HabniofeHns 3 npakTuku

TpomboTnyeckaa MmMKpoaHrmonaTus
Npu IOBEHUITbHOM AepMaToOMMUO3nNTE

(KnuHuyeckoe HabniogeHne)
M.IO. Kazan', H.H. Bepeuna', O.A. Bopoovesa’

'T'Y3 «Obnacmnas demckasa Knunuueckas 6onsnuyar, 2. Openoype,
’I'Y3 «/lenunzpadckoe 061acmmnoe namon020-aHaAmMOMUUECKoe 0iopoy,

2. Canxkm-Ilemepoypz

Thrombotic microangiopathy associated

with juvenile dermatomyositis
M. Yu. Kagan, N.N. Bervina, O.A. Vorobyeva

Knrouesnie criosa: mpombomuyeckas MukpoaHauonamusi, 0epmMamomuo3um, OCmpoe MospexOeHUE MOYEK.

Tpom6oTtuyeckas mukpoanruonatusi (TMA) — peakoe nposiBneHue toBeHunbHoro aepmaromuosuta (FO4M). CBoeBpemeHHas

AWarHoCcTUKa 3TOro COCTOSIHUS UMeeT BaXHOEe TepaneBTMYECKoe 3HaYeHue, Tak KaK 4OMONMTHUTENbHO K MMMYHOCYNPECCUBHOW
Tepanuu JepMaToMMo3nTa MOXET NOTpe6oBaThLCSA NpMMeHeHUe UHY3Ui CBeXe3aMOpPOXeHHOW Nna3mbl, nnasmadgepesa n ana-
nu3a. Mbl npuBoaum HabniogeHue 4-netHero manesyuka ¢ KOOM, y kotoporo pazsunacb TMA. HauanbHas Tepanusi BbICOKUMU
[03amMyU METUNNPEAHU3O0NOHA B COYETaHUU C BHYTPUBEHHbLIM BBEAEHUEM MMMYHOINOOYNMHA He Aana nonoXxuTenbLHOro addexra.
Bbinu po6aBneHbl MHGY3UM CBeXe3aMOPOXEHHOM NNasmbl U uuknodocdaH. OTMeyancs oTBeT Ha Tepanuio ¢ JOCTUKEHMEM
NOMNHOW KITMHWKO-NabopaTopHOW peM1ccumn 3aboneBaHus.

Thrombotic microangiopathy is a rare manifestation of juvenile dermatomyositis. Such patients can develop acute kidney injury.
Recognition of this manifestation has important therapeutic implications as the patients may require therapy with plasma exchange
and dialysis in addition to the treatment of dermatomyositis. Here, we report a case of a 4-year-old boy with juvenile dermatomyositis
with thrombotic microangiopathy. The patient initially received pulses of methylprednisolone and intravenous immunoglobulin which
did not induce a significant improvement. He was given infusion of fresh frozen plasma and pulse of cyclophosphamide. The patient

responded successfully to this therapy and achieved total remission.

Key words: thrombotic microangiopathy, dermatomyositis, acute renal failure.

BeeaeHue

tOBeHunbHLIN AepmaTtomuosunt (KOOM) — namonatuyeckas
XPOHUYECKas BOCNanuUTeNbHas MUONaTis, KoTopas BCTpevaetcs
C YacToToi 2-3 crnyyas Ha MUNANOH AETCKOro HaceneHus B
rog [11]. Ans 3TOro MynsTMCMCTEMHOTO 3aboneBaHus Hanbo-
nee xapakTepHO nopaxeHue mblw, 1 koxu [9]. duarHocTuka
tOOM ocHoBaHa Ha BbISIBNEHUM ANarHOCTUYECKUX KpUTepres,
pa3paboTaHHbix B 1977 1. Bohan et al. [3]. K aTum kputepusim
OTHOCATCS XapaKTepHble KOXHble NPOSIBEHNS C ChiMbiO LiBE-
Ta renmoTpona, cuMMeTpuyHas cnabocTb NPOKCUManbHOW
MYCKynaTypsbl, yBeNnu4eHne akTMBHOCTU MbILUEYHbIX 3H3MMOB
B CblBOPOTKE, MWOMATUYECKNE U3MEHEHUS Ha 3MEKTPOMUO-
rpacoum n BoCnanuTeribHble ¥ HEKPOTUYECKUE U3MEHEHUS NpK
TMCTONMOTMYECKOM UCCNEeAoBaHUM MbllleyHoro buonTara. [ns
BepudmMKaLmMm amarHo3a OCTaTOMHO COMETaHKS NaTOrHOMOHMY-
HOW CbINu ¢ NMBLIMK APYTMMU TPEMS KPUTEPUSAMM U3 YETbIPEX
ocraswwmxcs [3, 5, 11, 14].

Mpwv FOOM BO3MOXHO NopakeHWe BHYTPEHHWX OpraHoB, 06-

ycoorneHHoe CUCTeMHQOI BAcKynonaTuen. MiHTepcTuumansHoe

3aboneBaHune NMerkux W XenynovyHo-KMLWeYHble NPOsiBNEHUs
XOPOLLO W3BECTHbI M ONUCaHbl BO MHOMMX nybnukaumsx [3, 9,
11]. B 70 e Bpemsi nopaxeHue cepaua, LeHTpanbHON HepBHOWM
CUCTEMBI U MOYEK BCTPeYatoTes peako. TpyAHO HauTW onvcaHue
coveTaHusa TpomboTuyeckoit Mukpoanruonatum (TMA) ¢ FOOM.
lNaToreHes 1 NPOrHoO3 3To NaToNoriM NPV AaHHbIX 06CToATENb-
CTBax ocTatoTCcs HessCHbIMM [8]. Mbl NpMBOAMM KIIMHUYECKOE Ha-
6ntogerve cnyyas TMA y peberka c FOM, npuyem arpeccueHas
MMMYyHOCYMNpeccuBHas Tepanus B KOMBUHaLMN C UHAY3USMM
CBEXe3aMOPOXXEHHOW NNa3mbl M HU3KOMOIEKYNAPHBLIM renapu-
HOM Npu1Bena K peMmuccun 3abonesaHus.
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C/IM3UCTOI POTOBOI NONOCTM M MMHAANMHax. Monyyan
amMbynaTopHO »aponoHWkKaoLwwme npenaparbl, aHTM6Mo-
TUKM, HUCTaTHH. B nocneayowme AHN NOABUIIMCH OTEKM
Ha /iMue, 3HauuTebHasa MbilleyHasa cnaboctb, 60num B
MbILLLAX U BbICbINaHMS.

Mpwm noctynnenunn B Y3 «O[1KB>» o6Lee coctosHue
nauueHTa 6110 TshHkenbiM. OTMeuyanacbh ¢ebpunbHas
nuxopaaka, pacnpocTpaHeHHble MManrum, pacnpocrpa-
HeHHas MblleYHas C/1ab0CTb, ABNIEHNS XEANINTa U I3BEH-
HOro cToMaTuTta. Bbinn BbisiBNIEHbI BbICbINMAHUA: SpUTEMa
BeK LBeTa renuorpona (CMMNTOM «/IU/IOBbIX OYKOB»),
aputema n6a, noabopoaka, WekK, yIWHbIX PAaKOBUH, LLEH,
noAMbILLIEeYHbIX BNaguH. Ha napoHaX uMenuch siBneHuns
Kanunnsputa. B nokreBbix crubax U Ha KOneHsix egu-
HUYHble neTexun. OTMevanacb AncoHuns n ancearus,
Bbipa)keHHas runepcanuBauus. Ha nuue, nepeaHe
6GPpIOLUHOI CTEHKE M KOHEYHOCTAX 6bI/IM 3HAUMTEIbHbIE
oteku. Onpeaensnocb Hannune CBO60AHON XUAKOCTU B
6prowHoit nonoctn. OTMevanacbh apTepuanbHas runep-
TeH3us 140/100 MM pT. CT., MAKpOreMaTypus, ONMrypums
c amype3om 400 Mn 3a cyTku. B nocnepnyowme HeCKosib-
KO OHEel pasBuWICA TSHKENblii MMONATUYECKNi KpU3 C
a6ConOTHOW HEBO3MOXKHOCTbIO KaKMX-1M60 aKTUBHbBIX
ABWXEHUH, acdoHMeil, NnpeKkpalleHneM rNoTaHus U He-
06X0AMMOCTbIO 30HAOBOI0 NUTAHMUS.

B o6LieM aHann3e KPOBM OTMEUANIOCh yckopeHue COD
Ao 30 mM/uac; aHemus: Hb 86 r/n, spurpountbl 2,86
x 10'2/n, TpoMb6oumnTonenms 100 x 10°/n. Mpn Mukpo-
cKonuu Maska nepndepunyeckoil KpoBu 6bisIn HalAEHbI
¢parmeHTUpPOBaHHbIE 3pUTPOLNTbI (2%). B 06LEeM aHa-
JIU3e MOYM OTMeYanoch 60/bLIOE KONTMYECTBO 3PUTPOLU-
TOB 1 npoteuHypus 1,06 r/n. B 6noxuMmueckom aHanmse
KpOBM 6biNla BbiSiB/IeHa a30TeMuUs C KpeaTuHMHoOM 200
MKMOJ1b//1 U MOYEBMHOM 29 MMOJIb/N U 3HAUYUTE/NIbHOE
NOBbILIEHUE aKTUBHOCTU 3H3UMMOB: KpeaTUHUHGOCPO-
kuHasa (K®K) — 7371 E/n (Hopma po 229 E/n), ANT
289 E/n (Hopma — go 29 E/n), ACT go 869 E/n (Hopma
#o 36 E/n), NAr — 1552 E/n (Hopma pgo 480 E/n). O6wmii
6enok nnasmbl coctaBnan 34 r/n, anbbymuH 22 r/n.
YpoBeHb 06wero 6unnpybuHa cbiIBOPOTKM COCTaBuUA
37,0 mxkMonb/n (Hopma o 17,1 MkMonb/n), npaMas
dpakumnsa 3,3 Mmkmonb/n (HopMa Ao 3,4 MKMOAb/N) 1
HenpsiMas 33,7 MKMoAb/n (Hopma oo 17,1 mkMonb/n).

YnbTpa3ByKoBOe uccrefoBaHne 06Hapywuno yme-
PEHHOE yBennMyeHne pa3MepoB 06enmx noyek C Bbipa-
YKEHHbIM MOBbILEHNEM 3XOr€HHOCTH NapeHXuMbl. Y3U
BEPXHUX M HMKHUX KOHEYHOCTEN: 3XOr€HHOCTb MbiLUL
andcdysHOo nosbieHa. dneKTpoMuorpadus onpeaenm-
Na TsHKesnble MMonaTuYecKne M3MeHeHus.

Ceponoruueckoe uccnenosaHue He BbISIBUJIO OT-
K/IOHEHUH B TUTPAX aHTMHYK/IeapHbIX aHTUTEN, aHTU-
Ten kK [IHK, aHTUTEeNn K KapanoJIMNUHY, aHTUTEN K [,-
rAvkonportenay, aHtuten k renaturam B, C u BUY. Bon-
YaHOUYHbIN AaHTUKOAryNSHT He 6b11 06HapyxeH. ACJIO,
C3-C4, ¢pmbpuHoreH cbiIBOPOTKM, NPOTPOM6MHOBOE
Bpemsi, AYTB 6b11m B npegenax HopMbl. PeBMaToMaHbIN
cakTop n C-peakTUBHbI 6€/10K 6bLIM OTPULIATENIbHBIMM,
OTMevanochb nosbileHne ypoBHs [1-auMepa po 7,03
mkr/an (Hopma 0,1-0,5). Mpsmas n HenpsiMas peakuuu
Kym6ca 6binm oTpyuaTeNnibHbIMKU.

Buoncus no4yku
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Puc. 1. MHOXecTBeHHble (hpUBPUHHO-3PUTPOLIMTAPHBIE TPOMObI B
npocBeTax KanunnsapoB Knyoouka.
Okpacka Tpuxpomom no MaccoHy. x400

Puc. 2. Cy6aHaoTenuanbHbIN OTEK U BbinageHue mbpuHa B
cy6aHgoTENManbLHOM NPOCTPAHCTBE CTEHOK apTepUon — CTPENKK.
Okpacka Tpuxpomom no MaccoHy. x400

CsetoonTnuyeckoe uccneaosaHue 6b110 BbINOIHEHO C
MCnosb30BaHWEM ClieyoLMX OKPACOK: reMaTOKCUIIUH-
303uH, PAS-peakums, TpuxpoM no MaccoHy, uMnperHa-
uus consimu cepe6pa no pxoHcy, KOHro-KpacHbliii.

B maTtepuane Heppobuoncum 6b1110 NnpeacTasneHo 43
kny6ouka. Bce knyb6ouku 6binn pesko yBenunueHol, 6e3
NPU3HaKOB CErMEeHTapHOro ckiepo3a u popMUpPOBaHUSA
nonynyHui. OTMeYancs BbipaXKeHHbI BHYTpUKanun-
NSAPHbIiA 3HAOTENNO3 C HabyxaHneM uTonnasmbl, saep-
HbIMM U3MEHEHMSAMM U YHaCTKaMM NPOCBET/IEHUA MEXAY
rnomepynspHoi 6asanbHoit Mem6paHoii (TBM) u sHpo-
TenneM. F'BM Bbirnsaena npeMMyLeCTBEHHO OJHOKOH-
TYPHOW, C HEU3MEHEHHOWN CTPYKTYPOMH, C (POKaNbHbIMK
MeNIKMMM yYaCTKaMu yABOEHMUS KOHTypa. Onpefensncs
cokanbHbIli cerMeHTapHbIi Me3aHrMonm3 C Hapylue-
HMEM CTPYKTYPbl KanuisipHbIX NeTenb KAy6ouKoB.
B npocBetax kanuanspos KNy604KOB M COCYANCTOM
nontoce kny6oukos otMevanucb auddysHoie GubpuH-
Ho-TpoMbouuTapHble TPOM6bI (puc. 1); pparMeHTauus
3pUTPOLMTOB C (POPMMPOBaHMEM HENpPaBUIbHbIX hOPM
(wuctoumntoB). MpocBeT MenKuUx apTepmii 6bin CyxeH
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3a cyeT HabyxaHus aHaoTenus (3HgoTenmosa) (puc. 2).
NmmyHodnoopecueHTHOE uccnegoBaHue 6b110 Bbl-
NOJIHEHO Ha napacUMHOBbLIX Cpe3ax C UCNOsIb30BaHMEM
FITC-KOHDBIOrMPOBaHHbIX aHTUTEN K YenoBe4YeCKUM
IgA, IgG, IgM, C1q, C3, pubpuHoreHy, lambda&kappa
nerkum uensM. B npocBetax oTAeNbHbIX KanuANsapos
K/y60ukoB 6bisia BbisiB/IEHA 3Kcnpeccus pubpuHa ++.
C ocTanbHbIMM peareHTaMM pesysbTaT OTpuLaTeNbHbIii,

3akJsiloueHme: rucToNnornyeckas KaptTuHa Tpoméoru-
yeckoi MMKpoaHruonaTumn (TMA) — Me3aHIrMONN3, 3HAO-
TeNno3 n TpoM603 KanMNANAPOB KIy60UKOB U apTepuon,
¢parmeHTaLUA 3pUTPOLIUTOB.

JleyeHue u kKamamHe3

MaumeHTy 6bI10 NPOBEAEHO TPU €XKEAHEBHbIX BHY-
TPMBEHHDIX Ny/IbCa METU/INpeAHNU30/10Ha B fo3e 30 mr/
K Ha O4HO BBEAeHMe B COYETaHNM C TPEMS eXKeiHEBHbI-
MU BBEAEHUSIMM BHYTPUBEHHOr0 MMMyHOrnobynuHa B
fo3se 0,4 r/kr Ha 0AHO BBeAeHue. ITa Tepanus He npuBe-
Na K NONI0XXUTENIbHOMY pe3yJibTaTy, B CBA3M C YeM 6b1s10
NpoBEeAEHO eLle CeMb NY/IbCOB METUNMNPEAHN30/I0OHa B
TOIA )Ke pa30Boil Ao3e B pe)XXxuMe uepes AeHb. Tepanus
6bina ycuneHa BHYTPUBEHHbIM NyJIbCOBbIM BBEAECHUEM
umknodocdana B goze 750 mMr/m>. B TeueHue ceMu AHeM
nauneHTy 6bIIn Ha3HaueHbl eXXefHeBHble UHGY3NKU
CBEeXXe3aMOpOoXXeHHOW NJ1a3Mbl B pa30Boii fo3e 15 mn/r
1 BBeAA€HMe HN3KOMOJIEKYNISIPHOro renapuHa (npenapar
¢parmun®) B goze 1500 ME noakoxxHo 1 pa3 B A€Hb.
AHTUrMNEpTeH3uBHAA Tepanus BrIlovana B cebs sHa-
nanpun 5 Mr B CyTku 1 HudeamnuH 5 Mr x 3 pasa B AieHb.
OTMeyanacb NOCTeneHHas NonoXuTenbHas AUHaAMMKa:
B TeYeHne nocsieayowmx ABYX Heaesb BOCCTAaHOBUI0Ch
CaMOCTOSAITENIbHOE FJI0TaHWUe, NOSIBU/IAaCb BO3MOXKHOCTb
CaMoCTOATE/NIbHbIX ABWXEHWI, YBENNUYNICA ANYpes,
Mcyesna Cbilb U OTEKU, HOPMANIM30BaJIUCb YPOBHHU
MOYEBMHbI M KpeaTUHMHA. OTMeYanochb 3HaYMTEsIbHOE
ynyulueHue aHan1M3oB MOYM.

MaumeHTy 6bINa Ha3HaAYeHa ANUTENbHAA eXefHeB-
Has nepopasibHas Tepanus NnpegHU30JI0HOM. OH nony-
4yun B 06LLell CI0XKHOCTH LLIECTb eXKeMECAYHbIX NY/IbCOB
umknodoccana B gose 750 mMr/m% B TeueHue LecTy
MecsiLeB OT Hauyana 3aboneBaHus 6blna AOCTUrHYTa
peMMccus € NOJTHbIM BOCCTAHOBNIEHNEM (PYHKLIMKM U CUITbI
MblILLL, HOpManu3aumMenl o6LNX aHaNM30B KPOBU, HOp-
MaNbHOW aKTUBHOCTbIO 3H3MMOB CbIBOPOTKU. B 06LieM
aHanu3e MouM coxpaHsnacb nporenHypus (0,33-0,66
r/n) n Mukporematypus (15—-20 s3putpouunTtos B none
3peHus). B cBS3M C coxpaHsAOLWencs apTepranbHoi rm-
nepTeH3unei nauMeHT NPOAOCIKa NosyYaTh NPEXHION
AHTMrMNepTeH3nBHYO Tepanuio. Mocne nposeaeHus Lwe-
cToro nynbca uuknodgocdaHa 6bin ocywecTeieH nepe-
XOA Ha ANUTeNbHbIA NepopanbHbIiA NpUeM MeToTpekcaTta
B go3e 10 Mr/m? 1 pa3 B Hegento. K MOMEHTY NOAroTOBKM
AaHHOM CTaTby K MeYaT COXpaHsaIacb peMuccus 3abone-
BaHUS U MALMEHT NMOJy4asn nepopasbHO METOTpeKcaT B
ao3e 10 Mr/m? 1 pa3 B Heeno M NPeAHNU3010H 5 Mr exe-
AHEeBHO. B 06leM aHann3e MOYM U3MEHEeHMii He 6bu10.
CoxpaHsinacb yMepeHHas apTepuasnbHasi rMnepTeHsus,
KOTOpasi KOHTPONMpOBasacb NnepopasbHbIM NPUEMOM
2,5 mr aHananpuna B cytku. Mpm Y3U otMevanocb yme-
peHHoe NoBbILLEeHNEe 3XOreHHOCTH NOYEYHO NApeHXNMbI
npy HOpMaJibHbIX pa3Mepax 06enx nouek.

HabntogeHns u3 npakTuku
Ob6cyxaeHne

MbI BbISIBUNM Y HALLErO NaLMeHTa codeTaHme NatorHOMOHWY-
HOW CbINK LiBETa rennoTpona BOKPYr a3 ¢ Tpems anarHoctmye-
CKMMM KPUTEPUSIMM B BUAE PacnpOCTPaHEHHON CUMMETPUYHO
MbILLEYHOM CriaboCTK, BLICOKOTO YPOBHS MbILLEYHbIX (DEPMEHTOB
coiBopoTkuy (KOK, AT, ACT, AJIT) n MMonatu4ecknx MsMeHeHun
npu anekTpomuorpacun. B cooTBeTCTBUM C MEXAYHAPOOHbLIM
KOHCEHCYCOM 3TOro AoCTaToqHo Ans anarHoctuku KOOM [5]. B
HacTosiLLee BpeMsi B1oNcus MblLLL, He cuMTaeTcs 0bs3aTensHoM
npu TunuyHom KOOM [5, 11]. B 2006 r. npu aHkeTupoBaHum 257
[ETCKMX PEBMATONOroB, KOTOpble npeactasnany 35 cTpaH u3
CesepHoii Amepuku, EBponbl 1 A3um 1 SBNANUCE YneHamm
the Paediatric Rheumatology International Trials Organisation
(PRINTO), 145 (61%) 3asBunu 0 TOM, YTO UCMOMb3YIOT 3TOT
MeTOA TONbKO ANS AMarHoCTUkM atunmyHoro FOOM, npotekato-
Lwero 6e3 BbicbinaHwii [5]. Mbl 0Tkazanucb OT NPUMEHEHNS 3TOro
metoga, cTapasicb MUHUMU3UPOBATb UHBA3UBHbIE MpoLeaypbl
Y Halero nauueHTa, HaxoAMBLLErOCa B KpawHe TSXenom co-
CTOSIHUMM.

MNopaxeHue noyek — pegkoe, HO BO3MOXHOE MPOsIBIEHWE
aepmaTtomuosnTa. [1o HegaBHero BpeMeHu aTol npobneme
6bINO NOCBSALLEHO BCEro HECKOMbKO Nybnukauuii, B KOTOPbIX
Obinn onucaHbl, B OCHOBHOM, Clly4au OCTPOrO KaHarlbLeBoro
Hekposa [6, 7, 12, 13]. B 2005 r. 6bina onybnukoBaHa pabota
Yen et al. [16], B koTOpoW aBTOpbI HAbnAaNK 3a rpynnown u3 65
NauneHToB C AepMaTOMMO3UTOM ¥ NOIMMUO3UTOM, FOCnUTanu-
3upoBaHHbIX B Tansare ¢ 1992 no 2002 rr. ABTOPbI BbISBUIIN
“3MeHeHus B noykax y 14 (21,5%) u3 ux. Y scex 14 nauneHTos
oTMeyanach reMaTypusi U NPOTEMHYpUS. Y YeTbipex NaumeHToB
C NOMMMMO3NTOM U Y NSATWU C 4epMaToOMUMO3UTOM pasBuiiacb
noYyeYyHas HeoOCTaTOMHOCTb Ha (hOHE OCTPOro KaHanbLEeBOro
HEKpO3a, BbI3BaHHOIO pabgomuonusom. Mopdonorudeckoe nc-
crnefoBaHwue, NpoBOAMBLLEECS Y ABYX APYrvX NALMEHTOB C Aep-
MaTOMMO3UTOM, ONPEAENUIO Y 0QHOrO 13 HKX IgA-HedponaTuio
1 MembpaHo3Hy0 HedbponaTuio y Apyroro. B npeactaBneHHOM
HaMu cry4yae oTMeyanacb ocTpas noYeyHasi He4oCTaTOYHOCTb,
CONpOoBOXAaBLLAsACa remaTtypuen u npotenHypuen. Mepsbim
HaLMM NpeanonoxeHnem Hbino Hanuume y 6oNLHOMO OCTPOro
KaHanbLeBOro Hekpo3sa BCMeACTBME OCTPOro pabgomuonusa.
OpHako y naumeHTa Obina BbiSIBIIeHa HEMMMYHHAS FeMONUTH-
yeckas aHeMusi, TPOMOOLMTONEHNS N Hanu4ue pparMeHTMpo-
BaHHbIX 3pPUTPOLMTOB B Maske nepudepuyeckon KpoBeu, YTo,
Hapsay C OTCYTCTBUEM TUMMYHOIO A OCTPOro pabaommonuaa
M3MEHEHMS LiBETA MOYM, HE BMOMHE COOTBETCTBOBANO YKa3aH-
HOM BbILIE KOHLENUWM 1 3aCTABMMO HAC BLINOMHUTL AWarHo-
CTuYeckyto Hedpobuoncuio. M'mcTonormyeckoe uccnegoBaHve
noye4Hon TkaHm Boisgeuno TMA. TMA — aTo knuHuko-mopcdpono-
TMYECKMIA CUHAPOM, AN1S KOTOPOro XapakTepPHO codeTaHne 06-
pa3oBaHWsi TPOMOOB B apTepuorax 1 rmomepynax ¢ passuTnem
TPOMOOLMTONEHUN NOTPEBNEHUS, rEMONUTUHECKON aHEMUM C
parmeHTUPOBaHHBIMM 3PUTPOLIMTaMU, OCTPOIO NMOBPEXAEHUS
MOYEK U ULIEMUYECKMX U3MEHEHUI apyrux opraHos [17]. TMA
06bEeAVHSET pa3nyHble BapUaHTbl FeMOSMTHKO-YPEMNYECKOTO
cuHgpoma (IMYC), TpomMBOoTMYECKYH0 TPOMOOLMTONEHNYECKYHO
nypnypy (TTI) v psg Apyrux NaTtornornyeckmx COCTOSIHWNA, B
OCHOBE KOTOPbIX NEXaT HapyLLEeHWs TPOMOOLMTAPHO-3HAOTENN-
anbHbIX B3ammogencTawii [8]. MpsMoe noBpexaeHue aHaoTenus
COCYQ0B pasfnnyHbIMK (hakTopamm (BEPOTOKCUH, LLIUKMOCMOPUH,
paguaums v T. 4.) n gedekT perynatopHbiX CUCTEM NNasmbl
(ADAMTS-13, cbakTopb! H 1 | cuctemMbl KoMNMeMeHTa) SBMSKTCS
Hanbonee nayyeHHbIMU MexaHnamamu TMA [8, 17]. TMA npu
AYTOMMMYHHbIX 32601€BaHMSX BCTPEYaETCS, B OCHOBHOM, Npy
cvcTeMHoi kpacHom BonyaHke (CKB) n aHTudochonmnmnaHom
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HabrntogeHus u3 npakTikn

cungpowme [1, 8, 10]. B nocnegHux nybnukaumsx ykasbiBaeTcs
Ha BO3MOXHOCTb BO3HUKHOBEHUS TMA 1 npu Apyrux CUCTEMHBIX
ayTOMMMYHHbIX 3aboneBaHusx, BKKYas LEPMATOMMO3UT [8,
17], HO Ham He yAanNoCh HAWTW HU OQHOTO NOJOOHOTO KNUHMYE-
CKOro HabntogeHWs:, N Mbl He BCTPETUNM ONMCaHWS Npeanonara-
€MbIX MaToNOrM4eCKMX MeXaHM3MoB. Mbl MCKMIOYUNK Y HaLLero
nauueHTa aHTMgochonMNUaHLIA CUHAPOM, HO Y Hac He Obino
BO3MOXHOCTU nccregoBatb ypoBHn ADAMTS-13, cdaktopbl H
1 | KOMNNemeHTa, YTO He MO3BONSET HaM ONPeaeNneHHO Bbl-
ckasaTbCs 0 MexaHmamax TMA B JaHHOM KOHKPETHOM criyyae.
OpHUM 13 NYCKOBbLIX MEXaHM3MOB, Ha HaLLl B3NS4, MOXET ObITb
NoBpeXaeHne aHA0TENNUSA UMMYHHBIMK KOMMNiekcamu. B npeg-
CTaBNEHHOM HaMW Cryyae OKKI3WS KanunnspoB knyboyka
Tpombamu, 6oraTbiMu UOPUHOM, U BBICOKWIA MOKa3aTenb
[-ovmepa, caupetenscTBytoLwmin 06 akTueaLmm mbpuHonmaa,
3aCTaBWIIM Hac 3a4yMaTbCs O BO3MOXHOM PasBMTUM CMHApPOMa
AMCCEeMUHMPOBAHHOIO BHYTpMCOCyancToro ceepTbisaHus (OBC).
Mbl ucknrounnu OBC-cuHApOM y Hawero nauueHTa, OCHOBbI-
BasiCb Ha HOPMarbHOM 3Ha4YEHUM NPOTPOMOMHOBOTO BPEMEHH,
tubpuHoreHa n A4YTB. N3onmpoBaHHOE 3HAYUTENbLHOE BO3-
pactaHue yposHew [-gumepa 6e3 passutus OBC-cuHgpoma
ObINO ONMCaHO MPW PasfMYHbIX NATONOMMYECKUX MpoLeccax
y AETEN, BKIKOYAs reMopparMyeckuin BacKymmuT U reMoMTKo-
ypemudeckuin cuHgpom (MYC) [2, 4, 15]. Van Geet et al. [19]
BbISIBUIU NpeBbILLEeHVe YpoBHA [-aumepa y mnageHues cYC,
accouumpoBaHHbIM ¢ Anapeeint. MNpudem umenack npsimas kop-
pensums abcontoTHOM BENUYMHbBI 3TOTO NOKa3aTens C TAXKECTHIO
I'YC. Biran et al. [2] onpegenunu 3HauuTenbHoOe Bo3pacTaHve
BeNMYUHbI [I-aumepa y HOBOPOXAEHHbIX C atunuyHbiM [YC, pas-
BMBLUMMCS Ha (hOHe nepuHaTanbHou accukeun. ABC-cuHapomy
MaLmeHTOB ObIn MCKNoYEH B 06enx aTux nybnukauusx. ABTopbl
3TVX COOBLLEHNI pacLeHMnn akTueaumio ubpuHonmsa Kak
KOMMEHCATOPHYI0 peakuuio Ha runepkoarynsuuio, pa3suBas-
LIYOCS NOKaNbHO B y4acTKax BblpaXeHHOro NoBpeXxaeHust
SHOOTENNS U HE UMEBLUYK TEHAEHUMW K AMCCEMMHALMKM [2,
15]. BoamoxHO, Noao6HbI MeXaHU3M NOBbLILLEHUS NoKa3aTens
[J-oMMepa MMencs 1 y Halero nauueHTa, y KOToporo, Heco-
MHEHHO, CyLLIeCTBOBaNM OnpeaeneHHbIE NPeanoChINKY Ans BO3-
HUkHOBeHWS [IBC-cungpoma. Moatomy exenHeBHbIE MHAY3WK
CBEXE3aMOPOXXEHHOW NNa3Mbl U HU3KOMOSIEKYNSAPHbIN renapuH
Oblnn [oGaBNEHbI K TOM arpecCMBHON MMMYHOCYMPECCUMBHOM
Tepanuu, kotopas bbina HasHaueHa ans nedenus KOOM. Hawero
©ONBbHOrO YAanoch BLIBECTY B PEMUCCULO, HO OTAANEHHBIN NPO-
HO3, B TOM YWCME W peHarnbHbIN, OCTAETCA HeonpeaeneHHbIM.
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lNpencTaBneHHbIN HaMW PEAKUIA BapUAHT TSXXENOro NopaXeHust
novek npu KOOM 3acTaBnsieT 3agymaTbCsi O BO3MOXHOM pas-
Hoobpa3un peHanbHoOW naTornorum npu atom 3abonesaHum
€e BIMSHWUM Ha NPOTHO3 U UCXOL,.
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