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BN PE3IOME

Beepenue. [Npu guarHoctuke enepsbie BoisBNeHHOM TpomboTHueckor Tpomboumntonenmyeckom nypnypsl (TTM) BoamoxHo
oWKBOYHO AMATHOCTUPOBATHL APYrMe 3a60NEBAHMS, NPOTEKAIOLWME C TPOMBOLUTONEHNEN.

Llenb: aHanu3 owmnbBOK M CIOXHOCTENM, BO3HMKAIOWMX Npy auarHocTtuke TTT1.

Marepuansl n metoppsl. B nccneposanme eknoders 54 6onbHbix (44 xenwmnb 1 10 myxunH) B Bospacte ot 18 go 83 ner
(Meanana 33 roga), y kotopeix 6bin yctaHosneH auardos TTM ¢ 2019 no 2023 r. AHOAM3UMPOBANM QHAMHES, MCXORHbIE
noKa3aTenu remornobuHa, TPOMBOLMTOB, 3PUTPOLMTOB, KOHUEHTpALMM naktataerngporeqassl (JIAT) u 6unupybuna
CbIBOPOTKM, MPEABAPUTENBHO YCTAHOBIEHHbBIE AUArHO3bI, MPOBOAMMOE NIEYEHUE, UCXOAbI.

Pesyneratel. Jluwbe y 19 (35%) 6GonbHbix nepeowauansHo cpasy 6bina  3sanogospeHa TTM. Hanbonee uwacto
(y 12 u3 54 60nbHbix) nepBOHAYANBEHO OWMBOYHO AUATHOCTUPOBANU MMMYHHYIO TpombouuTonenmio (UTM). Ewe y 3 6onbHbix
ownboyHo Bbin 3anoposper cuHapom Puwepa — SsaHca. B eanHMUHBIX cnyqasx nepBOHAYANBEHO BbiM 3ANOAO3PEHDI
MMENOANCINACTMYECKMIA CUHAPOM, CMCTEMHAs KPACHAS BOMYAHKA/AHTUPOCHOAMMMAHBIN CUHAPOM, QYTOMMMYHHAS
remonutuyeckas aHemms. Cpean 15 xeHwumn ¢ gebiotom TTI Bo Bpems 6epemenHoctn y 8 (53,3 %) nepeoHauansHo
npeanonarany HELLP-cunapom. Ymepnn 12 (22,2 %) nz 54 6onbHbix TTI. Y 11 13 12 ymepuwmx 60nbHbIX TOK U He Bbio
HavaTo neyenue TTI1, nockonbky Bpauu, sanogospwms 1111, oxunaanu pesynstatos uccnenosamus aktmeHoctn ADAMTST3.
B 10 xe Bpemsi y bonbHoro ¢ gnurtensHbim TeveHnem UTT sabonesarmne moxet ocnoxuutscs TTT1. MNpreeneHo knuHuyeckoe
HabnoaeHue.

3aknioueHue. [lpu coyeTaHnn TPOMOOLMTOMEHMU C TEMOSIM3OM M MPU OTCYTCTBMM MONMOPraHHOM natonorum 6es
nccnegosarus nnasmenHon aktueHoct ADAMTST13 cnoxHo anddeperumposate MTI u TTT. Mpu covetanmm AT TTT1
y OfHOTO 1 TOro Xe bonbHoro nccnenosaHue ninasmeHHon aktnsHoctn ADAMTS13 noseonsieT BbISBUTE Befy LMt MEXAHU3M
TPOMBOUMTONEHUM U BLIBPATH TAKTUKY SIEYEHMS.

Kniouesble cnoBa: vimmyHHas TpombounToneHuyeckas nypnypa, TpomboTtrnyeckas Tpombouutonermdyeckas nypnypa, cniapom Puwepa — eawca, AD-
AMTS13
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IMMUNE THROMBOCYTOPENIC PURPURA AND THROMBOTIC
THROMBOCYTOPENIC PURPURA —~ DIAGNOSTIC DIFFICULTIES
AND ERRORS
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BN ABSTRACT

Introduction. When establishing a diagnosis of thrombotic thrombocytopenic purpura (TTP) for the first time, other diseases
occurring with thrombocytopenia may be misdiagnosed.

Aim: to analyze diagnostic difficulties and errors of TTP

Materials and methods. In total, 54 patients (44 women and 10 men) aged 18 to 83 years (median 33 years), who were
diagnosed TTP from 2019 to 2023, were included in the study. Anamnesis, baseline hemoglobin, platelets, erythrocytes, lac-
tate dehydrogenase and bilirubin serum concentrations, pre-established diagnoses, treatment, and outcomes were analyzed.
Results. Initially TTP was suspected only in 19 (35 %) patients. In 12 out of 54 patients immune thrombocytopenia (ITP) was
initially misdiagnosed. Fisher-Evans syndrome was initially suspected in 3 patients. In sporadic cases, myelodysplastic syn-
drome, systemic lupus erythematosus/antiphospholipid syndrome, autoimmune hemolytic anemia were initially suspected.
Among 15 women with associated with pregnancy TTP in 8 (53.3 %), HELLP syndrome was initially misdiagnosed. In total,
12 (22.2 %) of 54 TTP patients died. In 11/12 non-survival patients, TTP treatment was never started, because the doctors
were waiting for the ADAMTS13 test results. A case report of Sequential Immune Thrombocytopenia (ITP) and TTP in the same
Patient is described.

Conclusion. When thrombocytopenia is combined with hemolysis and in the absence of multiple organ pathology, it is dif-
ficult to differentiate ITP and TTP without examining the plasma activity of ADAMTS113. With a combination of ITP and TTP in
the same patient, the study of ADAMTS13 plasma activity makes it possible to identify the leading mechanism of thrombocy-
topenia and choose treatment tactics.

Keywords: immune thrombocytopenic purpura, thrombotic thrombocytopenic purpura, Fisher-Evans syndrome, ADAMTS13
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BBenenue

Nmmynnas tpombouunronennueckas mypnypa (MTII)
u TpomboTuyeckas TpombouUTONEeHNYeCcKas IypIrypa
(TTIT) — npBa pasnuunbix 3aboJeBaHuUs, KOTOpPble UMe-
IOT CXO0)KME MCTOPUIO OTKPBITHS, KINHUYECKUE MPOSIBIIE-
HUSI, HO COBEPLIEHHO Pa3HbIH I1aTOreHEe3, METObI JIEUEHU ST
u nporHos. Pasnuua B auarnosax, B abOpesunarype atux
3aboseBaHUIl — B O/HO CJIOBO, B OfAHY OyKBY, HO MEX-
Ay ABYyMs 9TUMM AWATHO3AMM — OIPOMHAsi MPOMNACTh,
IPU 9TOM Ka>K/l0€ CJIOBO M Kark/ast OyKBa B 9TUX [UATHO-
3aX MMeeT CBOIO UCTOPHIO.

byksa «I1» ua ITII u TTII — mypnypa. Ilypnypa —
JIATMHCKOE POM3BOHOE OT IpedyecKoro cyaosa «porphyra»
(FTOPPUPQA) — Tak HABBIBAJIM ILyPILyPHOTO OPIOXOHOrOro
mouutiocka (barpstHuLa), U3 KOTOPOro MOJLyYaJu Iy pILy p-
HBII KPACHUTEJb PA3JIMYHBIX OTTEHKOB OT YEPHOTO JI0 TEM-
Ho-duosnerosoro npera. B kauecTBe KJAMHMYECKOrO CUM-
nToma mypmypa oOsuia onucana 'mnnoxparom u Ianenom
KaK «KpPaCHBIE BO3BBILIEHUT» UJIN KPACHBIE «ITSITHA», KOTO-
pble acCOLMUPOBAINCH ¢ uyMHOM auxopaakoi. B X Beke
ABunenna onucas xpoHuueckyrwo ¢opmy nypnyps [1].
B 1580 r. Amatus Lusitanus ycranosua, 4ro myprypa mo-
>KeT BO3HUKaTh U 6e3 nuxopaaku [2]. B 1658 r. Lazarus de
la Rivieare, nuunsiii Bpau xoposns @panuuu, onucan nyp-
Iypy Kak IypIlypHbIE MATHA, MOXOXKME Ha YKyChl OJIOX,
NPUYMHON BO3HUKHOBEHUSI KOTOPBIX, KAK OH IPEJIOJIO-
SKWJI, SIBJISIETCSI Pa3)KMIKEHUE KPOBH, B PE3YJIbTATe Yero
OHA MPOHMKaeT 4Yepe3 Kanwyisapsl B koxy [3]. B 1735 r.
Paul Gottleib Werlhof us 'annosepa, koTopstii 6611 0qHOB-
PEMEHHO TO3TOM, KOMIO3UTOPOM, JIMHIBUCTOM U JeH6-
MEIMKOM TIPYCCKOro Kopouisi, Habmopan 16-nerHion ne-
ByLIKYy C IyPILypOH Ha KO)XX€, HOCOBBIM KPOBOTEYEHUEM
Y KPOBOTEYEHMEM U3 CJAUBUCTBIX, KOTOPbIE Ky TNPOBAJINUCh
npumeHeHMeM JUMOHHOM kucaorel. OH HasBaa aTo 3a60-
nesanue «Morbus Maculosus Haemorhhagicus». 3to na-
bsroeHre ObUIO OMYOIMKOBAHO JIMIIB TIOCJIE €r0 CMEPTH
B 1775 r., a 3aboJsieBaHMe HA3BAHO €r0 UMEHEM — «0OOJIE3Hb
Bepabroda» [4].

Cuycrsa 150 ner, B 1925 r., amepukanckuii Bpau BeHrep-
ckoro npoucxoxaenusi Eli Moschcowitz onybauxosan
kauHuYeckoe Habmonenue [5] apyroit 16-nerneit nepym-
KM, y KOTOPO# TaK Ke BHE3AITHO IOSIBUIACH TPOMbOITONE-
Huveckas mypnypa. Ognako sabosnesanue y Hee mpoTeKa-
JI0 3HAYUTEJBHO TsyKeslee: Pa3BUJIMCh aHEMUSsI, CJ1aboCTh,
JIMXOpajKa, Mapesbl JIEBOM PYKH, JIEBOM HOTH, JIMLEBOrO
HepBa, nososkuTenbublil pediiexc Kepuura, koma, u cmy-
CTS1 ABE HEJEJM IOCJIE MOSIBJIEHUS MEPBBIX KIMHUIECKUX
cumnromos oHa ymepsa. Ha ayroncun y nee obuapysxuin
MHO>KeCTBEHHBIE TPOMOBI B MEJIKUX apTepuosax. JTy 60o-
JIE3Hb TAK)KE HA3BAJIM MMEHEM aBTOPA, €€ OMMUCABIIETO, —
«60se3us MomkoBumna».

Byxsa «T» na UTII u TTII — TpombGouuronenus.
Bunepssie
tpombonenuio», onucan B 1915 r. E. Frank wus bpecuaay,
«KOHCTUTYLMOHAJBHONU ILy PILy pOii»

TpOM60LLI/ITOHeHI/I}O, WU  «DCCEHLMAJbHY IO

Ha3BaB €€ TaK>Xe
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nau «ncesgoremoduianeii>. OH ke BHepBble YCTaHOBUJI,
4TO MpM 9TOM 3abOJIeBAHMU TPOMOOLMTONEHUS COYeTa-
€TCsl ¢ HOPMAJIbHBIM KOJMYECTBOM Merakapuouutos [6].
[eranpHo ommcas MAMONATHYECKYIO TFeMOPPArnuYecKYIo
nyprnypy G. Minot us bocrona B 1916 r. [7]. B Tom >xe
roay, Oyayuu ele CTyI€HTOM MEAMIIMHCKOrO (paKyIbTeTa
Hemenxoro ynusepcurera Kapna-@epaunanna B Ilpare,
Paul Kaznelson [8] npeanonosxun, uro «accenumnanbuas
TpomborneHus» BO3HUKAET BCJEACTBME MOBBILIEHHOIO
paspylieHusi TPOMOOLMTOB B Cejle3eHKe, M0 aHAJOTUU
C paspylleHUEM BPUTPOLMTOB B CeJE3€HKE IPHU T'€MOJIH-
tnueckoit anemuu. [lockonbky npyrue merons! neueHus,
[OCTYIIHbBIE B T€ BpEMEHA, & MMEHHO: 0bJLydeHne PTYyTHOM
nAamnoi, rpancdy3un KpoBH, BBE/IeHUE 3MENHOTO s1/1a, 00-
JLyYeHUE CeJIE3EHKH PEHTIEHOBCKMUMMU JLy YaMU, OKA3aJIUCh
Hea(peKTUBHBI, TO, OCHOBBIBASChH HA MPEANOJOKEHUN
P. Kaznelson, 8 1916 r. Bnepsrie Gblia BRIOAHEHA CTIIEH-
okromus y 6osnpnoro MTII, koropas okasanace adex-
THUBHOM M IO HACTOSILEE BPEMS SIBJISIETCSI BADUAHTOM JIe-
YeHUs 2TOro 3a00JIeBaHUSI.

Byksa «M» na UTII u Gyxsa «T» mua TTIL. B srux
OyKBaX 3aKJIOYAETCS Kap[AMHAJbHAs PA3HULA B MATOTe-
Hesde, KIMHUYECKUX NposBiaeHusx u nporunose npu VTII
u TTIIL.

B 1938 r. C.E. Troland u F.C. Lee Boimesmnau us cemne-
3eHKU BELIECTBO, KOTOPOE HA3BaJid «TPOMOOLMTONEH,
MHBEKIMSI KOTOPOrOo KPOJMKAM BbI3bIBAJa Yy YKMBOTHBIX
TpombonuTonenuto [9]. Hexoroprie asTops, Tem He me-
Hee, yTBepXKJasau, uTo 3aboJeBaHue BbisBaHO QyH/A-
MEHTAJIbHOM aHOMAaJIMel CeJIe3eHKM, KOTOopasi OKa3bIBaeT
HEeOObIYHOE BJIMSIHME Ha BHIPAOOTKY TPOMOOLMTOB U3 Me-
rakapuonutos B koctHom mosre [10]. Ilpuanunuansao
nounmanue narorenesa VITII npousomno s 1951 r., korna
B KJaccuueckmnx akcrnepumenrtax W.dJ. Harrington u co-
aBt. [11] nepesnBanye nuasmel, NOTYYeHHON OT OOJIBHBIX
WTII, snoposeim nobGpoBosbiiam (BKJOYasi caMUX aBTO-
pos!) BeIsbIBasIO y HUX TpOombouuTonenuo. B Tom ske rogy
R.S. Evans u coasr. [12] onucanu mexanuam nacCuBHOTO
nepeHoca aHTUTPOMOOLUTAPHBIX AHTUTEJN, IMOATBEPAUB
rem cambim ummyHHbIA mexanusm VTII u yuacrue antu-
TPOMOOLIMTAPHBIX AHTUTEJ B paspyLleHUH TPOMOOLMTOB
U PasBUTUU TPOMOOLIUTONEHUU.

Ucropusa «T» B TTII Heckonbko Gamske k HaMMm Bpeme-
HaM, U B HEll COBEPIIEHHO MHbIE MEXAHU3MbI OTBETCTBEH-
Hbl 3a TpombonuTonenuto. B 1982 r. J. L. Make u coasr.
Briepsble npeanosnoxuau, yro TTII obycaosnena orcyr-
CTBUEM B miasme GOJBHBIX HeKOTOpOro ¢akTopa, KOTO-
PBIH perymMpyeT pasmepbl MyJbTUMepOB ¢akTopa ¢oH
Bunnebpanna, B peaysibrare 4ero mpoMCXOAUT arperamust
TPOMOOLUTOB, UX MOTpebJieHNe B 9TU arperaTsl, TaK BO3-
HUKAIOT MUKPOCOCY/MCTbIE TPOMOBI, KOTOPbIE CTAHOBSIT-
Csl MPUYMHON TeMOJN3a, MOJMOPraHHON AUChHYHKIMU.
Jlume B 1996 1., 1. e. cnycrst nourn 70 e nocsie mepsoro
onucanus TTII, 6b1 upentudunuposan niaasmeHHbIH
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6esloK, perynupyronuii B3auMOAEHCTBUE TPOMOOIMTOB
¢ dakropom don Bunnebpanna, — merammonporennasa
ADAMTSI3 (A Disintegrin And Metalloproteinase with
ThromboSpondin type 1 motif) [13], ¢pynkuueit xoro-
poOii ABJISIETCSl pacllenyieHnu MysibTumepos dakropa dpoH
Bunnebpanna, cexpeTupyembix aHAOTETMATBHBIMU KJIET-
kamu [13].

Huarnos TII asnsercs «qauarnoszom nckiarouenusi». Bee
Apyrue BO3MOXXHbIE NPUYMHBI TPOMOOLMTONEHUH pac-
cmarpuBatorcs npu auddepeHIMaTbHON AMarHOCTHKE.
Huarunos VITII npennonararoT npu #30J1MpOBaHHOM TPOM-
GoluTONEHNH, KOrAa JaHHble aHaMHe3a, (PUBMKAaJIbHOTO
obcaeoBaHus, o0lIero aHaAM3a KPOBM M aHAIM3a Mas3Ka
nepudepryecKkoil KPOBU He XapaKTePHbI AJsi TPOMbOOIU-
TOIEHUN Apyroro npoucxoxxaeHus. Hecmorpsi na pas-
paboTaHHble PACIIMPEHHBIH MPOTOKOJ 0bCJIe0BaAHUS
GONIBHBIX U kpurepun aunarnoctuxu VTIL B 156% cayua-
€B B peayJ/IbTaTe OBTOPHOrO 00C/IeI0BAHMS YCTAHABINBA-
rotcst apyrue auarHossl. Hepenko npuunna ommnb6ounoro
AMarHosa cBsidaHa ¢ o0cIeg0BaHNeM OOJIBHBIX, YIKe TIOJLy-
YAOLMX TIIOKOKOPTUKOCTEPOUAHBIE TOPMOHBI, YTO CHM-
skaeT nHpOPMaTUBHOCTD 0bcseoBanus [14].

Huarnos TTII ycranasausaior npu obuapy>xeHUU
akrusaoctu ADAMTSI3 B nnasme xposu menee 10%.
B o6oux cayuasx, u npu UTII, u npu TTII, necmorps
Ha TPOMOOLIMTONEHUIO, B KOCTHOM MO3re OIpeeseTCs
HOPMAaJIbHOE WJIM IOBBIIUEHHOE KOJIMYECTBO MEraKapuo-
nuros. Ot Toro, Gymer snu ycranosaen amarnos WTII
wau TTII, sasucur neuyenme m npornos saboseBaHust
(tra6a. 1). ITosromy nuddepennmanpupiii nuarnos MTII
u TTII npuobperaer nepsocrenenHoe sHauenue. B o xe
BpeMS B PSJIE CJLyYaeB BO3MOYKHbI OIUMOKM AMATHOCTUKH.
C npyroii CTOPOHBI, HEJIb3sI UCKJIIOUUTD, YTO y OOJBHOTO,
ngaurensHo crpagatouwero UTII, B kakux-to ciyvasx mo-
sxer npucoenuuuTsest TTIL

Ilpu aTom caenyer OTMETUTB, YTO, HECMOTPSI Ha OyKBY
«T» B nuarnosze TTII, 6onbmnncreo ciayuaes TTII no-
csat ummyHHbIN xapakrtep. Onnako anturena npu TTII,
B ornuuue ot WTII, nmanpasnenb He npotus TpomboO-
nuros, a nporus ¢pepmenta ADAMTSI3. [lo panubim
dbpannysckoro pedepencuoro Llentpa Tpombornueckux
mukpoanrvonaruii [17], us 772 cnyuaes TTII, manu-
dbecTupoBaBIINX BO B3POCJOM BO3PACTE, BPOK/AEHHAs
dbopma zabosmeBanus, oOyciOBIeHHAs MyTaluei reHa
ADAMTSI3, 6bina quarnocruposana auib B 21 (2,7 %)
ciayuae, B ocranbabix ciaydasx TTI nocuna npuobperen-
Hy10 (MMMyHOONOCPeOBaHHY ) popmy.

Ilens nacrosimeit paboTbl — aHaAM3 OMIMOOK M CJOXK-
HoOCTel, BodHuKaoowmx npu guarnocruke TTIL.

Marepuaasr u meToasl

B nexabpe 2019 r. ma 6ase sxcnpecc-naboparopun
orpenenuss peanumaunu PI'BY «HMULL remaromno-
run» Munsnpasa Poccun 6bina opranmusosana ciysk6a
no onpenenenuto akrusHoctu ADAMTSI3 u unrubu-

topa ADAMTSI3 B nnasme. B cayvae BosHukHOBeHMS
nonospenust Ha TTII y Bpaya B pasnuynbix pernonax
Poccuu kposb Habupanu B npobupku ¢ 3,2 % pactsopom
uurpara HaTpus B cootHowenuu 9:1, uenrpudyruposann
¢ yckopenuem 3000 g B reuenue 15 mun, oraensimn niuas-
My, KOTOpyl xpaHuau npu temneparype munyc 20 °C
B TeueHue 1-2 nuell no BhIBoBa Kypbepa. [locraBka sa-
MOpOYKEHHOM TMa3dmbl B aKkcnpecc-naboparopuio DI'BY
«HMMLI remaronorun» Munsnpasa Poccun ocyecrs-
JSJIACh KyPBEPCKOHM CJLy>KOOH B XOJIOLOBOM KOHTEHHe-
pe. Axtusnocts ADAMTSI3 onpenensinn nummynodep-
MEHTHBIM MeToJoM ¢ rnomoiuisio Habopos Technozym®
(Technoclone GmbH, Asctpusi) Ha ummynosornuyeckom
ananusarope «Multiskan FC» (Thermo Fisher Scientific,
CIIA) B cooTBeTCTBUM C MHCTPYKLMUSIMU IIPOUSBOAUTE-
aeit. [lna TTII puarnocTrnyecky sHAYMMON CYUTAIM aK-
tuBHOCTE ADAMTSI3 < 10%. Ecnm cocrossame marmen-
TOB [TO3BOJISLIIO, UX NEPEBOUIIM B OTAEIEHUE PEAHUMALIMU
u nnrencusHoit tepanuu OI'BY «HMMUL] remaronorun»
Munsgpasa Poccnu. Ilpu neBosmosxnocTm Tpancnop-
tupoBku Goapueix B DI'BY «HMMULL remaronorum»
Munsapasa Poccun BeimonHsay teseme M MHCKIE KOH-
cynbranuu. [Ipu BesBrennn akrusnocrn ADAMTSI3 <
10% meronom cMelmMBaHMSI ONPEAESIIA HAJTUYNE UHIH-
6uropa ADAMTSI3, turp koroporo onpepensnu B eau-
Hunax berespa. B ciayuae orcyrerBus muruburopa Bbi-
MOJIHSIZIN TEHETUYECKOEe HCCJIE0OBAHME MJISI BbISIBIECHUS
myrauuii rena ADAMTSI>.

Y Bcex GOMIBHBIX MCCJEN0BAJN KOJIUYECTBO TPOMOOL -
TOB KPOBM, KOHIEHTPALIUM FeMOIJIOOMHA, JIAKTATAEr U/IPO-
rerassl (JIII') cbiBOpOTKM, BBINOJHAIM IyHKIUIO U TPe-
NaHOOHMOICHIO KOCTHOTO MO3Ta.

Amnanusuposanu aHamHe3 3a00JI€BaHMS, UCXOHbIE TIO-
KasaTeJu remMomIoOMHA, KOJIMYECTBA TPOMOOLUTOB, 9pH-
TpouuToB nepudepuueckoii kposu, konuenrpauuu JIT
U GUIMPYOMHA CHIBOPOTKH, MPEABAPUTENbHO YCTAHOBJIEH-
HbI€ AMATrHO3bI, IPOBOAMMOE JIeUeHUE, UCXOMBI.

Cmamucemuueckuii anaaus. VlcnonbsoBann meronsr onu-
caresbHOMN YuaureiBas

CTaTUCTHUKMU. pacnpenenenue,

OTJIMYHOE OT HOPMAJILHOTIO, JIis JaJjibHeWlIed OLeHKHU
PasIMYMil Me>K/1y ABYMS HE3aBUCMMBIMH BbIOOpKAMM HC-
nosnssoBanu U-kpurepuit Manna — YurHwu, z-kpurepuii
Duuepa. lannsie npencrasiaens B Buge meauansl (Me)
u 95 % nosepurensuoro nnrepsasa ([IW1). Pasnuana can-
TaJM CTATUCTUYECKU SHAYMMBIMU IPU yPOBHE 3HAYMMO-

cru p < 0,05.

Pesyabrars:

Bcero ¢ 2019 no 2023 r. nox HabaoneHeM HAXOLUIINCH
54 6onbubix TTII (44 skenmmuer u 10 myskunn) B Bospa-
CTe HAa MOMEHT yCTaHOBKM aAnarnosa ot 18 no 83 ner (menu-
ana 33 ropa). ¥ 7 (13 %) ns 54 60nbpHbIX OblIa BPOKAEHHAS
dopma szabonesanus (cungpom Anmoy — Ilynbmana),
y octanbubix 47 GonbHbIX — npuobpereHHas (MMMYHO-
onocpenosannas) ¢popma TTII.
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Tabnuua 1. Juddepenumnanshsii anartos TTH W AT [15, 16]
Table 1. Differential diagnosis of TTP and ITP [15,16]

Mapametp/Parameter UTn/ITe

Tpomb6ouutoneHus

Thrombocyfopenia BoipaxeHHas/Severe

| OPUTUHATIbHBIE CTATbA | ORIGINAL ARTICLES |

TTMN/TTP

BripaxeHHas
Severe

KocTHbIn Mo3r/Bone marrow | MerakapuoumTos

Normal or high Megakaryocyte count

Hoquanoe WU NOBbILLEHHOE KOJZINYEeCTBO

HopmanbHoe unm nosbILeHHOE KONMYECTBO
MerakapuoumTos
Normal or high Megakaryocyte count

_ OTCYTCTBOBATDH SIBHbIE MPUUYMHBI
AnamHes/Anamnesis Y P

Undekuns, BakunHaums, 6epeMeHHOCTb, MOTYT

Infection, vaccination, pregnancy, overt reasons can be

Undekuns, BakunHaums, 6epeMeHHOCTb,
MOryT OTCYTCTBOBQTb SIBHbI€ MPUYNHbI
Infection, vaccination, pregnancy, overt reasons can

absent be absent
. AHTUTpOMBOULUTAPHBIE AHTUTENA Oeduuur ADAMTSI3
Marorenes/Fathogenesis Antiplatelet antibodies ADAMTS13 deficiency
CocrosHue/Condition Hetsxxenoe/Not severe Taxenoe/Severe

Femorno6un/Hemoglobin

hemorrhagic anemia

Hopma (kpome cunppoma Puwiepa — deakcal),
PEeAKO — NOCTFEMOPPArnYecKas aHemms
Normal (except Fisher-Evans syndrome), rare — post-

Anemus/Anemia

Fantorno6un/Haptoglobin | Hopma/Normal

CHuxeH/Decreased

Sputpouutsl/RBC He nsmenensl/Not changed

WucroumTs/Schistocytes

Petukynouutsl
Reticulocyte count

Hopma/Normal

Mosbiwesl/High

Mpo6a Kym6ca/Coombs fest | Puwepa — deaHca)

OTpVILI,OTeHbHOSI/ﬂOﬂO)KMTeH bHASA (CMHAPOM

Negative/positive in the case of Fisher-Evans syndrome

OrpuuarensHas/Negative

nar/ibH Hopma/Normal Moewiwena/ High
®ubpunoren/Fibrinogen Hopma/Normal Hopma/Normal
D-aumep/D-dimer Hopma/Normal Hopma/Normal

Jleuenue/ Treatment

GCS, IVlg, TPO-RAs, RTX

FKC, BBUI, cnneHa3KTOMUSA, ArOHUCTBI
TpoMBOMNO3TMHOBLIX PELLENTOPOB, PUTYKCUMAB

Mnazmoobmen, NKC, kannaunsymab,
puTykcumab
Plasma exchange, GCS, caplacizumab, RTX

Mpornos/Prognosis

to hemorrhagic syndrome

MporHo3s GnaronpusTHbIN, BO3MOXHbI OCNOXHEHUS,
o06ycnoBneHHbIE FEMOPPArMYECKMM CUHAPOMOM
The prognosis is favorable, complications are possible, due

CKOpOTEUYHOE TEYEHUNE, BHE NIEUEHMS

NPOrHo3 HebnaroNpUSATHLIN, OCAOXHEHMS,
o6ycnoBneHbl FeMOPPArnYeCKUM CUHAPOMOM,
MlLIEeMMeEN, FeMOJSIM3OM, MONNOPIraHHOM
auchyHKumen

Rapid course, without freatment prognosis is
unfavorable due to hemorrhagic syndrome, ischemia,
hemolysis, multiple organ dysfunction

Mpumeuanue: FKC — rnokokopTukocrepouass, BBUI — BHyTpuBeHHbI UMMYHOrO6YnUH.

Note: GCS — glucocorticosteroids, RTX — rituximab, TPO-RAs — Thrombopoietin Receptor Agonists, Vg — infravenous immunoglobulins, LDH lactate dehydrogenase.

[aneko ne y Bcex 6onbubix guaruos TTII 6b11 sanonos-
peH cpaay B nebrore sabonesanus. Kak suano us pucyn-
ka 1, nogospenue na TTII y nevammnx spaueit BosHukI0
auwb B TpeTu ciaydaes. Hanbosnee uactbim ommbounsim
amarHosom B naebiore sabosreBanmst 6b1 guarnos VITIT
(y 12 us 54 GonbHbIX, PaKTUUECKN B Ka)XKJJOM YE€TBEPTOM
Cllydae ¢ NOATBepXKAeHHbIM mnozxke amarnosom TTII).
Ewe y 3 60nbHbIX 611 3anonospen cunapom Oumepa —
OBaHca, T.e. TaK>Ke UMMYHHON TPOMOOIIUTONEHUM B COYe-
TaHWUU C &y TOUMMYHHBIM € MOJIM3OM.

JInwe y 19 (35 %) 6onbHBIX MEpBOHAYaJIBHO ObLIA 3a10-
noapena TTIL. Y 12 (22 %) 60nbHBIX IepBOHAYAIBHO IPE/-
nosiaranu auarnos VTII v nposoaunun neuenve nmmyn-
HOH TPOMOOLMTONEHUH, OAHAKO yXYyALIEHHUE COCTOSHMS
GOBHBIX U ATUNHMYHOE TeuyeHue 3aboseBaHus MOOyIUIN
Bpaueil NepecMOTpeTh AMATHO3. B exuHuYHBIX Ciyuasx

NepBOHAYAIBHO ObLIN 3aMOA03PEHBI MUEJIOANUCIIACTHYE-
CKMI CHUHIPOM, CHCTeMHasi KpacHas Bosiuanka/antudoc-
dboaunuAHBIA CUHAPOM, Ay TOUMMY HHA sl TeMOJTUTUYeCKast
anemus (AVT'A). Cpenu 15 sxenmun ¢ nebrorom TTII
Bo Bpems OGepemennoctu y 8 (63,3%) nepsBonauasnbHO
npeanonarann HELLP cunppom (puc. 1).

Takum obpasom, Hanbosee 4acTO OMMOOYHO HEpPBOHA-
vyanbHo auarnoctuposanmu WTIIL. [lna Toro 4urobsr mo-
HATHh NPUYUHBI OIIMOOYHON [AMATHOCTUKH, OBLIU TPO-
aHAJIM3UPOBAaHbl KJIMHUKO-J1abOpaTopHble IOKa3aTelH,
peructpuposasimecss npu manudecranuu 3aboseBaHus
cpenu 0OJIBHBIX, y KOTOPBIX cpady auarnocruposauu TTII,
B CpaBHEHUU C OOJBHBIMHY, Y KOTOPbIX €PBOHAYAJBHO 3a-
nopospusnt VITII: ue OBbLIIO 3HAYUMBIX pasandmii B KOJIH-
4yecTBe TPOMOOIMTOB KPOBH, BbIPA’KEHHOCTU AHEMUHM U TH-

nepounupy6unemun (rabi. 2). B to ske Bpems y 60abHBIX,
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y koropbix cpasy sanopoapuau TTI1, ucxonno 6ei1a craTu-
crryecku 3Hauumo Bbiute koHuentpauus JIII' ceiBoporku
KPOBHM, 3HAYMMO Yallle MMEJUCh HEBPOJOIMYECKUE Hapy-
wenusi. Bosee Toro, y 7 na 12 GonbHbIX ¢ NepBOHAYATBHBIM
ommbounbim quaraosom V1T [IPU AUATHOCTHKE 3aboseBa-
Hus He uccaenosanu konuentpanuio JIAT (taba. 2).

Ecnu e kx cayuasm sanopospennoro VTII npubasurs
elle GIM3KMe K HUM 3alOfO3PEHHble CJOydau CUHIPOMa
@umepa — Osanca (coueTaHMe MMMYHHOH TpoOmOOIM-
TOIEHNM C AYTOMMMYHHOU TIeMOJIMTUYECKON aHeMHeN),
TO 4YacTora OmNOOYHO AMArHOCTUPOBAHHONW MMMYHHOMU
TpombonuTonenun gocturasa 28 %.

TN/ 77P;19; 35 %

CKB/ADC
SLE/APS; 4;7 %

HELLP; 8; 15 %

B urore y Bcex 60abHBIX BHE 3aBUCMMOCTHU OT MEPBOHA-
Y4aJIbHO MPEAIIONIAraeMOr0 ANATHO3a KINHUYECKOE TEYeHNE
3aboseBaHMS HATOJNKHYI0 Bpaded Ha mbicab o 1 TI1 u mo-
6ynuio uccrneposars axkrusnocts ADAMTSI3 B naas-
me kposu. Onnako Gousbuiyio posb urpasn gakrop Bpe-
MeHU. YUUThIBas KypbepcKyto gocrasky miaasmsl B DI'BY
«HMMILI remarosnornn» Munsgpasa na pasubix pervoHOB
Poccun, cpokun BeimonHenus ananmnsa oT OTIPABKM MJ1a3-
MBI [0 IOJLyYeHUs Pe3yJIbTATOB MCCJIEAOBAHUS AKTUBHO-
cru ADAMTSI3 cocrasuau or 2 no 7 nueit (B cpennem
3 nus). OgHako HECBOEBPEMEHHO yCTAHOBJIEHHBIA AMAr-
HO3 NPUBOAMJ K 3aM03[aJoMy Hadasy crenuduueckoro

UTN/I1TP:12; 22 %

By,-A/B,,-DA: 2; 4%

®3C/FES;3; 6%

PucyHok 1. [NepsoHauansHbie ownboUHbE AMArHo3sl, KOTOPLIE BbiM YCTAHOBEHb NMALMEHTAM C MOATBEPXAEHHOM Npu AdnsHewem obenegosarm 1111
Mpumedarue: CKB — cucremnas kpacras sonyarka, PIC — cungpom Puwepa — sarca, AVTA — aytoummyHHas remonutudeckas anemus, MIOC — muenoaucnnactuueckud

CUHAPOM, BIZ_D‘A — BUTOMMH Bu-p,ecbmummoﬂ aHemms.

Figure 1. Initial erroneous diagnoses that were established in patients with confirmed TTP at further examination

Note: SLE — systemic lupus erythematosus, FES — Fisher-Evans syndrome, AIGA, autoimmune hemolytic anemia, MDS, myelodysplastic syndrome. B12-DA — vitamin B12 deficiency

anemia.

TOGHI/IIJ,O 2. BblpO)KeHHOCTb TpOI\/\6OLI,MTOI'IeHVIM, NnoKasaTenn remonm3a M HEBPONOrM4eCckne HapyweHna y 60MbHbLIX C 3ANOAO03PEHHBIM CPA3y AMar-

Hosom TTI1 v ¢ nepsoHauansHo auarHocTrposarHon T

Table 2. Severity of thrombocytopenia and hemolysis indicators in patients with immediately suspected diagnosis of TTP and with initially

diagnosed ITP

nepBOHO‘lCIﬂbHO ANArHOCTUPOBAHA

Cpasy sanopo3spena TTI1

MokazaTtens TN .
Index Initially TTP diagnosis was established Immedmtely_suspecied 1e
(n=12) (n=19)
Tpom6ouutsl, x10°/n 18,5 (13,3-22,7) 13,0 (10,1-171) 0155
Platelets, x10° /1 (n=12) (n=19) '
Femorno6wun, r/n 775 (679-81,6) 670 (60,1-74,8) 0149
Hemoglobin, g/1 (n=12) (n=19) '
O6wuit Gunupy6uH, mcmons/n 32 (2,1-118,5) 57 (40,0-90,1) 0111
Total Bilirubin, memol /L (n=8) (n=19) '
Jar, Ea/n 660 (4219-1725,5) 1794 (1471,1-2525,5) 0025*
LDH, U/L (n=7) (n=18) '
YacToTa BbISBIEHHBIX HEBPOJIOTMYECKUX HAPYLUEHUI ,x
Frequency of identified neuro/ggico/ disorders » 7/12(58,3%) 17/19 (89,5%) 0,04

I'IpumethMe: AdHHbIE NpeacCTaBsieHbl B BUAe MegudHbl n 95% AM, n — 4yucno 6011beIX, Y KOTOpPbIX 6bl11 nccnenqoBdaH nokKkasdartesb. *— prrepuﬁ MaHHa —

Yuthu, ** — z-kputepwmir, JIAT — nakratpernpporexasa.

Note: the data are presented as median and 95 % confidence interval, n — the number of patients. * — Mann-Whitney test, ** — z-test, LDH — lactate dehydrogenase.
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sedeHus1, 9To npu moanueHocHom reuenun TTII «cmeprn
nopo6Ho». Dosee Toro, marke B Tex ciydasix, Korga cpa-
3y 6b11 3anonospen auarnos TTI1 u nnasma xposu Ha-
npasaeHa aas uccaenosanus akrusHoctn ADAMTSIS,
He y BceX OOJIbHBIX OBLIO HAYaTO JieYeHHE «I10 MOA03pe-
Huto». B urore ymepnu 12 (22,2 %) us 54 6onbupix TTIIL.
¥ 11 us 12 ymepunx 60apHBIX TaK M He OBIJIO HAYATO CIie-
nuduueckoe neuenne TTII: nevamme Bpaun, sanonospus
TTII, oxxupanu pesyapTaToB MCCIELOBAHUSI AKTUBHOCTH
ADAMTSI3, koTopsle 6b11M MOy YeHbI CAMIIKOM O3/ HO.
Bo Bpems neuenns TTII na 10-e cyTku or centuveckoro
oKa ymep Juub oguH bosbHoit 83 sert, y xoroporo TTIT
pasBuiach Ha (oHe cerncuca, BHIBBAHHOIO 30JIOTHCTHIM
cTadUIOKOKKOM.

Takum o6pasom, VITIT u TTIl — narorenernuecku
COBEepIIEHHO pasHble 3a00/IeBaHUS C PA3HBIM MPOrHO30M
Y pasHbIMU MeTomamu JjedeHusi. B To ke Bpemsi Heub-
351 UCKJIIOYMTH, YTO Yy OOJBHOrO C JJIUTENbHBIM TEYeHH-
em VTII na nporsokeHun >KU3HM BO3MOXKHO pasBHUTHE
TTII. IlpuBoaum kauHMueckoe HAbIOAEHME.

Kuunuuecrkoe nabuwodernie

Boasnoii E., 62 ner, noctynua 17.11.2022 B ornenenue
peanumanuu u n"reHcuHod tepanuu OI'BY HMUILL
remarosorun» Mwunsapasa Poccuu B cBsisu ¢ passurm-
€M 3a [|BO€ CYTOK [0 FOCIUTAJIU3ALMU IPABOCTOPOHHETO
reMunapesa, AMSapTPUM, IeMATypPHUH, KOXKHO-IreMoppa-
ruueckoro cuHapoma. /s anamuesa ObLIO ycTaHOBJIEHO,
uyto 52 ropa nasan, B 10-nernem Bospacre, y 6osbHOrO
6buta quarnocruposana VTII, no mosomy xoropoit Tor-
& >Ke BhINOJHeHa cruteHakTomust. Ha nporsokennn nocie-
AYIOIWMX AeCSATUIETUH K Bpauam He obpaliascs, JedyeHus

1o MOBOAY TpOM6OLII/ITOHeHI/II/I HE I10oJ1ydaJi, remopparmude-

0o »

E
D/ -
0%, ) Qe

PucyHok 2. MHoxectsenHbie WnCToUmMTH B Maske neprdepudeckoit kpoeu. Okpacka
no Mannexreiimy, x 1000

Figure 2. Multiple schistocytes in the peripheral blood smear. Pappenheim stain, ob
%1000
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ckoro cunapoma He 6b110. CorslacHo eAMHCTBEHHOM TTpe-
crasyenHoi Bbinucke, 9 ner nasaa (8 2013 r.) naxonuncs
HAa JIEYEHUU B CTALMOHAPE 10 MECTY YKUTEIbCTBA 10 TOBO-
Ay NPaBOCTOPOHHEN HMYKHENOJIEBON IIEBPOIHEBMOHMH,
nposoauau aHtubuoTukorepanuio. Bo Bpems rocnu-
TAAM3alMU KOJIMYECTBO Tpombouurtos cocrasisio 40—
51x10%/n, remornobun 147 r/n, remopparuueckoro cuHapo-
ma He 6bur0. [locae BeIMMCKYM M3 cTanmoHapa NMOBTOPHO
He obcJieoBalICs.

Bo Bpems mnHactosmeil rocnuranusanuu obpaianaun
Ha cebst BHumaHue nuxopaaka no 39,6 °C, nusaprpus,
HEKPUTHMYECKOE OTHOIIEHUE K CBOEMY COCTOSIHMIO, MEPU-
OAMYeCKH — 9nu3oabl Bo3OyskaeHus. llpomgyxkrTusBHbIM
KOHTAKT C OOJIBHBIM Obl1 3aTpyAHEH — OOpAaLIEHHYIO
peYb MOHMMAaJI MJOX0, OTBeYaJ HEBIONaj, C dJIeMeHTaMU
9XOJIAJINH, BBITOJIHSI MHCTPYKIMU BEIOOPOYHO, ObLI Ipy-
60 [e30pUMEeHTUPOBAH B MeCTe, NMPOCTPAHCTBE, BPEMEHU
u snunoctr. OTmeuannce rpybble KOTHUTHBHBIE HAPY LLIE-
Hus. Ilpu aTom napesos He ObLIO, CyXO’KUJIbHBIE U TIEPU-
ocrasbHble pedsieKchl Ha pyKax ObLIM BBHICOKHME, CUMMe-
TPUYHbIE, MEHMHI€aJbHble CUMIITOMBI HE OINPEAEeJSIUCh.
B ananusax: tpombouuronenus (19-20x10°/n), anemus
(remorsiobun 88 r/n) neiikomuros 20x10°/n (meramuesno-
uurst 1 %, nanouxosaepusie 2 %, cermenrosnepubie 84 %),
mumdonurer 10%, monoumtsr 3%, mwmcrountsr 12,6 %
(puc. 2), peruxynonurer 341x10%n (13,5 %), maxkporema-
TypHsl, IOBBILIEHUE CHIBOPOTOYHBIX KOHLEHTPALMHA Kpea-
tunuHa 1o 147 mxmouns/n, JIII' 1125 En/n (Bepxussa rpa-
Huna pedepencHoro snauenus 248 En/n), 6unupybuna
10 45 mxmosb/n.

B muesnorpamme — myHKTaT KOCTHOro moara ObLa KJje-
TOYHBIN, COOTHOLIEHUE POCTKOB KPOBETBOPEHUSI HaPy L€~

HO, IPaHyJIOLIUTAPHBIA POCTOK OBLI Cy’KeH, npeobaaganu

PucyHok 3. TpenaHob1onTaT KOCTHOMO MO3ra. DPUTPOMAHSI pocTok pacwmpet. [pu-
CYTCTBYIOT METOKAPUOLMT B YBENMYEHHOM KONMYECTBE, HEBOMBLUMX U CPEAHMX PA3ME-
POB C rMNONOBYNAPHEIMU W HOPMONOBYASPHEIMM gapami. OKPACKa rEMOTOKCUAMHOM
1 303nHom, X200

Figure 3. Bone marrow trephine biopsy. The erythroid lineage is enlarged. Megakaryocytes
are present in an increased number. Small and medium sizes megakaryocytes with
hypolobular and normolobular nuclei. Hematoxylin and eosin stain, ob x200
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apesabie dopmbl, 6e3 mopdosornueckux 0cobeHHOCTel;
SPUTPOUHBIIA POCTOK ObLJI pE3KO paciIMpeH, npeobsana-
nu 3pensie ¢popmbl, baactubie kaetku — 1,2%. B tpena-
HOOMONTaTEe KOCTHOTO MO3Ia BBISIBJISIJIMCH METaKaPUOLUTEI
B yBeJM4YeHHOM KosnuecTse (puc. 3).

[Ipu maruuTHO-pesoHaHCHOH Tomorpaduu roJOBHOrO
Mo3ra oOHapy KeHbl KOPKOBbIE JIAKYHapHbIe OCTPbIe/TI010-
CTpbIE OYaru MLIEMUH B JIOOHO-TEMEHHBIX 001acTAX 00enx
remucdep (bacceiin koHeUHbIX BeTBel 00enX CpeHUX MO3-
rOBBIX apTEPUIL), OTEK BELIECTBA IrOI0BHOro moara. Hauara
AHTUIICMXOTHYeCKas Tepanus (raJonepuaosl, KBETHAIIMH,
AEKCMENETOMMUAMH, pucnepuaoH). B cBsasu ¢ nogospennem
na TTII 6eina uccnenosana niasma KpoBU HA AKTUBHOCTD
ADAMTSI3, koropas cocrasuaa 0%. Merogom cmewmn-
Banus BoisiBiaeH narnourop ADAMTSI3, tutp xoroporo
cocraBus 3 enunuisl Beresna. Takum obpasom, nuarnos
TTII 6611 nonreepsken. Kpome toro, B nmocesax xposu
soisiBaen poct Klebsella pnewmoniae, miramm, npopyuupo-
BaBWMiH P-JaKTamasbl pacIIMPEHHOro CIEeKTpa, B MOce-
Bax us Hocornorku BeisiBiena PHK supyca SARS-CoV-2.
Hasnauena antubakrepuajbHas Tepanus mMepONeHEMOM,
KOJIMCTUMETATOM HATpUs], IPOTHUBOBUPYCHAsl TEepaIus
MOJIHYTIMPABUPOM, YTO IPUBEJIO K HOPMAJIM3AL MU TEMIIE-
paTyphbl Tesa, UCUE3HOBEHUIO TPU3HAKOB UH(EK MU,

Jlewenme TTII mavanu ¢ miasmoobmeHa, BCEro BBITIOJN-
Heno 16 npouenyp, npu xoropeix sameneno 29280 mu
nnasmbel. OpHOBpeMeHHO Obl1 HasHaveH Karuanuaymab
(10 mr/cyT nopkoxxno), npegaunsosnon (1 mr/kr BHyTpuBeH-
Ho). [locse ucuesnosenuss npusHakos mHdekuUM Hayara
Tepanus puTykcumabom B pose 375 mr/m? pas B Hemesno,
Bcero 4 seenenus (23.11.22, 05.12.22, 12.12.22, 19.12.22 r.)
(puc. 4). Cosnanue y 60JbHOr0 BOCCTAHOBUJIOCH, CTAJI TIOJI-
HOCTBIO a/ieKBaTHbIM, KomiutaeHTHbIM. CirycTs Hepesro mmo-
cJle HABHAYEHWs Kalaanusymaba KOJIMYecTBO TPOMOOLH-

TOB TpanautopHo nosbicuiock 10 502x10°/1, opnako norom
MX KOJIMYECTBO B TEYEHHUE HEIEJU HAavaso ObICTPO yMeHb-
IIATHhCsl, HECMOTPSI Ha Tepanuio Karaanuzymabom. Ilocie
TPEThEro BBEAEHUs PUTYKCHMMaba, KOrja aKTUBHOCTD
ADAMTSI3 B nnasme kposu cocrasuia 61 %, konnuecrso
TPOMOOLMTOB KPOBM yMeHbluuaoch ao 7x10%/n, orcyrerso-
BaJIM npuaHaku remosusa (remorniobun 97 r/n, peruxyso-
uuter 100x10%1 (2,6 %), JIAT 134 En/n, mucromuter 0,4 %).
Bruno sanonospeno coueranue y 6omnbsaoro TTIT ¢ UTII.

Beinoaneno nccrenosanye GpukcnpoBaHHBIX AHTUTPOM-
GOLMTAPHBIX AHTUTEJ] METOAOM HPOTOYHOH LUTOPIIYO-
pUMETPUM, OOHapy’KeHbl TPOMOOIMT-aCCOLMUPOBAHHbIE
anturena kaaccos IgG (26 108 unrencusnocts duyopec-
nennuu (V1®D), pedepencunie snauenus 400-3300 VD),
IgM (4716 V1D, pedepencusie snauenus 450-1700 VD),
IgA (2687 VD pedepencusie snauenmns 100-250 VD).
Ilposenena mysnbc-Tepanust METUINIPEHUS0JIOHOM, KOTO-
pasi IpuBeJa JIULIb K KPATKOBPEMEHHOMY Y BEJTUYEHUIO KO-
JAUYeCTBAa TPOMOOIUTOB KPOBHM, HECMOTPSI HA AKTUBHOCTD
ADAMTSI3, pasuyro 71 %. YaureiBas, uro nocje crieH-
OKTOMUMU, BBIIIOJHEHHOU B [ETCKOM BO3pacTe, He OblLia
nocturnyra nosnHas pemuccust UTII, a taxske tor daxr,
qro B 1970 r. He GbLIO ellle TAKHMX METONOB BU3yaIU3aluy,
KaK KOMIbIOTepHas Tomorpadusi, yabTpasByKOBOe UcCie-
[OBaHUe, HeJlb3sl ObLJIO MCKJIOYUTh, YTO BO BPEMS CIJIeH-
OKTOMUU ObljIa He 3aMedyeHa H00ABOYHAS CeJIe3eHKa, KO-
TOpasi Morja ObITh OAHON M3 MPUYUH TPOMOOLUTONEHUU
[18]. BrimonneHo nomosHUTENBHOE KOMIIBIOTEPHOE TO-
morpaduyeckoe UCCIe0BAHNE OPraHOB OPIOMIHON MOJI0-
CTH, IPU KOTOPOM, I€CTBUTEJLHO, B JeBom noaaunadpar-
MaJbHOM MPOCTPAHCTBE OblIa ObHapyeHa nAobaBouHAs
cenesenka (puc. 5). C neuebnoit ueavro 11.01.2023 nana-
pockonmvecku 1obaBouHas cese3eHKa Oblia yaajeHa, ee
pasmepsl coctasuau 3x3 cm (puc. 5).
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PucyHok 4. Jleuere Gonbroro E.
Figure 4. Treatment of patient E.
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PucyHok 5. [Jo6asouHas ceneserka: A — BO60BOYHAS CENE3EHKA B NIEBOM NOAANAGPArMANbHOM NPOCTPAHCTEE, BHIABNEHHAA NPH KOMMNLIOTEPHO TOMOrpadHM (yka3aHa cTpenkoii);
b — yaanenue no6aBOYHONM ceneseHku Npy AANAPOCKONUM; B — miCTonomueckoe nccneaosarme yAaneHHoM [06aBOYHON ceneseHku. B paciuMperHoi KpacHoi nysne ceneseHku
MEraKapUOLMTE PACMONOXEHE PA3PO3HEHHO UV GOPMMPYIOT OTAEMbHbIE PhIXNbe ckonneHks. KneTku MerakaproumTapHOro pocTka HeGoMbWMx Pa3MepoB, YaCTb U3 HWX — C T1No-
NOBYNAPHBIMI HOPMOXPOMHBIMU SAPAMM, CPEAN HVX BULHE METAKAPUOLMTE C ANCTPODUUECKUMM M3MeHeHMsMI. OKPACKa reMaToKCHIMHOM 1 303KHoM, X200

Figure 5. Accessory spleen: A — accessory spleen in the left subdiaphragmal space on computed tomography (indicated by the arrow); B — removal of Accessory spleen during
laparoscopy; C — histological examination of the removed accessory spleen. In the red pulp of the spleen megakaryocytes are scattered or form separate loose clusters. There are small
megakaryocyte cells, some of them with hypolobular normochromic nuclei. There are cells with dystrophic changes among megakaryocytes. Hematoxylin and eosin stain, ob x200
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Ilocse onmepamum ormeuasnoch KpaTKOBpeMEHHOE yBe-
AuYeHUe KoJaudecTBa Tpombonutos kposu mo 175x10°%/m,
O[HAKO TOCJIE yMEHBIIEHUS A03bl INIIOKOKOPTHUKOCTEPO-
HUIHBIX FOPMOHOB MX KOJMYECTBO BHOBb YMEHBIINJIOCH
10 20x10°/n. Yaursisas pemuccuto TTII mo axTuBHOCTH
ADAMTSI13, a Tak>ke TO, UTO Ha JTAHHOM 3Talle BO3MOYKEH
MMMYHHBIA MeXaHU3M TPOMOOLMTONEHUHU 3a CYeT obpa-
30BaHUSI aHTUTEJ K TPOMOOLMTAM, HAYaTa CTUMYJISLIUS
TPomMbOI1023a ATOHUCTOM TPOMOOTIOATUHOBbBIX PELIENITOPOB
anrpombonarom B pose 50 mr/cyT, npomoskeHa tepanus
npeaHusoaoHom B pose 1 mr/kr maccst rena (90 mr/cyr.).
BosabHoit 6b11 BeInUcan us cranuonapa. Crycrs nonrona
JleYeHU sl 2 TPOMOOIIArom 103a MPeAHNU30J0HA Y MEeHbLIEHA
1o 2,56 Mr/cyT, reMOpparn4ecKkoro CHHApPOMa HeT, TPOMOo-
muter 150x10%/1, npusnakos remonusa Her (remoriobun
134 r/n, peruxkynountsr 1,8 %, mucrounrsr He omnpene-

asores, JIAI' 236 En/n), akrusaocts ADAMTS1354 %,

IJIAHUPYETCsI OTMEHA TPEAHKM30JI0HA.

OGcyxpenne

Kak mokasaso Hacrosiiee wcciaegoBaHue, Hanbo-
sgee wuacrtoi ommubkoil pmarmocruxku TTIl siBunace
NTII. BosmosxHoi#t npuunHOil Tako# oWMOKU sBisEeTCS
HEIOOLEHKA IPU3HAKOB [eMOJIM3a, O YEM CBUETEIbCTBYET
tot dakt, uro kouuenrpauus JI/II' y 6Gonbubix, y KOTOPBIX
cpasy sanogospusu TTII, Geuia smadnmo Gourbliire, Uem
y Tex, y koro cHadana npeanonaraau VITII. Juarnocruka
remMoJIM3a 4aCTO BbI3bIBAJIA 3aTPyAHEHUs y Bpadel. B cxo-
Kel pa60Te, B KOTOPOM aHaJIU3UPOBaJIU omrMbKY mAuar-
HOCTUKU MNapOKCU3MaJbHOH HOYHOH remornobunypuu
(ITHT'), xoropas Takske XapakTepusyeTcsi BHYTPUCOCY-
AUCTBIM IeMOJIM30oM U Tpombozamu, ua 150 nabrronennii
toabko y 22% 6Gonbubix I[THI' Gbina pacnosnana Gsbic-
tpo [19]. Haubonee uwacrto ommbouno pmarnocruposa-

au AVIT'A (n = 28), B Tom uncsie B coO4eTaHUU C APYTUMHU

nuarnosamu (n = 7), nanpumep ¢ UTII, unu B xonrekcre
cungpoma Pumepa — Osanca (2 = 2) [19].

Onnaxo, ecu obparuThes k naazmenHo mkade [20, 217,
[IO3BOJISIIONIE BBISIBUTH OOJIBHBIX C HU3KOM aKTHBHOCTBHIO
ADAMTSI3 (taba. 3), To HepoyueT remonunsa «youpaer»
u3 oToi wKassl auwb 1 6ann. Cpegnuit 06bem apuTponu-
TOB, KaK MPaBUJIO, HE yYUTHIBAET OOJBIIMHCTBO Bpadeil.
IToaromy nosyuaercs, uro paske npu UTII cymma 6annos
0 3TOH HIKaJie MOYKeT COCTaBUTh H—6, 4TO AesaeT guar-
Ho3 TTII Becbma BeposiTHBIM ma’ke MPU yCTAHOBIEHHOM
nuaruose VITII (tabu. 3).

Yacreim nposisrennem TTID sasasiorcss meBposoru-
YeCKHMe CHMIITOMBI, KOTOPblE B POCCHUMCKOM MOILYJISILUN
BoisiBasior y /7,6% Goapneix [22]. B macrosmem wuc-
CJIEIOBAHUM TOSIBJIEHME HEBPOJIOrMYECKUX CHUMIITOMOB
ABHO obOpaTwio Ha cebsi BHMMaHMe JiedalluX Bpadei,
[IOCKOJIBKY MX YaCTOTa OKasajach MOYTH B 2 pasa BbILIE
y GOJBHBIX C MEPBUYHO BEPHOM AUATHOCTMYECKOM KOH-
nenuueit TTII no cpaBnenuto ¢ omMOGOYHBIM AUATHOZOM
WTII. Cno>xxHocTs

yeyrybasiercs u tem, uro UTII — sro puarnos uckio-

nn(i)(bepeﬂuuanbﬂoﬁ OUATHOCTUKU

genus. [lake oOHapyskeHHEe aHTUTPOMOOLMTAPHBIX aH-
THUTEJ He SIBJSIETCSl ero 0bsA3aTeIbHbBIM KPUTEPUEM, a Ha-
3HAYEHUE MIIOKOKOPTUKOCTEPOUAHBIX TOPMOHOB, KOTOPbIE
ortnocaT k nepsoit sunuu tepanuu VTII, y yactu 60mb-
Hbeix ¢ Hepmarnocruposanuoi TTII mosxer npusectn
K pemuccuu 3abosnesanus. HeBosmoskHo y Bcex 6osbHBIX
C TpOMOOLMTONEHNENH UCCIE0BATh IVIA3BMEHHYI0 aKTHB-
nocts ADAMTSI13. Tonbko obpaiienue BHUMaHUS Jie-
Yalero Bpavya Ha reMoJinu3, MOP(OJIOTrUi0 3PUTPOLUTOB,
HEBPOJIOTMYECKHE CHUMIITOMBI
Ha ucciaenoBanue axktuBHoctu ADAMTSI3 nossoasitor
epeCMOTPETH AUATHOS.

1 HamnpaBJIEHHE TI1J1a3Mbl

Ipyroii 4acToif AMArHOCTHYECKOH OWIMOKON sBHMIICA
HELLP-cunapom, KoTopblii 6b11 3a110103p€H HOYTH Y HO-

Tabnuua 3. [TnasmeHHas Wkana ons sbisenerns Huakon aktueHoctr ADAMTS13 [20, 21]

Table 3. Plasmic score for detecting low ADAMTSI13 activity [20, 21]

Mapametpsi/Indicators
Tpom6ouursl/ Platelet count
Kpeatunun/Creatinine
Femonus/Hemolysis
Henpsamon 6unupy6un/Indirect bilirubin
Petukynouwntsi/Reticulocyte count
Fantorno6un/Haptoglobin
CpepHui o6bvem aputpouutos/MCV
MHO/INR
Hert neueHus ot paka B TeueHne nocnegHero roaa
No freatment for cancer within the past year
Het tpancnnanTaumm opranos unu TTCK
No History of solid-organ or stem-cell transplant

BepoatHocte ADAMTS13<10%
Probability of ADAMTS13 < 10%

Pesynsrar/Result ‘ Bannsl/Points
<30x10%/n/! 4]
<176,8 mkmons/n/mcmol/L +1

>34,2 mxkmons/n/mcmol/|

>2,5% .
He onpepenserca/Undetectable

<901l +]
<1,5 +1
Oa/Yes +1
Oa/ Yes +1

0-4 6anna/points 0-4%

5 6annos/points 5-25%

6-7 6annos/points 62-82%
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nosunbl sxenmun ¢ TTII, accounuposannoii ¢ 6epemen-
nocrteo. Opnako B Hacrosuee sBpems HELLP-cunapom
paccmaTpuBaeTCsl KaK OfAMH U3 BAPUAHTOB TPOMbOOTHYe-
cknx mukpoanruonatuit (TMA), k xkoTopeim orHOCHT-
cs u TTII [23, 24]. CooTBercTBeHHO, be3 onpenenenus
axkrusHoctu ADAMTSI3 ucknrounts nan nogreepauts
AMArHO3 Hesb3si, a Ha oTo Tpebyercs Bpems. Vmenno
nosromy, ecau y Oepemennsix ¢ TMA nossasercs
HEBPOJIOTMYECKAS WJIM KapAuaJbHass CHUMITOMATUKA,
PEKOMEH/yeTCsl HEeMEMJIEHHO HaYMHATh I1J1a3MOO0OMeH
[0 MOJLyYeHUS] Pe3YJIbTATOB MCCJAEAOBAHUS aKTUBHOCTU
ADAMTSI13 [24].

Cuenyer oTMeTUTD, YTO B UTOTE Y BCEX Bpadell BOBHUKIIA
moicab o TTII, u onn Hanpasuny kKpoBb Ha nCccaenoOBaHMEe
akrusnoctu ADAMTSI13. Ho pewarowee snauenue sneco
umen ¢axrop spemenu. TTI], B ormnune or UTII, cun-
apoma Duiiepa — OBaHCA WU MUEIOAUCILIACTUYECKOIO
CUH/POMA, — CKOPOTEYHOE U yIpO’Karollee >KU3HHU 3a00-
nesanue. Heneuenasa TTII B 90% cayuaes saxkanumsa-
ercsa seranbpHbiM ucxonom [16]. B nepesone B oTnenenue
peanumanmu Hyskaaercs 60% 6Goasusix TTII, roe Tpets
Y3 HUX I0JLyYaeT Ba30IPEeCCOPLL U HY>KAAETCs B IEPEBOJE
Ha UCKYCCTBEHHY 0 BEHTUJISILIUIO JIETKUX [25]. OTrm mosk-
HO OOBSICHUTH U IOCTATOYHO BBICOKYIO JIETATBHOCTD B Ha-
crosiiem MccienoBanuy, cocrasusulyio 22 %, nockosnbky
nopasJIsoNee HOIBIIMHCTBO OOTBHBIX yMEPJIU 10 HadaJla
neuvenust T TII. Otu mokasarenmu comocTaBUMBI C JAHHBIM
perucrpa Oxknaxomsr [26], cornacHO KOTOPBIM BBI>KUBae-
moctb 6oababix TTII cocraBuna 78 %, Ho moskHO npeano-
sarars, uTo ecuau ool gedenue T TI1 Gbo HauaTo «mo mo-
(nnasmoobmesn,
He no’Kuaasich pedyabraros uccaenosanus ADAMTSI3,

HO3PEHUIO» IVTIOKOKOPTUKOCTEPOUIbI),
BBI)KMBAE€MOCTb B POCCHICKOH rpyrnme 60abHBIX Oblia Ob
BBILLIE.

OrtpnenbHblit  uHTEpec npeacraBasiior «overlap cuH-
APOMBI», WJIM «CUHAPOMBI IE€PEKPECTa» MPU KOTOPBIX
Y OAHOro GOJIBHOrO BCTPEYAETCs] OJHOBPEMEHHO [Ba 3a-
6onesanus, nanpumep MTIT u TTII, kak ato 610 B npu-
BE/IEHHOM KJIMHMYECKOM HabJioileHny, Koraa y 6oabHoro,
cTpajasuiero Ha nmpotskeHuu noutu Beeit sxusau VITI,
BCJeCTBUe MH(EKIMOHHBIX OCJIOXKHEHUH MPUCOEMHU-
aace TTII ¢ xapakTepHBIMM KIMHUYECKMMHU TPOSIBIEHU-
amu (ycyryOseHne TPOMOOLMTONEHUH, TEMOJIU3, HEBPO-
JOrMYeCcKre HapyueHus). DblcTpelil, HO TpaH3UTOPHBIM
addexT OT seueHMsT ObLI LOCTUTHYT Oarofapst Tepanuu
TTIT (npouenypsl muiazmoobmena, Kamianusymab, rio-
KOKOpTUKOCcTepouabl, purykcumab). Opgnako coxpaHs-
Jach TPOMOOLUTONEHMs], HECMOTPsI Ha MpPeKpallleHue re-
MOJIM3a, UCYE3HOBEHME HEBPOJIOIMYECKON CUMIITOMATUKH,
AIIMMHUHALMIO MHTMOMTOPa, HOPMAJM3ALHUI0 aKTUBHOCTH
ADAMTSI3. Croiikoit pemuccuu yaanoch J0CTUYb JHILIb
nocse ypajeHus H00ABOYHON CeJIe3eHKM M Ha3HAYEHMSsI
ArOHUCTa TPOMOOINOITUHOBBIX PELENITOPOB.

B nutepatype onucano ne menee 27 nabnronenuii cove-

tranus neyx 6onesneit — VITIT u TTII (taba. 4).
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Kak Buano us rabauue: 4, B 6onpmmncrse cayvaes VTIT
npenwecrsosana passuruio 1 T1], npuuem onmn accouun-
posasuck ¢ nauuuposanuem BUY, onyxonessimu 3abo-
neBanusimu. OnHaKO OOJBIIMHCTBO M3 BTUX HAOIIOACHUI
ObLIM CAeaHbl BO BPeMEHa, KOIJa elle He ObLIO M3BEeCT-
Ho o poau ADAMTSI3 B narorenese TTII u akrusnocTs
aToro ¢gepmenta He onpenesnsiau. B urore us 27 onucan-
HBIX B JIMTEPAType KJIMHUYECKUX HabsogeHUi couera-
aus WUTII u TTII, noareeprxaeHHbIx HU3KOU MIa3meH-
nott axtusHocteio ADAMTSI13, cayuaes TTII Geuio
Bcero y 6 GoabHbix. Bosee toro, y 7 ua 27 onucaHHbIx
Gonbubix npu auarnoctuxe TTII ne onpenensnu Takoit
NPUSHAK IEMOJIN3a, KaK ChIBOPOTOYHYI KOHLEHTPALUIO
JIAT, ay 2 Goabubix oHa Gblia B pesesnax pedepeHcHbIX
snauennit. [llucrounTos kak nposiBiienne MukpoaHruona-
tuyeckoit remonutudeckoii anemuu (MAI'A) [45] raxsxe
He OLeHWBAJIU B 7/ u3 27 HabmogeHuil, a B 3 HabroneHu-
ax OH orcyrcrBoBaj. llosTomy mokHO mnpeamosarars,
uTo ecau paxke y 6oabubix u 6bia TMA, nposiBassiia-
scs Tpombonuronenueii norpebnenus u MATA, Ges BbI-
ssaeaunst Huskou aktusHoctu ADAMTSI3 nuarsos TTII
B 9TUX CJLy4asiX PEACTABIISIETCSI COMHUTEIbHBIM.

N3 Bcex aTux ciiyuyaeB TOJIBKO B HACTOSILIEM Haburome-
nuu ass nedenus couetanust TTIT u VITIT 6b1 npume-
HeH Kamianuaymab, U OH OKasaJs ObICTPBIi, HO KPATKOB-
pemennbiii addexr. Tonbko B HacTosmem HabaOAEHUM
obuta mcciemoBana aktuBHocTb ADAMTSI3 He TomBKO
npu ycranosnenuu auarnosa TTII, Ho u B pnanbneiimem,
[0 Mepe JIedeHUsl. OTO IOKAa3ajao, YTO AAXKE IOCJE J0-
cruoxenus pemuccun TTII no akrusnoctn ADAMTSIS,
ONpeneIEMON KaK COCTOSIHUE, KOTJa MJa3MeHHAast aKTUB-
nocts ADAMTSI3 Boiiie HuskHel rpaHULBI HOPMAIBHBIX
3HAYEHMH AJIS1 JAHHOTO METOJA ONpPENEIEHUs AKTUBHOCTH
[46] (8 nacTosmiem Habmonenny Boiwe 50 %), coxpansacs
Tpombouunronenus. Hannuue nobasounoii cenesenku, 06-
Hapy>KeHUe aHTUTeJ K TPOMOOLMTAM CBUAETETbCTBOBAIN
006 UMMYHHOM XapaKTepe TPOMOOIUTONEHUH, YTO NOTpe-
60BaJIo ee LeJeHATTPABJIEHHOTO JIeYeHUs] — TTPOAOJIKEHUS
Tepanuy IIIOKOKOPTUKOCTEPOM/IHBIMU TOPMOHAMM, BbI-
nosHeHus criieHsktomuu [18] u masHayenms aronucTon
TPOMOOIO3TUHOBBIX PELENITOPOB.

O6napyskenue HeGonbIIMX AUCTPOPUIECKH H3MEHEH-
HBIX MerakapuouuToB B TKaHu cenesenkn npu TII
ABJISIETCS 3aKOHOMEPHBIM MOP(QOJOrMYecKUmM MpU3Ha-
KOM UM orpakaeT HeddPeKTUBHBIA MerakapuolUTONOd3.
Cenesenka — «Jero» anonTOTUYECKU F’MOHYIIMX Meraka-
puonuros. ObHapyskeHre B 0OABOYHONI cesedeHKe yBe-
JIMYEHHOIO KOJUYECTBA METaKapUOLUTOB, PACIIOJOMKEH-
HBIX Pa3po3HeHHO U GOPMUPYIOIUX HeGObIINE PhIXJIble
IPYIIBI, SIBJISIETCS, MO CYTH, KOMIIEHCATOPHON peaxuu-
el MEerakapuOLMTAPHOTO POCTKA IOCJE CIUVIEHIKTOMUHU,
BbInosiHeHHON GosnbHomy mo mosopy VTIT B 10-nernem
BO3pACTe, U MOYKET OBbITh OTHECEHA K BUKAPHOMY Meraka-
PHOLUTONO23Y, No-Npe>kHeMy pyHKIMOHATbHO Headdek-
THBHOMY, C y4ETOM CTOHKON TPOMOOLUTONEHU Y.
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Takum o6Opasom, Hmpu CoOueTAHUU TPOMOOLUTONEHUU
C BSIJIOTEKYIUMM Te€MOJU30M, IPU OTCYTCTBUU IOJHOP-
FaHHOM IATOJOTMM 0e3 MCCIeIOBAHUS IJIa3MEHHOM ak-
tusnoctu  ADAMTSI113  caoxkno auddepenunposars
WTII u TTIL Ilpu coueranuu MTII u TTII y omuoro
U TOro >ke OOJBHOrO MCCJEAOBAHHUE MJA3MEHHON aKTHB-
noctu ADAMTSIL3 nossosnsier BbISBUTH BeAyLIMH Me-
XaHU3M TPOMOOLIMTONEHNM U BBIOPATh NPABUJIBHYIO TaK-
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Tuky sedeHust. MorxHo npeanonoxxkurs, uro B Poccuu
neusBectHasi yactb 6oabHbix ¢ TTII ocraercs nepacnos-
HAHHBIMU, OHU JU00 morubarT ¢ OMUOOYHBIMU IHUATHO-
3aMU WJIM JWLIb HEKOTOPbIE BBI)KMBAIOT Ha OHE Tepanuu
I'KC, HO y HuUX MOryT pasBUBaTbCsSl PELUAUBBL. OTO €LIe
pas MOAYEpPKUBAET BA’KHOCTh ydeTa BCEU KJIMHUYECKOU
cumnromatuku TTII, ee macok, a Tak»xe HeTUNUYHBIX
nns UTII opranusix nopaskennii, MAT'A u np.
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