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Pesrome

Bposxaennas TpombGornueckas Tpombormronennyueckas nypraypa (TTII), usBecrHas kak CHHAPOM
Ammoy-ITlyapmaHa, ABAAETCA PEAKHMM HACAGACTBEHHBIM 3200A€BAaHHUEM, OO0YCAOBAEHHBIM AE(UITITOM
ADAMTSI13. B oranune ot npuobperennoii TTII, mpu xoropoii umerorca ayroantureaa kK ADAMTS13,
y manueHToB ¢ cuHApomoM Ammioy-Illyapmana orMedaeTca aGCOAFOTHBIM BPOXKACHHBIN A€(PUIUT 3TOH
nporeassl. Bposxaennasa TTII oGbIMHO MPOABAAETCA C IIEPBBIX MECALEB JKU3HU ITOBTOPHBIMH JIIH30-
AaMH TPOMOOLIITOIIEHNN ¥ MHKPOAHITMOIIATUYIECKON remoAnTindeckor anemun (MAI'A). Dtu anm3oasr,
KaK IPAaBHUAO, IIPOBOIUPYIOTCA HHTEPKYPPEHTHBIMU 3200A€BAHUAMYU UAU (PU3NOAOTHUECKHM CTPECCOM.
HNudysun ceesxezamoporxernoii maasmel (C3I1) aBaarorca appeKTHBHBIM METOAOM ACUEHUSI AAHHOMU
00Ae3HM, KyIIHPYIOIIUM OCTpPbIE IIU30ABI U IIPU PEIyAAPHOM IIPUMEHEHUH IIPEAOTBPAIIAIOIINM PA3BU-
THE AAABHEHINNX PELUAUBOB. MBI IpeACTaBAAEM CAyYail 7-Ae€THEro mMaAbumka co BpokaeHHon TTTI,
Yy KOTOPOIO OTMEYAAOCh COYETAHHE TPOMOOLIMTOIIEHUN M AHEMHUH C IEPBBIX MECAIEB >KU3HU. TeM He
MeHee, IPABUABHBIA AMArHO3 OBIA YCTAHOBAEH TOABKO B Bo3pacTte 7 aet. IIpu mocrynaenuu B Hamy Kau-
HUKY y ITAIIHEHTa 0TMeYaAach TpomboruTonennsa, MAT'A, moBbIIieHne ypoBHA KPEATUHUHA CHIBOPOTKH
U mu300UTHl B Ma3ke nepudgepudeckoii kposu. On moayuna ungysun C3IT B ao3e 10 Ma/kr HA 0AHO
BBEACHHE, YTO IIPUBEAO K KYIIIPOBAHUIO CUMIITOMOB. K MOMEHTY ITOATOTOBKH AQHHOM CTATBU K II€YaTH
peMuCCHA y IAIIEHTA IIOAACPIKHBAAACH peryAapHbiMu nHysuamu C3I1 B po3e 10 mr/kr kaxxasle 2 He-
ACAH.

Abstract

Congenital thrombotic thrombocytopenic purpura (TTP), also known as Upshaw-Schulman Syndrome
is a rare inherited deficiency of ADAMTS13. Unlike more common acquired TTP which is characterized
by an acquired inhibitor of ADAMTS13, patients with congenital TTP have an absolute deficiency of
ADAMTSI13 without an inhibitor. Congenital TTP generally presents in infancy with repeated episodes
of acute hemolysis and evidence of microangiopathy, these episodes are usually triggered by illness or
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physiological stress. Congenital TTP can be effectively treated with plasma infusion either during acute
episodes or on a prophylactic schedule to prevent episodes. We present a case of a 7 year old boy with
congenital TTP. He suffered from thrombocytopenia and anemia since infancy, but the correct diagnosis
was not made until the age of 7. At presentation to our center the patient was documented to have
thrombocytopenia, elevated creatinine, and schistocytes. He was initially treated with plasma infusion
at a rate of 10 ml/kg with resolution of his thrombocytopenia and hemolysis. At the time of writing this
article he is maintained on a prophylactic schedule of biweekly plasma infusions at 10 mg/kg and is
maintaining a normal platelet count with no evidence of hemolysis.

Key words: TTP, ADAMTS13, hemolysis, Upshaw-Schulman, thrombotic microangiopathy

BBeaenue

Tpombormdeckas TPOMOOIINTOIICHITYECKAS Iy PIIyPa
(T'TTI) otHOCHTCS K TpyIIIE 3a00AEBAHUI C PA3ANIHBI-
MU 3THOAOTHEH U IIATOTECHE30M, KOTOPBIE BCACACTBUE
00pasoBaHuA TPOMOOB B MHKPOIIHPKYASTOPHOM PyCAE
OODBEAMHSAIOTCA TEPMUHOM «TPOMOOTHYECKAS MHUKPO-
aaruomarus (TMA) [54]. Arobas TMA mpossasercs
TPOMOOIIUTOIIEHUEN TOTPEOACHHA M MHKPOAHITOIIA-
THYecKON reMoAnTIdeckol anemueli (MAI'A), Bcaea-
CTBHE MEXAaHHUYECKOTO IIOBPEKACHHA OSPUTPOIINTOB
B YACTHYHO 3aKYIOPEHHBIX MEAKHX aPTEPHOAAX U Ka-
rmaaapax [20].

Oramanreapapivu pusHakamua MADI'A - sBasrores
orpurateAbHas peaknns KymOca u Haamdme B IUPKy-
A 6oaee 1% pparMeHTHPOBAHHEIX IPHUTPOIHTOB
(mmzormTos). IIpu 3TOM IPHUCYTICTBYIOT M APyIHE Aa-
GopatopHble MAPKEPBI BHYTPUCOCYAHCTOIO IE€MOAU3A,
TAKNE KAK ITOBBIINICHUE YPOBHA AAKTATACTHAPOICHA3BI
(AAD) u crmnkerme ypoBHA rarrroraodmaa maasmsi [20].
3a moCcAeAHEE ACCATHAETHE AOCTUTHYT 3HAYUTEABHBIH
IIPOrpecc B IOHUMAHUU MEXAaHH3MOB ABYX OCHOBHBIX
BapruanToB TMA: TTII u reMOAHTHKO-yPEMHYECKOTO
cuuapoma (I'VC). Ao HeaaBHEro BpeMeHH 911 ABA 3200-
AEBAHUS ITBITAAVCH PA3ANYATH B OCHOBHOM C IIOMOIIIBEO
OLICHKH KAMHHYECKUX IpofBAcHHNA. CUHTaAOCh, YTO
IIpe0OAAAAHIE CHMIITOMOB OCTPOH IIOYEUHOI HEAO-
CTATOYHOCTH ITO3BOAAAO AmarHOCTHpOoBath I'VC, B TO
BpeMsA KaK AOMHHHPYIOIIEE HINEMIICCKOE IOPAKEHIE
nerrpaspuon Hepsuoi cucremsl (LIHC) pacrenusa-
Aocpk kak TTIL Ilpu sToM mpuHEMAACS BO BHEMAHHCE
Bospact manmenta. TTII B ocrHoBHOM AmarmocTHpo-
BaAOCh ¥ B3pocAbX, a ['VC y aereit [20]. Oanaxo dys-
CTBUTEABHOCTD U CIIENU(PUIHOCTh IIOAOOHOTO ITOAXO-
A4 OKa3aAaCh AOBOABHO HHU3KOH, T.K. KAJKABIM U3 3TUX
BapuanToB TMA fBAfieTCA CHCTEMHBIM 3200AEBAHUEM
CO 3HAYUTCABHBIM KAMHHYCCKHUM HO/\I/IMOP(bI/I:iMOM
U MOJKET BCTPEYATHCA y IALIHECHTOB AIOOOIO BO3PACTA.
Aocrosepnas uaerrudukarua TTTT crara BosmoxHOI
ITOCAE TOTO, Kak Obraa otkpsrra ADAMTS13 — mporea-
3a darropa don Buanebpanara (PBD), cumxaromnias
TPOMOOIEHHBIN IIOTEHIIMAA 3TOTO IPOTEHHA IYTEM
PACIICIIACHUSA €rO CBEPXKPYIIHBIX MyABTHMEPOB [59].
briro aokasano, uro npuunnon TTII aBaserca Taxé-
aptit Aecpmmmr ADAMTS13, BpoxAGHHBIIT — BCACA-
CTBHE TE€HETHYECKOTO AeeKTa MAM IPHOOPETECHHBIH
— BBI3BAHHBIN AYTOMMMYHHON IIPOAYKIIHEH HHIHOH-
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topubix anTu-ADAMTS13 anrturea [1, 25, 43]. Oano-
BPEMEHHO 3HAYHTEABHO YAYUIIIMAOCH IIOHUMAHHE Me-
XaHHU3MOB 9HAOTEAHAABHOIO roppexaenud mpu I'VC,
pugéM, Kak IIPH TUIIMIHOM BapHUaHTe, ACCOIIMIPOBAH-
HOM C ITUTa-TOKCUHOM, TaK 1 pu aturmmaaoM (al'VC),
00YCAOBACHHOM HEKOHTPOAUPYEMOH aKTUBAIINEH KOM-
IIAeMeHTa 110 asbrepHarusHomy mytu [20]. B macros-
Iee BpeMs, NCXOAA U3 PasAnYHBIX MexaHusmos TTTI
u I'VC, ¢ GOABIION TOYHOCTBIO MOKET OBITH IIPOBEACH
AnepeHITHAABHBII ANArHO3 MEKAY 3THMH BapHaH-
tamu rreppranoit TMA.

Hcropusa

Ilepsoe omucanne Bpoxacuuon TTII orHOCHTCA
k 1953 r., koraa Dacie et al. [10] mabaropann 12 aerett
C ATHIIMYHON I'eMOANTHYECKOH aHemuer. OAHHM U3
9THX IIALUEHTOB OBIAA 0-ACTHAA ACBOUKA, § KOTOPOM
C POKACHHSA OTMEYAAUCE IIOBTOPAIOIINECS SITN30ABI TH-
KEAOM JKEATYXHU, TPOMOOLIHTOICHIN, TEMOAUTHICCKON
AHEMHH C IIH30IHUTAMH B Maske IepH(EpHIecKOR
KPOBH. DTa AEBOYKA YMEPAA OT IIPOIrPECCHUPYIOINEH
IIOYEYHON HEAOCTATOYHOCTH B CEMHACTHEM BO3PACTe.
Omna Op1Aa TpeTPHM PeOEHKOM B CEMbE, B KOTOPOI PO-
AHAOCH UETBEPO ACTEH. Y IIEpBOro peOEHKA TakKe ObIAd
AKeATyxa ¢ pokaeHuA. OH yMep OT IeMOPPATHYECKOIO
cuHApoma B 2 ToAa. Bropoii peGénok B a10# cembe
yMep Ha 9ETBEPTEIH ACHB JKU3HU OT KUIIEIHOIO KPO-
BoTeueHus. Poanrean u 4eTBEpTHI PeOEHOK HE MMe-
AU CHMIITOMOB 3a00AEBAHHA M CUUTAAMCH 3AOPOBBIMI.
ABTOPBI CACAQAI BBIBOA O TOM, YTO TPH YMEPIIHX pe-
OEHKa IMEAH KAKOE-TO HEN3BECTHOE BPOKAEHHOE 3200~
Aesanue kposu. B 1960 r. Schulman et al. [46] ornmcaan
8-A€THIOIO AEBOYKY, ¥ KOTOPOH ITOBTOPHBIE 3ITH30ABI
IeMOPPATHYECKOIO CHHAPOMA OBIAM aCCOIMMPOBAHBI
¢ xponmdeckoii Tpomobormronenueii 1 MAI'A. Tpu
9TOM HE OTMEYAAOCH KAKHX-AHOO HAPYIIEHHIA CO CTO-
POHBI U3BECTHBIX ITAA3MEHHEIX (DAKTOPOB CBEPTHIBAHIS
kposu. [locae mu@Yy3HIT CBEKE3AMOPOKEHHON IIAA3-
mer (C3I1) mactymaao OeICTpOE, HO TPAHSHTOPHOE K-
IIHPOBAHHE CHMIITOMOB OOAC3HH. ABTOPBI BBICKA3AAM
MHEHHE O TOM, YTO ITAIIMEHTKA IMEAA B ITAA3ME BPOK-
ACHHBI AepHIUT «(PaKTOPA, CTUMYAHPYIOIIETO TPOM-
oormtem. B 1978 r. Upshaw [52] omybankoBaa caydait
29-AeTHEN KEHINUHEL, § KOTOPOM C PAHHEIO AETCTBA
¢ Bo3pacra (6 MECAIEB OTMEYAAUCH IIOBTOPHEIE 110 6-7
pas B roA smm30As Tpombonurornernn u MAI'A. Dru
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BIIH3O0ABI YCIEIMHO Kyrupopaiuch uHdysmavmu C3IL
Kannmaeckne mposBAeHNA OBIAM IIOAOOHBI CAYHYAIO,
omucanaomy Schulman et al. [46]. [locae oTkperTmsa
TpomOomoatuna, Miura et al. [34] omposepraum ru-
moresy Schulman et al.[40], Aoka3as, ¥TO IAITHCHTEL
¢ Bpoxaéunont TTIl mMean HOPMAABHBIN YPOBEHB
TPOMOOITO9THHA B ITAa3Me. DTHU Ke aBTOPHI IIPOACMOH-
CTPHUpPOBAAH, YTO TepameBTHIecKuM apdexrom obAa-
AAFOT KaK IIeAbHasA KpoBb, Tak u C3I1, kpuocynepuarar,
n kpuonpermutat [35]. AanHbIe IyOANKAIIIN 1103BO-
AVAH BBIPAOOTATh HOBBII ITOAXOA K ACUCHUIO 9TOH (a-
TAABHOH B T€ TOABI OOAE3HH, KOTAA B KAYECTBE TEPAITII
craan ucrioAbsoBarbes nudysun C3I1. Haspanne cun-
Apom Amrroy-1llyapMana cTaAo IIMPOKO IPUMEHATH-
Cfl KAMHHIIEICTAMI B KA9eCTBE CHHOHMMA BPOKACHHOMN
TTII [35]. B mocaeayrommue 30 aer, Oaaroaaps IeAo-
MY PAAY (DYHAAMEHTAABHBIX OTKPBITHI, OBIAM N3yICHBI
MEXAHU3MEL KAK BPOKACHHOMN, TaK H IIPHOOPETCHHOMN
TTIL B 1982 roay Moake et al.[37] B maasme 4 maru-
enToB ¢ permpmanupyrorieit TTII, cpean koToperx Oeraa
U IAITHEHTKA, omrcanHas Schulman et al., obnapyxuan
B LIIPKYAAIINH HEOOBIYHO KpyIHEIe MyAbTHMEPE PBB.
[To pasmepy oHE OBIAK ITOAOOHEI TEM, KOTOPBIE COACP-
KaTCA B 0-TPAHYAAX TPOMOOIIMTOB M TeAbIax BaiiOe-
af-TTanaae suAOTEAHAABHEIX KAETOK [38]. BoiaBuHYTAS
ruroresa oOpACHAAL Hasmane Makpomosekys PBb or-
CYTCTBHEM y IAIINEHTOB PACIIEIIAAIOIIEH HX IIPOTEA3HL.
B kavecrse npuuanusr TTTIT 6e1a0 mpeasoskero paccma-
TpuBaTh MakpoMOAekyAl PBDB, BbIsbIBaroOINE HEKOH-
TPOAHPYEMYIO AITAIOTHHAIIMIO TPOMOOITHUTOB B MUKPO-
mupkyAsnum. B 1996 roay Tsai et al. [51] u Furlan et al.
[15] He3aBHCHMO APYT OT APYIa IIPOAEMOHCTPHPOBAAH,
gro y 6oabubx TTIT nmeerca aepurmt merassompo-
Teasbl, YMEHBIIAIOMIEH pasMepsl MyAbTuMepoB PBb
IIOCPEACTBOM HX pacIenAcHuA. BrocAeactBum o1a
nporeasa ObIAA OUHINCHA U MACHTHU(DHUIIPOBAHA KaK
ADAMTS13 (A Disintegrin And Metalloprotease with
ThromboSpondin type 1 motif) [12, 49]. beiao ycra-
HOBACHO, YTO y BCEX IIAIHNCHTOB, KAK C BPOKAEHHOL,
tak u npuodperennoit TTIT umeercsa xkpaiine HuU3KOE
smagenne akrusHocTH ADAMTS13. B 3aBucumocru or
METOAQ OIIPEACACHHSA, HCIOAB3YEMOIO B KOHKPETHOIM
pedepencroii aadboparopun npu TTIIT sror mokasa-
teab <5% mam <10% [16, 17]. Levy et al. [25] B 2001 .
METOAOM IO3UIIMOHHOTO KAOHHUPOBAHUSA OIPEACAHAM
Aokaanzanuro rexa ADAMTST3 ma xpomocome 9q34
U AOKA3aAH, 9TO y HanueHtoB ¢ BpoxAéHnon TTII
HMEETCA MyTAIlnA B 0OEHUX AAAEAAX STOIO IeHa.

ITatorenes

®akrop dhon Buaaedpanara (PBDB) — camsrit kpyr-
HBIH IIPOTENH IIAA3MBI KPOBH, UIPAET ABOHHYIO POAB
B remocraze. OH CIOCOOEH AKTHBHPOBATH 4AIE3HIO
U arperauio TPOMOOIUTOB U, ABAAACH DEAKOM-IIepe-
nocunkoM VIII cakropa, mpesoxpanser ero or Ae-
IPAAALIAN  IIPOTEA3AMU, TEM CAMBIM YAAHHSAA BPEMS
€ro CYIIECTBOBAaHME B IUPKyAATOpHOM pycae. OBb
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CUHTE3HPYETCA B BUAEC YABTPAKPYIIHBIX MYABTHMEPOB
KACTKAMI 9HAOTeAns (B TeapIax BaiOeas-ITaraace)
U MCETaKapHOLUTaMH ((-TPAHYABI TpoMOounuToB) [20].
Myabrumepsr @BB moryT ObITh OueHb GOABIIHMI: CO-
croaTe n3 Ooace dem 80 cyObeannnrr maccoit 250 xkAa
KazKAA 1 IMeTh cymmapHyro maccy 6oaee 30 000 kAa.
B numpkyAaaTopHOM pycA€ CBEPXKPYIIHBIE MYABTHME-
pel ®PBb mprOOpeTaroT KOMIAKTHYIO TAOOYASPHYIO
CTPYKTYPY, IIp KOTOPOH mpeseHTHpyerca A3 AOMEH,
00AaAarOIIUI BEICOKON apPHHHOCTBIO K CyO3HAOTE-
AFAABHOMY 9KCTPALIEAAIOAPHOMY MaTpukcy. B To ke
BpemA Al AOMEH, COAEPKAIIUE CAITBI AAfL B3AMOACH-
CTBUA C TPOMOOITMTAMH, OCTAETCA CIPATAHHBIM. [Ipm
COCYAHCTOM IOBPEKACHUH BO3HHKACT 9KCIO3UIINA
©OraToro KOAAAreHOM MATPHKCA, B OOBIYHBIX YCAOBHU-
AX CKPBITOIO 3HAOTEAHEM. A3 AOMEH BCTYIIACT BO B3a-
HIMOACHCTBHE C 9THM MATPHUKCOM, B PE3YABTATE UEIO
®Bb mensier cBoro komdurypanuro, oOHaxas CAHThI
CBSI3BIBAHISA TPOMOOIINTOB M BBI3BIBASl HX ATPETaIlUIO.
C momompro atux Mexanusmos ®BbB Brictymaer B ka-
YECTBE MOCTA MEKAY CYOIHAOTEAHAABHBIM KOAAATEHOM
1 OUPKyAnpyromumu Tpomoorramu [26, 44]. B Hop-
MaABHOM MHKPOIIMPKYAATOPHOM PYCAE M3-32 OCOOEH-
HOCTEH TEMOAMHAMUKH 3HAYUTEABHO BO3PACTACT CHAQ
TPEHHUA MEKAY CAOAMHU ITAa3MBI (shear stress), 4To mpu
OIIPEAEAEHHBIX OOCTOATEABCTBAX TAKKE MOKET ITPHBO-
AUTB K pa3BEPTRIBAHHIO HoAunenTuAnor nermm ®Bb
C aKTHBAIIMEH TPOMOOIIMTAPHOrO 3BEHA remoctasa |9,
48]. B aroii curyarnu mporeasa ADAMTS13 paspesaer
®Bb mexay ocrarkamu tuposuna 1605 1 meTHOHMHA
1606 B aomene A2, 9TO IPUBOAUT K PACIAAY MYABTH-
MEpPOB Ha MEAKHE COCTABAAIOIINE, KOTOPHIE Pa3pyIa-
rorcs Apyrumn rerrruaasamu. [pu taxésom aedpurmre
ADAMTS13 BosHHKaeT IPOTPOMOOTHYECKOE COCTO-
AHne, kotopoe peasmnsyerca B TMA Aubo croHTanHo,
AHOO ITOA BOBACHCTBHEM TEX HAH HHEIX IIPOBOLIHPYIO-

mux (rpurrepusix) daxropos [1, 3, 6, 58].
I'enmeruxa

Bposaéunas TTIT (OMIM #274150) — MmoHOreHHOE
AyTOCOMHO-perieccHBHOE  3a00AeBaHme. AAA pasBHTHA
KAMHIYECKHIX CUMITTOMOB 00a aareAs rena ADAMTST3
AOAKHBI OBITb TIOBpEKACHDI (MeTh AedpekT) [7, 31]. Ho-
CHUTEAH TETEPO3UIOTHON MyTanuu (OAUH AE(DEKTHBIN
AAAEAB) OCTAFOTCA 3AOPOBBIMH. B HacrosImee Bpems us-
BecTHO OoAee 130 myrarmii B rene ADAMITST3. Oxono
00 % wu3 mnx — muccenc-myrarun. ['enoTtui-deHorw
KOpPpeAAII OBIAM HAaNOOAEE TOAHO U3ydeHbl B fmonmm
pu mccAeaoBaHnu 38 cemelt, UMeBINUX 09 PasAMYHbIX
myTanuit y 43 manmenTos u B Esporie mpu mccaeaoBa-
wuu 29 manuentos (8, 22, 23, 24, 28-30, 36]. Dru pado-
TBI IIPOAEMOHCTPHPOBAAH, YTO I€HOTHUIIBI, aCCOIHUPO-
BAHHBIC C MHHHMAABHOU PE3MAYAABHON AKTHBHOCTBIO
ADAMTS13, 0OBIYHO IIPOABAAAKMCH MEHBINEH THKE-
CTBIO DOAE3HH M ACOFOTOM B DOAEE HO3AHEM BO3pACTe
110 CPABHEHMIO C IIOAHBIM OTCYTCTBHEM AKTHBHOCTH.
OAHAKO IIEABIH PAA APYTHX (PAKTOB, BKAFOUAA HHTEPKYP-
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peHTHBIE 3a00AeBaHuA (HH(MEKIIUH, XHPYPIUIECKIE BME-
IIIATEABCTBA U T.A.) U (PUBHOAOTHIECKHE CTPECCH (paH-
HUH HEOHATAABHBIIN IIEPHOA, DEPEMEHHOCTD) OKA3BIBAAL
BAHUAHIE KAK Ha TKECTh KAUHIICCKUX IIPOABACHUIT, TaK
1 Ha BpPeMA IIEPBOM IIpe3eHTaImu OoAaesun (22, 23, 24,
28-30]. B cepuu cemeitt 8 Hopseruu Obran AOka3aHsl cy-
IIIECTBEHHBIC BAPUAIIHN B TAKECTH 3aDOAEBAHUA U BO3-
pACTE HAYAABHOM IIPE3CHTALINH Y ITAITHECHTOB C OAUHAKO-
BOI MyTanuei [25].

DIIHUAEMUIOAOTHSA

Bpomaéumas TTII — yaprpapeakoe 3aboacBaHIE.
B MexAyHAPOAHOM perucrpe, B KOTOPOM yYACTBY-
er OOABIIMHCTBO CTpaH, mMeercs TOABKO 150 cemert
[32, 54]. B perucrpe TTII-I'VC B Oxaaxome, KOTO-
PBIil OXBATBIBACT IIONYAAIMIO B 2 MHAAMOHA YEAOBEK
I BKAFOYACT BCEX MAIMEHTOB ¢ moAo3penneM Ha TTTI
nau I'YC, BBIIBACHA TOABKO OAHA CEMBS 32 ITOCACAHIE
26 aer. B aroii cempe OOABHBI TPy peOEHKA KEHCKOTO
II0AQ, YTO IO3BOASIET PACCUUTATD PACIIPOCTPAHEHHOCTD
boAesnm, kak 1.5 manmenTa Ha 1 MEAAMOH HaceAeHHSA
[19]. B meaom, 110 MHEHUIO psAAA aBTOPOB, BPOKAEHHAA
TTII cocrasasier meree 5% ot Beex cayuaes TTII, mpu
atom O6oaee 95% cayuae TTII — ato nmpuobperénusie
BAPUAHTEI, ACCOL[HUPOBAHHBIC C AyTOAHTHTEAAME. TeM
HE MEHEE, CPEAU TAKHX IPYIII HACEACHHSA KAK HOBOPOZK-
AGHHBIE M ACTH PaHHEro Bo3pacta, BpomAéunas TTTI
MOZKET IIPe0DAAAATD HAA IIPHOOPETEHHON. Y OepeMeH-
ubix BpoxAéunas TTII cocraBaser Ao 25% ot Beex cay-
qaeB TTII [38, 47]. Tax xax Bpoxaéunas TTII asaserca
AyTOCOMHO-PEIIECCUBHBIM 3a00AECBAHHEM, €€ dYacToTa
MOJKET OBITh BBIIIIE B IOMYASLIMH, TA€ IIO3BOASFOTCS
OauskopoactBernsle Opaxu [55]. Cpean IarueHTOB,
y KOTOPBIX DOAE3HB AMATHOCTHPYETCA B ACTCKOM BO3-
pacre, HET IPEOOAIAAHUS TOTO UAU UHOIO IIOAQ, B TO
BpeMA KaK CPEAN MTAIIUEHTOB, ¥ KOTOPHIX OOAE3HD BIIEp-
BBIC IIPOABAACTCA BO B3POCAOM BO3PACTE, OTMEYACTCH
IIPpe0OAAAAHIE JKEHIIUH, YTO CBA3AHO C IPOBOLHPYIO-
UM BAHAHIEM OepemenHoctH [21].

Kannnueckue nposBAeHUA
Bospacm nepeoii npesenmanuu

Oxono 75% aereit passusaroT nepsbiii arm3oA TTT1
Cpasy ITOCAE POKACHUA, TOTAA KaK ¥ 25% O0oAe3HDb Ae-
ororupyer B Ooace rmosaHeM Bospacte. Heomaraan-
Hasg popma OOBIMHO MPOABAACTCA THKEAOH HKEATYXOH
C BBICOKHM YPOBHEM HEIPAMOIO OHAHPYOHMHA KPOBH,
TAKEAON TEMOAMTHYECKOH aHEMHEH C IIH30IIMTO30M
1 OTpUIATeABHOH peakiueit KymOca i TamKEAOH TpOM-
Goumronenueit (<20x10°/a) [21, 50]. B psae cayua-
€B OTMEYAeTCA AMXOPAAKA. DOABIIMHCTBO marmeHTOB
HMEET OIIPEACAEHHYIO CTEIIEHD OYEUHOMH HEAOCTATOY-
HOCTH BCAEACTBHE MACCHBHOM IeMOIAOOMHYpHH. DM-
IIHPHYCECKOE ITPUMEHEHIE 3aMEHHBIX IeMOpaHCy3mii
IIOAOOHO AEYEHHIO TEMOAUTHYECKON OOAE3HH IIAOAA
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U HOBOPOMKACHHOIO CITACAAO KU3HB 9TUM IAI[HECHTAM
B IIPOIIIAOM, €ITIE 3aA0ATO AO TOTO, KaK CTAAO H3BECT-
HO, ITO AOHOpPCKad maazMa coaepxut ADAMTS13 [21].
V aereit ¢ Ooaee TO3AHIM A€OIOTOM OOAE3HH IIEPBbIE
CHMITTOMBI OOBIYHO IIPOBONUPYIOTCA HHTEPKYPPEHT-
port mH(eximent. Onucana TPUITEpHAA POAb BAKI[H-
Harn U Aecmonpeccuna [27]. 3aboaeBaHne OOBIYHO
HAYHHACTCA C PasBUTHA OOIICH CAADOCTH, AUXOPAAKH,
OACAHOCTH M HKTEPUYHOCTH KOKH M CAHSHCTBIX. He-
PEAKO HA KOKE OTMEYAOTCA IIETEXHH U SKCXHMOS3BL.
V 100% aeteit HAPAAY € IIEPBBIME CHMIITOMAME DOAE3-
HH BBIABAfAETCA TpoMOOImTOneHHA. I'eMoAnTrdeckas
aHeMHA BO3HHKACT OAHOBPEMCHHO C TPOMOOLHTOIIC-
puel wan Ha 12-24 waca mosamee [21, 27]. Ilpumep-
HO y 30% HeAeYEeHBIX IAIIMEHTOB PA3BUBACTCA HIIIE-
mmgeckoe ropaxenue LHIHC. Dro ocaroxuenue peaxo
IIPUCYTCTBYET IIPH IIEPBOM HEOHATAABHOM BIIH30AE
(OIIHCAHO TOABKO ABA HOBOPOMKACHHBIX C BOBACYUCHU-
em IIHC) u smaumreApHO dYalle IpH ITOCAEAYIOIIHX
permAnBax. PasBUBAIOTCA TAKME CHMITTOMBI KAK I€MH-
Iapes, reMUIIAerus, apasus, CYAOPOr X KOMa B COYCTa-
HUH C HIEMAYECKIMI H3MEHEHIAME TOAOBHOTO MO3Ta
IIpH MATHUTHO-PE30HAHCHOH ToMorpaduu. [Ipumepro
y IIOAOBHHBI TAKUX ITAIINCHTOB OCTAIOTCA ITOCACACTBISA
B BHAC CHIUKCHHA HMHTEAACKTA, IIOBEACHYECKHUX Hapy-
IICHUH, SIHACICHH, CEHCO-HEBPAABHOH TYrOYXOCTH
[27]. Octpoe noBpeKACHHE ITOUEK BCACACTBIE MACCUB-
HOI TIeMOTAOOMHYPHH BCTPEYAETCA HYACTO B IIEPHUOA
FEMOAUTHYECKOTO KPU3a M OOBIYHO IIOAHOCTBIO 00pa-
TEMO. B TO iKe Bpems, IPU3HAKH IIEPMAHEHTHOIO II0-
PAKEHUS [TOYEK B BHAC IIPOTCHHYPHUU, APTEPHAABHON
TUIIEPTEH3UU U IIPOIPECCHPYIOINEH XPOHHYECKON 00-
AE3HHU ITOYEK OTMEYArOTCA y HOAOBHHBI IIEAHATPHIC-
CKHUX ITAIUCHTOB, HE IIOAYYABIINX IIPEBEHTHBHYIO Te-
parmio maasmMoil. BosmokHE 1 ApyrHe nimemmygeckne
IIPOSIBACHMSA, TAKHE KAK: HIEMUA CETIATKH, HHMAPKT
MHOKapAa, cuHApoM Ilepreca (mrmemus kocru) [27].

Bapuabeavnocms penomuna

HenspecTHEl IPHYHHEL, 110 KOTOPBIM Y OTAEABHBIX
IAIIMEHTOB HAYAABHBIEC CHMIITOMBI OOAEG3HH Pa3BHBA-
FOTCSl TOABKO B ITOAPOCTKOBOM HAH BO B3POCAOM BO3-
pacre [8]. V 9THUX IAIIMEHTOB HIEPBBIN SIIH30A OOBIIHO
nposonupyerca nHMeEKnnel nAn  OepeMEHHOCTHIO,
AU IIPUMEHEHHEM TI'OPMOHAABHON KOHTPAIEIIIHH.
Bospact AebroTa KAMHIYECKHX CHMIITOMOB MOZKET Ba-
pBUPOBATh B IIpeAcAax OAHOM cempbu. Furlan et al. [17]
u Nortis et al. [40] omucasu TpEX MyKIHH H3 Pa3HBIX
CeMeH, y KOTOPBIX OTCYTCTBOBAAM CHMIITOMBEI OOA€3-
HHU HA YETBEPTOM M IIATOM AECATHACTHAX KU3HH, He-
CMOTPSl HA TO, YTO OHH HMEAH T€ K€ CAMBIEC MYTAITHN
B rere ADAMITST3, aro u ux 6oapHbIe cécTphl. Levy
et al. [25] omnmcaAn ABYX IIANIUEHTOB, ¥ KOTOPBIX IICPBHIC
CHMIITOMBI Pa3sBUAUCH B Bo3pacte 2 u 21 roa coorset-
CTBEHHO, HECMOTPA Ha TO, YTO y UX CUOCOB C TEMH Ke
MYTAIIHAMH HAYAAO OOAEC3HH BO3HHKAO B HEOHATAAD-
HOM I1epaoAe. Aaike IIpu AeOrOTE B HEOHATAABHOM IIe-
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PHOAE IIOCACAVIOIIUI Kypc OOAE3HH § CHOCOB MOIKET
CYINECTBEHHO OTAMYAThCA. Hamprmep, y AeByIIKH, KO-
TOpas CPasy IOCAC POKACHUSA IIOAYIAAL 3AMCHHEIC TC-
MOTpaHC(hY3UHU IO IIOBOAY TAKEAON KeATyxH, B 18 Aer
OBIAQ BEIABAEHA TOABKO HEOOABIIIAA TPOMOOIINTOIIEHS
80X10” r/A, TOrAa Kak y e€ poAHOro Gpara ¢ Tem Ke
CAMBIM TECHOTHIIOM OTMEYAAHCH €KEMECAIHBIC PEIn-
amBpl TTTI, uro TpeOOBAAO IPEBEHTUBHON TEpaImu
maazmoit [53].

Auaznocmuxa

Beposarnocts Bpomaéunoir TTIT Aoaxma paccma-
TpuBaThCA y AfoOoro marperta ¢ TMA, ocobenHO pu
A€OFOTE KAMHHYIECKHX CUMIITOMOB C POKACHHA, B ACT-
CKOM BO3PAaCTe, AU B IIEPHOA OepemenHocTH (27, 47).
V Ar000r0 manmeHTa IpU COYETAaHUH TPOMOOIHTOIIE-
HHI ¥ TEMOAUTHYECKON aHEMHHU C HAAHYHEM IIH30IIN-
TOB B Ma3Ke IepuepuIecKoil KpOBU, BEICOKHM YPOB-
nem AAIL'  orpuriateaproit peaxitueii Kymbca ponmen
nccAeAOBaTbCA  yposeHb  akrtuBHOCTH ADAMTS13
[27,54]. Ilpm BBIABACHHN 3HAYUTEABHOIO CHIKCHHA
aroro nokasareas (Meree 10% o1 ypoBHA B KpOBH 3A0-
POBBEIX AOHOPOB) HEOOXOAMMO BBIIIOAHHUTH TECT HA Ha-
amane paruoupyromumx anturer Kk ADAMTS13. Tpu
OTCYTCTBHH 9TUX aHTUTEA AMarHo3 BpoxAC¢HHON TTTI
MOKHO CuMTaTh AOKazaHHbIM [27, 54]. K caoxuOCTAM
AMAarHOCTHKH CAEAYET OTHECTH TOT (DaKT, UTO BPOK-
aéunas TTII aBasercs kpaline peAKEM 3aD0OAEBaHUEM,
II03TOMY Y TAIIMEHTOB YaCTO IPEAITOAATACTCA HAANYNE
HMMMYHHOH TPOMOOIINTOIICHHH HAU CHHApOM Pmrre-
pa-OBaHca (codeTaHHe AyTOMMMYHHOH Ie€MOAHTHYE-
CKOI aHEMHHU C aYTOMMMYHHOMH TPOMOOIIHTOIIEHHET).
B sroM mAame OYeHb BAKHBIM ABASETCS BBIABACHIE
otpurareAbHOR peaknun Kymbca u nccaepoBanme
Maska 1eprdepUIecKoil KpOBM HA HAAMYHE ITH3O0IIH-
ToB. HeoOXOAMMOCTD BBIIOAHEHMST 9TOTO TecTta 00y-
CAOBAEHA KAMHHYECKOH BAKHOCTBIO ITH30IINTO32 AAS
amarsoctuku Kaxk Bpomaéunon TTII, Ttak m apyrux
sapuantoB TMA (al'VC, npuobperénnaa TTII u 1.A.),
KOTOpBIE XaPAKTEPU3YIOTCA IIAOXHM IIPOTHO30M Oe3
CBOEBPEMEHHO HAYATOH aAeKkBaTHOH Teparmu. Heyme-
HEC BBIABAATH IIH3OLUTHL B Maske IHepudepuaeckoi
KPOBH IIPEIATCTBYET AHATHOCTHKE 9THX 3200AEBAHHIA,
IIPHBOAA K TAKEABIM ITOCACACTBHAM AAA DOABHBIX. Oc-
HOBHBIM MEXaHH3MOM OOPA30BAHHSA INU3OIHTOB IIPH
TMA sBAsieTcs paspesaHye SPUTPOIUTOB IIPU HX II0-
IBITKE IPOUTH Yepe3 TPOMOHPOBAHHBIE CY/KEHHBIE
COCYABI MHKPOIHPKYAATOPHOrO pycaa. Apa u Ooaee
IIM30IINTA B IIOAE 3PEHUA B MasKe IHeprudepHuecKoi
kposn 1pu yseandernn B 100 pas coorsercrsyror 1%
u GoAce OT OOINEro KOAHYECTBA 3PUTPOIIUTOB, UTO
CYMTACTCA 3HAYUTEABHOH Beamumuoin [57]. Aaa wmc-
caeposanms akrusHocTa ADAMTS13 HeoOxoAnma 3a-
MOPOJKEHHAS IIUTPATHAA IIAA3MA ITAIINCHTA, B3ATAA AO
HAYAAA TEMOTPAHCY3HI, T.K. IIPOAYKTHI, COACP/KAIIIIE
IIAA3MY OT 3AOPOBOIO AOHOPA (CBEKE3AMOPOKEHHASA
I1AA3Ma, 9PUTPOMACCA, TPOMOOKOHIIEHTPAT), ITOBBIIIA-
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rot aktuBHOCTE ADAMTS13, uTo MOKET 3HAYNTEABHO
3ATPYAHUTD YCTAHOBACHHE AHArHO32. MOAEKyAApHBIH
tect Ha MyTauu rexa ADAMTST3 ucmoassyercst aas
ITOATBEPIKACHUA AHATHO34 B IIEASX TEHETUIECKOTO KOH-
CYABTHPOBAHHA H IIPEHATAABHON AHATHOCTHKH IIPH
IIAQHUPOBAHUH POKACHUSA CACAYIOIIETO peOEHKA B Ce-
mbe. Bpomaéunsiii aeurur ADAMTS13 xeaarens-
HO UCKAFOYHTH U § OECCHUMIITOMHEIX CHOCOB ITAIINECHTA
¢ spokacunon TTIT [57].

Aevenue

Bpoxaénnas TTII, B oramune ot mpuoOpeTéHHOIH,
noKu3HEHHOE 3a00AeBanume. [Toaromy momorns arnm
HAIUEHTAM BKAFOUA€T HECKOABKO 3aAad: 1) HEOTAOX-
Has TEPAINA OCTPOTO SIIH30AA C IIOMOIIBIO MH(Y3UI
ceexxesamopokennon maasmer (C3I1); 2) monnTopuar
C IEABIO PAaHHEH AMATHOCTHKH PEIMAHBA OOAE3HH;
3) mpodmaakruaeckoe npumenerne ma@ysmi C3I1
[21, 27, 32].

OCHOBHBIM TIPHHITUIIOM ACYEHHS OCTPOTrO 3IH30-
Aa Bpokacuuom TTII aBAsiercs 3amernenue aecpummra
ADAMTS13 ¢ momormrsro uudysuit C3I1. B maasma-
depese u HMMYHOCYIPECCHBHOM Tepalmy HET He-
OOXOAHMOCTH, T.K. y IAIIMEHTOB OTCYTICTBYIOT ayTO-
agrareaa k¥ ADAMTS13. Aas xymupoBanus ocTporo
armzopa TTTTo6erano A0cTaTouHO HMY3nH C3ITBAO3E
10 ma/xr. Ipu s1OM B TedeHue 24 9acoB IpeKparia-
eTCAl TEMOAN3 1 Yepe3 HECKOABKO AHEH HOPMAAU3YETCH
KOAHYECTBO TPOMOOITHTOB. OAHAKO IIPOABACHHSA HIIIC-
MHYECKOTO IOBPEKACHUA OpraHos, ocobenno [HHC
U IIOYEK, MOIYT COXPAHATHCA 3HAYHTEABHO AOABIIE
7 OCTaBAATDL ocAeacTsud (16, 21, 27, 32, 54]. B mepmoa
HOBOPOKACHHOCTH IPH THAKEAOH THIEpOHANPYOHHE-
MUH TPEOYETC IMPOBEACHHE 3aMEHHBIX IT€PEAMBAHII
kposu. Mudysnn TpoMOOIIITOB IIPOTHBOITOKA3AHEI N3~
32 BO3MOKHOTO YCHACHUA MHKPOTPOMOOOOPA3OBAHHA.
AAf TTOAAEP/KAHHA PEMUCCHN OOABIIIMHCTBY IIAIHEH-
TOB HeOOXOAUMEI ITpeserTrBHEIE BBeAeHus C3I1 B p03¢
10 mA/kr kamapie 2-3 HeaeAn. [Ipu HHTEPKYPPEHTHBIX
3200AEBAHUAX, OOAAAAFOIITUX TPUITEPHBIM 3P EKTOM,
MOKeT IOTpeDOBAThCA HMHTEHCU(DUKAIIIA ITOH Tepa-
IIHK B CBA3M C YEM MOHHTOPHHI KOAMYECTBA TPOMOO-
LIITOB U YPOBHA IeMOrAOOUHA O4eHb BaxeH (4, 16, 27].
Bpoxaénmaa TTII Tpebyer moCTOAHHOTO CaMOro Tiia-
TEABHOTO BHUMAHHA K AFOOBIM CHMIITOMAM, IIPEAITO-
AQraroInuM coxpansronyrocs aktusaocTs TMA. Tako-
BBIMI IIPU3HAKAME ABAAIOTCH, IIPEKAE BCETO, TOAOBHASA
OOAB, TPAH3UTOPHAA IIOTEPA BHUMAHHSA, CHHKOIIAABHBIE
aru30ABL. HaAnmdne moAOOHBIX IIpOABAEHNMIT 3aCTABASET
IIPEATIOAOKHTH COXPAHAOIIYIOCA AKTHBHOCTD OOAC3HH
n OeszoraarateApHO HazHaunTh nHysuo C3I1, aaxe
ecan ypoBeHb TpombormToB mpesermaet 150X10°/a
[21, 27, 32]. PeryasipHOE HCIOAB30BAHUE IIAA3MBI AAf
IIPOOHAAKTHKI PEIIHAHBOB HECET B ceOe PHCK pa3BUTHA
TPaHCY3MOHHBIX OCAOKHEHHH (AAAEPIHUECKUE Peak-
UM, OOYCAOBAGHHOE TPaHCQY3UAMU OCTPOE TTOBPEIK-
AeHne AErknx, nH@EKInoHHbe ocAoxHeHHA). Kpome
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TOTO, 3Ta TEPAIHA TPEOYET PEryAAPHOIO BEHO3HOTO
AOCTYIIA M TTOCEIIEHHA KaKABIE 2 HEACAH COOTBETCTBY-
FOIIIETO MEAMITHHCKOTO YUPEHKACHHUSA, UYTO MOKET OBITH
TAKEABIM OpeMeHeM AAf marmeHToB. [Tostomy perre-
HHE O HEOOXOAHMMOCTH IIOKU3HEHHON IPOMUAAKTHKH
PEIHAMBOB C IIOMOIIBIO MH(DY3UH IIAA3MBI AOAKHO
IIPHHUAMATECSA ITO COTAACOBAHMIO C ITAITHEHTOM HAH €TI0
3aKOHHBIMU IIPEACTABHTEAAMH C YIETOM HHAHUBHAYAAD-
HBIX OocoOeHHOCTeH 3a00AeBanuA. C APYTOH CTOPOHEL,
3HAYNTEABHOE VAYUIIEHHE CAMOYYBCTBHA IIAI[HEHTA
1 TIOBBHIIICHNE KAYECTBA KH3HM HA (DOHE PEryAAPHOMH
TEPAIIUH ABAACTCA OAHUM U3 CEPbE3HBIX aAPIYMEHTOB B
OAB3Y €€ mpoponxenus [21, 27, 32]. Tlpu BozHukHO-
BEHHH TPHUITEPHEIX CHTYALUH perieHne 00 HHQY3HOH-
HOI TEPAINU IPUHIMAETCS BHE 3aBUCHMOCTH OT AAH-
TEABHOCTH IIPEAIIIECTBYIOIINX «CBETABIX) IIPOMEKYTKOB
U BHE 3aBUCHMOCTH OT HAAMYHUA KAMHIICCKUAX CHMIITO-
MOB Ooaesnu. Hampumep, B mepmoa GepeMeHHOCTH
peryaspusre madysun C3I1 kaxapie 2 HeaeAn B A03€
10-15 MA/Kr mOKasaHBl Ha BeCh LEPUOA OepeMEHHO-
CTH ¥ HA IIPOTAKEHHUHU IIECTH HEACAD ITOCAE POAOB
[47]. Nadysun C3I1 He0OXOAUMEL IIpH OOABIIHHCTBE
OCTPBIX 3a0O0AEBAHUH, TAKUX KaK MH(EKIINH, TPABMEI,
XHPYPIrHYecKUe BMEIIATEABCTBA U T.A. [16, 27, 54].

Tevenne u npoznos

EcrecrBennoe tewenne Bpomaénnoin TTII xapax-
tepusyerca permAuBamMu TMA, KOTOpbIE BOZHHKAIOT
AHOO CIOHTaHHO, AMOO Ha (POHE TPHUITEPHBIX CHTYa-
nuii. [IpoAOAKHTEABHOCTD CBETAOTO IIPOMEIKYTKA MCIK-
AY PELIMAHBAMHE IIPEACKA3aTh CAOMKHO, H OH MOKET Ba-
pbUpPOBATH OT 2-3 HEAEAD AO HECKOABKHX MECSAIIEB HAH
Aaxe Aet. OAHAKO B DOABIIIHHCTBE CAYYACB PELIUAHBBI
C TOAAMH CTAHOBSATCA vaIre, u 0KoAo 65% marnmeHToB
Pa3BHBAIOT PELHAMBEL Kaxable 2-3 Heaean [13, 21, 27,
32]. PenmAuB HAYHHACTCA CO CHIDKEHHA TPOMOOIIH-
toB Hike 150x10°/A. 3arem B Teuenue 24-48 yposenn
tpombormTos maaaer Ao 10-20X10°/A n ormewaercs
cumkerne remoraobmua <100 r/a. Mexay penman-
BaMH OOBIYHO OTMEYACTCH HOPMAAHBALIUA KOAMYICCTBA
KACTOK KpOBH. TeM He MeHee, Y HEKOTOPBIX ITAIINCHTOB
COXpAHAETCA XPOHUYECKAA TPOMOOIIUTOIICHUA 1 IEMO-
AM3, KOTOPBIH MOKET OCAOMKHATBCA KEAYHOKAMECHHOM
6oaesubro [13, 14]. AroOsie COOBITHS, ITOBBIIIAIOIIIC
cexperro OBB, uro caywaerca npu mndekimax, xu-
PYPIMYECKUX OHEPAIMAX U, BO3MOKHO, B PE3YABTATE
BAKIIMHAIIIN, MOIYT IIPOBOIMPOBAThH perrAnB. bepe-
MeHHOCTD — rAaBHbI Tpurrep TTI y sxeHmus ¢ Tsxé-
abiv Aepurimrom ADAMTS13. Ipoayxkiua @B Bos-
PACTAET B TEUCHUE TPETHEIO TPHMECTPA, B PE3YABTATE
9Ero B 9TOT IIEPHOA YaCTO PA3BUBACTCHA PELIUAWB C BbI-
cokum puckoM nopaxenud [HHHC, peHaAbHBIX 0cAOX-
HEHHUH U Aa’Ke CMEPTH MaTepH U IAoAa [47].

Ao smoxn npnmenenns ua@ysuit C3IT BpokaEH-
nas TTII Ge1aa a0coAroTHO (haTAABHBIM 3a00AEBAHUEM.
Mmeercs 1eABI pAA PAHHHX ITYOAMKALIUI C OIIECAHUEM
AETAABHBIX cAydaeB. CMEPTh HACTYIIAAA KAK B IIEPHOAC
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HOBOPOKACHHOCTH OT KPOBOTECYCHHM, TAKEAON KEA-
TyXU H/MAM IIOAMOPIAHHOM HEAOCTATOYHOCTH, TaK
u B DOAEE CTAapIIeM BO3PACTE ITOCAE HECKOABKHX pe-
IIHAUBOB OT KPOBOU3AHSHHUA B MO3I, HIIEMHYECKOTO
UHCYABTA, HOAHOPIAHHON HEAOCTATOMHOCTH U/HAN
tepmuHaspHon ypemuu [10, 39, 56]. ITocae Toro, xax
CTaAd IPUMEHATHCA TEPAIUA IIAA3MOM, CMEPTHOCTD
B IIEPUOA PEIHANBA DOAE3HM IPUOAHN3UAACH K HYAFO
[21, 27]. Tem He MeHee, OTAAAEHHBIH IIPOTHO3 Y IIAITH-
EHTOB, HaXOAAIUXcA Ha peryadpHoi Tepamum C3I1,
M B HACTOAIEE BpeMsA OCTaErcA HEACHBIM, T.K. M3-3a
PEAKOCTH 3TOrO 3a00AEBAHUA MMEIOTCA HAOAFOACHISA
TOABKO 33 OTAGABHBIMHI IareHTamu. Kpowme Toro, Ao-
CTOBEpHAsA AHATHOCTHKA OOAe3HH OblAa paspaboraHa
ToABKO B 2001 1. [25]. [ToaTomy Kk HACTOALIIEMY MOMEHTY
AAUTEABHBEIH KaTAMHE3 M3BECTEH TOABKO ¥ HECKOABKIX
rareHToB. [ToCBAIIEHHEIE 9TOMY TIyOAMKAIIIN ACMOH-
CTPHPYIOT TOT (DAKT, UTO, HECMOTPA HA XOPOIIHU KOH-
TPOAB OCTPBIX 3130A0B BpoxAéruon TTII, nadysun
C3IT moryT OBITh HEAOCTATOIHO 3 (DEKTHBHEI B IIAAHE
IPOMHUAAKTHKI PA3BUTUA ITPOTPECCUPYIOIIEH XPOHH-
geckoit Ooaesuu mouek (XbBIT). Hampuwmep, y marm-
erra, orucannoro [llyasmanom B 1960 1., k Bo3pacty
44 et pasBuaace ypemus [5]. Passutne TepMuHAABHOM
crapnu XbBI1 B 0TAAAEHHOM TIEPHOAE OITHCAHO B PAAE
Apyrux myoamkarmit [19, 33]. DxcmepumenTasbHBIE
AQHHBIC 3aCTABAAIOT IPEAITOAOKHTD IIPH BPOKAEH-
nom orcyrcreun ADAMTS13 Boicokmii puck passu-
THA C BO3PACTOM CEPACYHO-COCYAHUCTBIX OCAOKHEHMI
[11, 18]. HeaaBHO OblAa TOAyYEHA PEKOMOMHAHTHAA
ADAMTSI13 [2, 41-43], xoropasd IIPOAEMOHCTPHPO-
BaAa BEICOKYIO addekrusHocTs y ADAMTS13 HOKa-
YT MBIIIEH, IIO3TOMY MOKHO HAAEATBCA Ha HOABACHUE
B OAmKaiem OYAYIIIEM TEPAIeBTUYECKOIO CPEACTBA
6oaee apdexTuBHOrO M HE30IACHOrO, YeM HMHQY3HH

C3IT [45].
Kanmanueckoe HabAr0A€HUIE

7-AeTHHI MaApdnK ImocTynua B ampeae 2016 T
BI'BY3 «OAKDB» r. Openbypra B cBa3u ¢ oOmeit caabo-
CTBIO, TOAOBHBIMH OOAfIMH, BBIPAKCHHOH OACAHOCTBIO
KOJKH H CAUBHCTBIX, IIETEXAMI 1 9KXIMO3AMH Ha TYAO-
BHIIIE U KOHEYHOCTSAX.

Hs anamnesa:

Aata pomaerns 12.12.2008 r. mpu cpoke recrarum
40 HeAeAD, OT TPETHIX HEOCAOKHEHHBIX poAOB. Harmo-
HAABHOCTD — PYCCKHH. Bpak 6An3kopoAcTBeHHEbII — po-
AUTEAN ABAAFOTCA ABOFOPOAHBIME crOcamu. Craprimit
Opar pebéuxa ymep B Bospacre 10 ameit B 2003 r. ot
HesAcHbIX prunH. Craprmas cectpa 16 AeT M poAnTeAn
narmenTa 3A0poBeL. [Ipu pomaenun sec 3000 rpamm,
poct 50 cy. PaHHUE HEOHATAABHBIH IIEPHOA IIPOTEKAA
C BBIP@&KEHHOH THIIEpOUANPYONHEMUEI B CBASH C YeM
B POAAOME OBIAM HA3HAYEHBI TEMOTPAHCY3HH, OOBEM
KOTOPBIX HE OTPaAKEH B MEAUIIMHCKOH AOKYMEHTAITHH.
Ao 2-x aer cumrasca 3A0poBeIM. OAHAKO IIPH aHAAH3E



TpomboTHyecKas TPOMBOLMTONEHMYECKAs NYPNYPA, ACCOLMMPOBAHHAS C BPOXAEHHbIM Aeduimtom ADAMTST3

aMOYAQTOPHOM KapThl BBIACHEHO, YTO C 2-X MECAIEB
y peOEHKA OTMEYaAaCh IOCTOAHHAA AETKad TPOMOO-
muronenus 100-120X10°/A u wermkéaas anemus ¢ Hb
90-100 r/A. B 2-AerHem Bospacre BIIEPBBIC HOSBUAKCH
IIETEXUH M KXHMMO3BI HA KOKE TYAOBHIIA U KOHEYHO-
creii. B obrem anaanse kposu (OAK) Obiaa BeIsBACHA
tpombormronenus 60X10°/a u anemus ¢ Hb 71 r/a.
bbiaa  AMarHOCTHPOBAHA HAMOILIATHYCCKAS TPOMOO-
nuronenudeckas mypuypa (MTII), manwent moaydaa
AedeHme KypcoMm BHyTpuBeHHOro IgG m kopoTkmm
KYPCOM IIEPOPAABHBIX CTEPOHAOB. Ddpexra oT 3TOM
Tepanuu He OBIAO M B AAABHEHIIIEM, B CBA3H C OTCYI-
CTBHEM OITACHBIX I€MOPPAIMYECKHX IIPOABACHHI, pe-
OCGHOK HAXOAHACH ITOA HAOATOACHUEM O€3 MEAMKAMCH-
TO3HOIrO AcdeHuf. TpPOMOOIMTONECHHA B COYCTAHUI
¢ amemuell coxpanaauck. B ampeae 2015 r. B Bospacre
6 AeT y peOEHKA OTMEYAAOCH CHIKEHIE TPOMOOIINTOB
A0 40%X10°/A. Ha atom doHe pasBHACS SIHM30A KEAY-
AOYHOIO KPOBOTEYEHHA, KOTOPOE OBIAO KYIIIPOBAHO
nepeamsarneM C3I1, mocae wero Bmeppbie B #KH3HU
yPOBEHb TPOMOOLIUTOB IEPUMEPUICCKON KPOBH AO-
crur 400X10°/A. OAHAKO HOPMAAM3ALMS IIOKA3ATEAS
TPOMOOILIUTOB OKA3aAACh TPAHSHUTOPHOH H depe3 Me-
CAIl BHOBb PA3BHAACH TPOMOOIIMTOIICHHA C YPOBHEM
tpombormTos 65X10°/A n anemueit ¢ Hb 82 1/a.

B mosa0Ope 2015 1. OBIA AOKA3aH IeMOANTHYECCKUI
xapakrep aHeMun. OTMEYAAOCH IIOBBIIICHHCE HEIIPS-
Moro OuampybmHa A0 35 MKMOAB/A, HOBBILICHHE
yposaa AAI' a0 1407 E/A, BEABACH PETHKYAOIIUTO3
2,7%. B obmem araanze moun (OAM) oTmewaracs mmo-
CTOSIHHASL HEOOABIIIAS IIPOTCHHYPHA B KOHIICHTPALIIH
0,155-0,233 1/ A, KOTOPYIO PACLICHUAY KAK OCAOKHEHUE
remMoAn3a. PeOEHKy BHOBb ObIA Ha3HAYEH KYPC BHYTPH-
BeHHOTO [gG, KOTOPBII He IPHUBEA K YAVUIICHUIO ITOKA-
sareAeit nepudepraeckoii kposu. CoXpaHAAACH BBIPa-
KEHHAS TPOMOOLIUTOIICHUS U AHEMHUS, PELIMAUBIPOBAA
KOKHBI T'€MOPPATHYECKHI CHHAPOM. B komme map-
ta 2016 r. 6p1A rocrmrasmsuposan B I'bV3 «OAKDB»
r. OpenOypra c xaro0amu Ha CA20OCTb, TOAOBHBIC
OOAH, BBIPAKECHHYIO OACAHOCTH KOKH H CAH3HCTBIX,
reMopparuy Ha TyAoBmime u koHeynoctax. B OAK
Hb 40 r/a, spurpomursr 1.99x10"%/A, TpomGommTs!
29x10°/a. B maske nepueprdeckoil KpOBU HAHACHDI
mrusorute 7- 10%. Perukyaoruros — 6%. I'pyrma kpo-
B 0(1) Rh (+).

B OunoxmMmYecKkOM aHAAM3E KPOBH — MOYCBHHA
14,4 mmoAb/A, kpeatnnun 130 MKMOAB/A, Hemps-
Mot GuAanpyoun 52 mxmoas/a, ANT — 8 E/a, ACT —
41 E/a, AAL' — 3200 E/A (<430), kommaemerT (hakrop
3 (C3) — 78,6 mr/aa (90-180), kommaement dakrop 4
(C4) — 20,4 mr/an (10-40).

Koaryaorpamma: AYTB 34 cexynasr (24-35), mpo-
TpoMOuHOBEIH mHAEKC 72% (70-120), dbubpurOreH
2,18 r/a (1,8-4,0), A-amvep 0,13 mxr/ma (0-0,55).
[IyHKIIMA KOCTHOTO MO3Ta BBISBHAA THIIEPTPOMHIO Me-
raKapHOIINTAPHOrO poctka. VccaeaoBanume mapkepos
AyTOUMMYHHBIX 3a00ACBAHIIT AAAO HETATUBHBIC PE3YAD-
Tarel: aHTHHYKAeapHbIe anTuTeAa — 0,5 EA/MA (<1,5),
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aururesa k ABycrmpassaoii AHK — 5 EA/ma (<25),
antnTesa K oAHocrmparsaoir AHK — orpuriateasmere,
npamas peaknud Kymbea orpurateapnad. Ormedasach
crofikaa mporennypud. B OAM OeAok B KOHIIEHTpa-
tmu 2,56 v/ A, spurpormter 5-7 B 11/3p. Cyrodnas mpo-
tenrypusi 1,6 r/A. V33U BosiBuao andpysaoe mosbr-
IIIEHIE SXOTEHHOCTU ITAPEHXIMBI IIOYEK.

V manmenTa ObIA ITpeATOAOKeH cuHApOM Pmrrre-
pa-DBaHca (ayToMMyHHas TPOMOOIIHMTOIICHUICCKAS
HypIypa B COYETAHUN C AYTOMMMYHHOW T€MOAHTH-
4geckoll anemuell). PeOEHKy OBIAO HA3HAYECHO OAHO-
KPATHOE IIEPEANBAHUE SPUTPOMACCH U TPU CKEAHEB-
HBIX BHYTPHBEHHBIX BBCACHHA METHAIIPCAHH30AOHA
B Ao3e 250 Mr Ha oAHO BBeaeHHe. B cBA3u c orcyr-
crBueM addekTa OT Teparuy, OTPUIATEABHON peak-
nueit KymOGca n GOABIIIM KOAMYIECTBOM ITH30IIUTOB
B Maske nepudepHueckoil KPOBH AHATHO3 CHHAPO-
ma QDurirepa-OBanca OBA IIOABEPIHYT COMHEHHIO.
B aaboparopuro obmeit dusnorornn Mucruryra
buoaornu Pazsurusa nm. Koasmosa r. Mocksa Obiaa
OTHPABACHA 3aMOPOKEHHAA IUTPATHAA ITAA3Ma ITa-
nueHTa AAf onpeAeserus akrusaocta ADAMTS13.
20.04.2016 r. OBIA ITOAYYIEH PE3YABTAT: AKTHBHOCTD
ADAMTS13 menee 1%. Muruburoprsie aHTHTEAd
Kk ADAMTS13 e obnapyxensr. B aaboparopun mo-
AEKYASPHOM I€HETHKH ¥ KACTOUHOH OnoArormu Hayu-
noro Lenrpa 3p0posssa Aereit r. Mocksa O6b1A0 11po-
BEACHO MOAEKYAAPHO-TEHETHYECKOE HCCAEAOBAHIE.
MeToAOM IIPAMOTO aBTOMATHYECKOTO CEKBEHUPOBA-
HUS OBIAM HCCAEAOBAHBI BCE KOAMPYIOIIHME 3K30HBI
(1-29) rema ADAMTS13, a Takike nmpuaeraromue uH-
TpoHHbIe 0OAacTH. B ax30one 08 oOHapyixeHa He onu-
cannHas panee Aeaenus ¢.943_974del B romosuroraom
COCTOAHHM, IPUBOAAIIAA K CABHIY PAMKH CUHTBIBA-
HUA 1 aMHHOKHCAOTHOH 3amene p.Phe315GInfs*64.
[lo aammeiM  kommbroTepHOro amaamsa (Alamut
Visual) sra Myrammsa fBASiCTCA IATOIEHHOMW, IIPH-
BOAAIIEH K HapymeHnro QyHknun Oeska. Taxknm
00pa3om, OBIAA AMATHOCTHPOBAHA  BPOKAEHHAA
TTII. Pe6énxy Opan masuagens nudysun C3I1 mo
10 ma/kr B TeyeHume 2-x AHEH HOAPSA. Ormeuancs
OBICTpBII TOAOKUTEABHBIH 9 dexr. Ha caeayrormuii
A€Hb OTMEYAAOCH 3HAYHTEABHOE YAVUIIECHHE CAMO-
gyBCTBUA mareHTa. depes 2 AHA ITOCAEC BBEACHHSA
AA3MBL ypoBeHb TpoMOouuToB aoctur 220X10°/a,
AAI cansnaock Ao 700 E/A. OTMeuaroch ocTeneH-
HOE IIOBBIIIIEHUE VPOBHSA reMOraoouHa nepudepude-
CKOIl KpoBH. Uepes HEAEAIO OTMEYAAOCH CHHKECHUE
nporeunypun A0 300 MI' B CYTKH, YPOBEHD KPEATIHI-
Ha cHU3UACH AO 60 MkMOAB/ A. EIié uepes HecKOABKO
AHEH peOEHOK OBIA BEIIIMCAH H3 CTALIHOHAPA C YPOB-
uem tpombonuros 350X10°/a u AAI — 380 E/A.
bBIA0 pekOMEHAOBAHO B MEAHIIHHCKOM YVUPEKACHIH
II0 MECTY KHTEABCTBA IIPOBOAUTH IPOQUAAKTHIIE-
ckue undysnu C3I1 B Ao3e 10 MA/Kr Kamable 2 HeAe-
AM ¢ MHTeHCH(UKALINEH TOH Tepaluy IIPH HHTEP-
KYPPEHTHBIX 3a00ACBAHUAX U/UAU IPU HOABACHHN
HepBBIX Npu3HakoB pernmanba TTTI.
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OGcy>xaeHue

Amarzos TMA ycramaBanBaerci Ha OCHOBAHHI
ABYX OCHOBHBIX IIPU3HAKOB: 1) y IIAIlHEHTA AOAKHA
OBITE TPOMOOITHTOIIEHHSA; 2) AOAKHBI OBITH IIPOABACHIA
MAT'A, OA KOTOPBIMU IIOHUMAIOT T€MOAHTHYECKYIO
AHEMHIO C HAAUYMEM INH30LUTOB ((pparMeHTHpPOBAH-
HEIX SPUTPOLUTOB) B IEPHMEPHICCKOM COCYAHCTOM
pycae mpu otpunareApHoIl peakimu Kymbea [20]. Apy-
rHe YHUBEPCAABHBIE AAOOPATOPHBIE MAPKEPHI TEMOAH-
34, TaKue Kak BICOKUH yposerb AAlL' i1 HU3Kuil ypoBeHb
rarrroraobuna, takike ormedatorca mpu MAT'A [20].
[Tocae BBIBACHHA y IALHMECHTA COYCTAHUA TPOMOO-
nurorennn 1 MAI'A mepea Bpadom BosHuKaeT OoAce
CAOKHAfA 3aAa9a: YyCTAHOBUTDH TOUHYIO npranny TMA.

Permrenve s1oM 3apa4n TpedyeT pasBEPHYTOrO KAHU-
HHYECKOTO B AaDOPATOPHOrO OOCAEAOBAHHSA, OCOOEH-
HO y B3POCABIX ITAIIHCHTOB, § KOTOPBIX B Andpdeper-
LUAABHYIO AHATHOCTHKY BKAIOYACTCA IIHPOKHH KPyT
3a00AEBAHUH, TAKHX KaK TPOMOOTHYECKAA TPOMOO-
npronenngeckas nypuypa (TTII), remoamruko-ype-
mugeckuit cuaapoM (I'VC), ABC-cumapom, karactpo-
duueckuit antudocdornmuansii cuaapom (KADPC),
3AOKAYCCTBEHHAA TUIICPTCHSHA, OCAOKHEHIA OEpPEMEH-
HocTn (mpeskaamticns, skaammcnsd, HELLP-cuaapom),
CHCTEMHAs KPAaCHAS BOAYAHKA, 3A0OKAYCCTBEHHEIC OIIy-
xoan u Ap [20]. Kpome toro, TMA moixer ObITh acco-
LUHPOBAHA C IPUEMOM IIEAOTO PAAA MEAHKAMEHTOB
(MMMYHOCYIIPECCAHTEI, THKAOIIMAUH, XHUMHOTCPAIICBTH-
YecKre IPerapaThl) U ¢ TPAaHCIAaHTAIH el opraHos [20)].
V aereil mepedeHs BO3MOKHBIX mpuanH TMA sHadn-
TEABHO MEHBIIIE, 4 B CAyYae HAIIIETO IIAI[HCHTA AHAAHS3
AHAMHECTUYECKHX U AaDOPATOPHBIX AAHHBIX ITO3BOAHA
OCTAHOBHUTBCH, IIPEKAE BCero, Ha A dEPEHIIHAABHOM
anmaraocture MekAy TTIT n I'VC. B moaobno# cuty-
ALNK CACAYET OOPATUTH 0CODOE BHEMAHHIC HA AHAAHS3
LIEAOTO PAAA BO3MOKHBIX KAUHIYECKUX IIPOABACHUIT CO
CTOPOHEI, TIPEKAE BCETO, TPEX OPraHOB M cHcTeM [27].
Bo-11epBEIX, BaKHO OTBETHTH HA BOIIPOC O TOM, HMe-
IOTCA AW IPU3HAKH ITOPAKEHNA IIECHTPAABHOI HEPBHOM
CHCTEMBI: TOAOBHASl OOAB, TOAOBOKPY:KCHHE, IIOTEPA
[IAMATH, HAPYIICHUE CO3HAHMSA, IIAPE3BL, CYAOPOIH.
Bo-Broppix, HEOOXOAUMO OIIEHHTH IPUCYTCTBYIOT AH
[IPU3HAKH IIOBPEKACHHA IIOYCK (CHIZKCHHE AHYpPE3a,
IIOBBIIICHHA YPOBHA KPEATHHHHA CHIBOPOTKH, ITATOAO-
I'MYeCcKHe U3MEHEHNE aHAAM3a MO4H). B-Tperpux, cae-
AYET BBIACHHTD HAAUYNE IIATOAOIMYECKHX CHMIITOMOB
CO CTOPOHBI KEAYAOUHO-KHINEYHOIO TPaKTa: AMapes
(+ KpoBb), ADAOMUHAABHBIN OOACBOH CHHAPOM, TOII-
HOTA 1 PBOTA.

[ToaoOHAs KAMHIYECKAs OLICHKA BAXKHA HE TOAB-
KO AAfl TIOHHMAHUS KAPTUHBI OOAE3HH B IICAOM, HO
u A AuddepernuacpHoi AnarHoctuku [27]. B to
’Ke BpEMsl, 9TO HE IPUHIDKACT 3HAYCHUA METOAOB Ad-
GOpaTOPHOrO OOCACAOBAHUA, TAK KAK OOABIIIHCTBO
IIEPEYHCACHHBIX BBIIIC KAMHHYCCKHX CHMIITOMOB HE
ABAAFOTCA ITATOTHOMOHUYHBIMH AAfl TOTO HAH HHOTO
BrAa TMA. Hanpumep, amapes, canradch oOf3aTeAb-
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ueM npusHakoM tammaaoro I'VC (rI'VC), moxer Tak-
e mpucyrcrsosate u upu TTII, n npu arummanom
I'VC (al'VC), BeIcTymas mpu 9TuX 3a00AEBAHUAX AUOO B
Ka4eCTBE IIPOBOIHPYIOIIETO (haKkTOpa, ANOO B KAYECTBE
cuvrrroma camoit TMA [20, 27]. Caeayrorre Aabopa-
TOPHBIC HCCACAOBAHHA OYEHb ITOMOTAIOT B IIpOIEcce
anddepentmarpaoil  Amarsoctukn.  OOpasoamme
mukpoTpombos mpu TTTI csAsano ¢ akruBarmeit Tpom-
GormToB KpymHbME MyAbTEMepamu PBB, mpu I'VC
passutre TMA BBI3BAHO ITOBPEKACHHEM 3HAOTEANS,
grto, B orAmuane o ABC-cumapoma, He CBA3aHO C fB-
HOI aKTHBAaIMeld KOAryAAIIMOHHOIO 3BEHA IEMOCTA3a.
[Tosromy 1pu 9THX 3a00AEBAHHAX OCTAIOTCA HOPMAAD-
HBIMH IIPOTPOMOHHOBOE BpEMf, JACTHYHOE TPOMOO-
IIAACTHHOBOE BPEMA U YPOBEHb (PUOPUHOrEHA ITAA3MBI
[20, 27]. Aas TTII 0ObI4HO XapaKTepHO IIPEODAAAAHIIE
CTEIEHH TAKECTH TPOMOONIUTOIICHUH (TPOMOOIIHTO-
nenus o0sraHo Hiwke 30X10°/A) HaA crenenpro Bhpa-
’KEHHOCTH OCTPOIO IOBPEKACHHUA IIOYCK (KPEATHHUH
o6prano mmke 150-200 Mrmoab/A). Aas TVC tummma-
HBI OOpATHBIE B3AUMOOTHOIICHHA: TPOMOOIIUTOIICHHUA
Beie 30X10°/A, a ypoBeHb KpeaTHMHHMHA CHIBOPOTKH
soie 150-200 mrmoan/ A [20, 27]. V mamero marmen-
Ta 3a00AEBAHHE AAHMAOCH DOAce 5 ACT B He COIPOBO-
AKAAAOCH AMAPEEH, UTO MO3BOAHMAO HCKAroUnTh TI'VC
U OCTAHOBUTBCA Ha AH(@EpPEHIHAABHOM AHATHO3E
mesxAy TTIT u al'VC. Ha srom srarre kpaiiHe BasKHBIM
oerr0  onpeaesenne axkrusHOCTH ADAMTSI3. Aas
AQHHOTO HCCACAOBAHMA HEOOXOAMMA 3aMOPOMKCHHAA
IUTPATHAA IIAA3MA ITAIINEHTA, B3ATad AO HadaAa Tepa-
iy HHQY3UAME AOHOPCKOH IIAA3MBI, KOTOPBIE IOBbI-
mrarot akruHOCTE ADAMTS13. V Hamero maruenra
Op1A BeBACH TAAEABIT Aepurmt ADAMTS13, mocae
4ero pedpepeHcHas AaGOpaTOpUs BBIITIOAHHAA TECT HA
OIIPEACACHIE HHTHOMTOPHBIX Ay TOAHTUTEA K 9TOH ITpO-
teaze. OTCyTCTBHE aYTOAHTHTEA AOKA3AAO0 BPOKACHHBIE
sebunmr ADAMTS13. AmarHo3 ObiA ITOATBEPKACH
MOAEKYAAPHO-TEHETHYECKIM ~HCCAEAOBAHMEM, ODHa-
PY/KHBIIIIM B TOMO3HIOTHOM COCTOSIHHH ACACIIHIO
c.943_974del B rene ADAMTS13.

AAHHBI KAHHHYCCKHH CAyYall  ACMOHCTPHPYCT
B@KHOCTb TOYHOIO AMATHO3a IpH Bpoxaénuon TTIL
Harremy manmeHTy Ha DPOTHKCHHH HECKOABKHX ACT
omubo4uno auarsoctaposasn VITIT u cuaapom Qurrre-
pa-DBaHCa, B PE3YABTATE YETO €My HA3HAYAAUCDH KYPCHI
BHYTPHUBEHHOTO HMMYHOTAOOYAHMHA 1 cTepOHAOB. Ilo-
AODHAs Tepalus OKa3aAach aDCOAIOTHO OECIOAE3HOMN
U HE IIPEAOTBPATHAA PA3BHTHA OIACHBIX AASl KU3HI pe-
1rABOB OoAesHn. [TocAe TOro, Kak IPABUABHBIH AMa-
rHO3 OBIA YCTAHOBACH, PEOEHKY OBIAM HA3HAYCHDI HH-
Pysuu C3I1, KOTOpEIE IPOACMOHCTPHPOBAAHT BEICOKYIO
apPexrusHOCTE. B cBA3H ¢ mepcucTrpoBarmeM TPOM-
OOLHUTONECHNN U AHEMHUM HA IIPOTAKCHUN BCCH KU3HI
pebEHKa, Pa3BUTHEM THKEABIX PELIUAMBOB H PCHAABHBIX
ocroxueHnit, rAyookum Aedpurmmrorm ADAMTS13 (ak-
THUBHOCTH MeHee 1%0) MBI IPUHAAN PEIIeHre O Ha3Ha-
YCHIN HAIIIEMY HAILINCHTY PErYAAPHBIX IIPOMHAAKTIYC-
ckux nadysuit C3I1 kaxapie 2 Heaean. Mbr canraeM,
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9TO IIOAB3A OT TAKOH TEPAIHH B AAHHOM KOHKPETHOM
CAyYae 3HAYUTEABHO IIPEBHIIIAET BO3MOKHBIE HEra-
THBHEIC ITOCACACTBIA. K MOMEHTY IIOATOTOBKH AQHHOI
CTATBH K IIEYATH Y PeOEHKA COXPAHAAOCH JAOBACTBOPU-
TeapHOE camouyBcTBre n HOpMaAbHbIH OAK. Eann-
CTBEHHBIM OTKAOHCHUEM B aHAAHU3AX ObIAAd HEOOABIIASL
nporeunypus (100-150 mr B cyrkm). B cBasu co Bcem
BBIIIICH3AOKCHHBIM MBI HAMEPEHBI IIPOAOAKUTD IIOA0D-
HYIO TEPAIIHIO AO TEX IIOp, ITOKA HE CTAHET AOCTYIIHOM

pexombunaTnas ADAMTS13.

Mousexyarspro-zenemureckoe uccaedo8anue 6oi-
noawneno npu noddepycxe Ipanma Poccutickozo Hay4-
#020 Ponda 14-15-00994.
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