words: thrombotic thrombocytopenic purpura, thrombocytopenia, Willebrand factor,
plasmapheresis

Ilocmynuna 15.03.2019

128 Meouko-6uonozuueckue npodremul xcuznedesmenvhocmu. 2019. Ne 2(22)



