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ITpeacTaBAeH cAydaii XpPOHMYECKOTO TEUEHNA ATUITMYHOIO TEMOAMTHKO-YPEMHUYECKOI0 CHHAPOMA I10-
CA€ KyIIMPOBAHHA OCTPOM TPOMOOTHYECKON MHKPOAHIMOIIATUN: MEAACHHO IPOIPECCUPYIOIIAA II0Yey-
Hasg HEAOCTATOYHOCTb, PE3UCTEHTHAA K TEPAIMH APTEPUAABHAA TUIIEPTEH3UA B OTCYTCTBUE I'€MATOAO-
T'IYeCKHUX IPU3HAKOB 3a00AeBaHuA HA NpoTsoKkeHNH 9 Aet. MHUIIMAABHBIN KypC 9KyAn3yMa0a II03BOAUA
CTAOMAM3MPOBATH APTEPHAABHOE AABACHHE HAa HOPMAABHBIX IT(Pax U yAyumuTh pyHKIuro nouek. Ha
OCHOBE KAMHUYECKOTO HAOAFOAECHUA MPEAAOIKEH TEPMHUH «CyOKAMHHYECKAA TPOMOOTHYECKAA MUKPOAH-
THOIATHA» AAfL 0003HAUEHHA AAHHOI'O BAPUAHTA TEYEHHUA ATUIINYHOIO T€MOAUTHKO-YPEMUYECKOIO CHH-
Apoma. OGcy»KAaeTCA BO3MOYKHOCTh CYOKAMHHYECKOM TpoMOoTHuecKkor Mukpoanruomaruu npu al'yYC
KaK CAGACTBHE OYArOBHIX MUKPOTPOMGO30B B COCYANICTOM PYCA€ ITOYEK, IPEAAATACTCA IIOAXOA K AMATHO-
CTHKE B 000CHOBBIBAETCA HA3HAUCHUE dKYAN3yMala TaKuM OOABHBIM.

We report a case of atypical haemolytic uremic syndrome with chronic course: slow progression of
chronic renal failure, resistant arterial hypertension and stable hematologic parameters during 9 years
after the first manifestation. After the initiation of eculizumab therapy hypertension resolved and renal
function partially improved. A new term «subclinical thrombotic microangiopathy» is suggested for the
definition of this variant of aHUS. The possibility of subclinical course of thrombotic microangiopathy
due to thrombotic occlusion of renal microcirculation in aHUS as well as diagnostic methods and
treatment options are discussed.
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ATHITMYHBIA TEMOAMTHKO-YPEMHYECKUH CHHAPOM — TalldH I'€HOB, KOAUPYIOIIUX CHHTE3 OEAKOB-PEIYAATO-
(al'VC) — cucremHOE 3200A€BaHIE, OOYCAOBACHHOE HE-  POB CHCTEMBEI KOMITAGMEHTA) HAH, PEKE, AYTOMMMYHHOM
KOHTPOAHPYEMOH aKTHBAIIMEH aAbTEPHATHBHOIO IYTH  ITATOAOTHH (BEIPaOOTKA ayToaHTHTEA K hakTopy H —oc-
KOMITAEMEHTA BCACACTBIE TEHETHIECKOTO AepekTa (My- HOBHOMY PEIYAATOPHOMY IIPOTEMHY AABTEPHATUBHOIO
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myru)[4, 12]. PesyapraroM 9TOrO ABASETCA HAPYILICHIE
3AIIUTB COCYAUCTOIO SHAOTEAHNS OT ATAKH KOMITAGMEH-
Ta, IPUBOAAINEE K ITOBPEKACHHIO IHAOTCAHAABHBIX
KAETOK, KOTOPOE, B CBOIO OYEPEAD, HHAYIIHPYET aKTHBA-
IIHIO TPOMOOITHTOB C ITOCAEAYIOIINM TpoMO00Opaso-
BAHNEM B COCYAAX MHKPOIHPKYAATOPHOIO PycAa pas-
AMYHBIX OpraHoB. Takum o6pasom, IO COBPEMEHHBIM
npeAcTaBAcHUAM, al VC — 9T0 KOMITAGMEHT-OIIOCPEAO-
BaHHAsA TpoMOOTHYecKas Mukpoanrnomarusa (TMA), xa-
PAKTEPU3YOINAACT KAACCHYECKOH TPHAAON CHMIITOMOB
— MHKPOAHTHOIIATHIECKOH TeMOAUTHYCCKOH aHeMHEH
(MAT'A), TpomOOIHTOIIEHHEH U OCTPBIM IOYECUHBIM
HOBPEKACHUEM, ITIOCKOABKY IMEHHO IIOYKH CAYKAT OC-
HOBHOU (OAHAKO HE CAHHCTBEHHOM) MHIIIEHBIO MUKPO-
TpoMO0o0Opasoanms [14].

Arurmmansnii I'VC 3200A€BAHIE, OTAMYAIOLIIE-
ecd HEOAATOIPHATHBIM OOIMHM U IIOYEYHBIM IIPO-
IHO30M: AO HeAaBHero Bpemenu 48% aereir m 67%
B3pocABIX O0ABHBEIX al'VC ymmpaanm mam AocTHrasm
TEPMHHAABHOM XPOHHYECKOH ITOYCYHOH HEAOCTATOU-
poctu (1XITH) B Tewenme 5 aer ¢ MOMeHTA OCTPOro
3IIM30AQ AQKE HECMOTPA HA ACUCHHE CBEKE3AMOPO-
AKEHHOM ITAa3MOH, mprdem oT 33 Ao 40% marmenToB
HPUXOAUAH K TAKOMY HCXOAY YK€ BO BPEMS IIEPBOTO
armmsoaa al'VC (7, 13]. Ha mporsxennn 6oaee gem 3
ACCATUACTHI «30AOTBIM CTaHAAPTOM» B Acuenun al'VC
OCTAaBAAOCH IIPUMEHEHHE CBEKE3AMOPOKEHHOI ITAA3MBI
(C3I1) B pexumax nuady3nil HAN, TPEAIOYTHTEABHEE,
IIAA3MOOOMEHA, YTO AABAAO BO3MOMKHOCTB BOCIIOA-
HHUTh ACUIHT PEIYAATOPHBIX OEAKOB AABTEPHATHB-
HOTO IIyTH AKTUBAIINHE KOMITAGMEHTA, 4 TAKXKE YAAAHTDH
MyTAHTHBIE KOMIIOHEHTBI KommAemenTa u aHTu-CFH-
AHTUTEAd, ITIOAACPKUBAFOINUE ITPOIECCH MHKPOAH-
THOIIATHYECKOro TpoMOooOpaszoBanus |2, 15]. Oama-
KO 3 dEKTHBHOCTD ITAA3MOTEPAIIME HE IIPEBBIIIACT
50%: rmpexpaliieHne ACYECHNA IPUBOAUT K PEIIHAUBAM
al'VC, meartii pss OOABHBIX AGMOHCTPHPYET IIAA3MO-
PE3UCTEHTHOCTh HAHM ITA23MO3aBHCHMOCTD, BBEACHHE
Hoabrmx 0obemos C3I1, ocoberno y AeTeit, compsike-
HO C Pa3BUTHEM MHOTOYHCAEHHBIX TAAKEABIX OCAOKHE-
HHI, OIPAaHUYHBAIOIINX €¢ AAABHEHIIIee IPHMECHEHNE
[4, 10]. C 2009 r. HOBEIM ITOAXOAOM K AcdeHHIO alVC
CTAAO HCIIOAB30BAHHE dKYAH3YMaOa, KOTOPHII CErOAHA
ABASICTCA CAMHCTBEHHBIM IIPEIIAPATOM TPYIIIIBI KOMIIAC-
MEHT-HHIHOUPYFOIIHX aHTUTEA U, CAEAOBATEABHO, MO-
KET PACCMATPHUBATBCA KAK CPEACTBO IIEPBOI AMHIID
B repanuu al VC.

DKYAH3yMad IIPEACTABAACT COOON TIyMaHU3HPO-
BAHHBIC MOHOKAOHAABHBIC AHTHTCAA, HAITPABACHHEIC
mnporus C5 kommoHeHTa KoMmriaeMeHTa. CBA3BIBAACH €
HHM, IIPENapaT OAOKHPYET PACINEIIACHHE ITOCAEAHETO
C5-konBeprasoif, HHrHOHPy# oOpaszoBaHue aHadu-
ArotokcmHa (Ch5a M TEPMHHAABHOIO KOMIIAEKCA KOM-
IIACMEHTa — KOMIIAekca MeMmOpamnon araku (MAK)
C5b-CY, uro mpHBOAUT K OAOKAaAE IIPOBOCITAAHTEAD-
HOTO, IIPOTPOMOOTHYECKOTO U AHUTHYECKOTO ACHCTBISA
kommaementa (8, 17]. IlpoBeaeHHEBIE K HACTOAIIEMY
BPEMEHH HCCACAOBAHHA, XOTA U BBITOAHECHHBIE HA OT-
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HOCHTEAPHO HEOOABIIIOM KOHTHHICHTE IIAIINCHTOB,
IIPOAEMOHCTPUPOBAAN BBICOKYIO 9(PPEKTUBHOCTD TIpe-
mapara y 0oapubx al'VC. HesaBucumo ot Toro, HasHa-
YAACA AH 9KYAN3YMAO B3POCABIM HAH ACTAM, IIAIIHCHTAM
¢ mporpeccupyromeii TMA u THKEABIM OCTPBIM IIO-
BpeskacuueM modek (OINIT), Tpebyrommum anmaAusHOmI
TEpaInu, HAH C OOACe AAMTEABHBIM TEUYEHHEM 3200-
ACBAHUSA, IIPUBCALIIIM K O4CBUAHBIM IpusHakaM XI1H
B pesyabTare pesucrenTHocTH K Teparuu C3I1, a raxke
[IAIHCHTAM C ITAA3MO3aBHCHMOCTBIO, B ITOAABASFOIIICM
OoaprmacTBe caydaeB (80-93%) aedeHue IpUBOAMAO
K AOCTIKCHHIO I'€MATOAOTHYECKON PEMHCCHH U YAYY-
IICHUIO (DYHKIIUK ITOYCK (BIIAOTH AO HCYC3HOBCHES
ITOTPEOHOCTH B AUAAH3€E) C €€ IOAHOH HOPMAAH3AIIU-
eil y Hekotopex 60AbHEIX [0, 9, 17]. TIpu aTom umcao
HAIIEHTOB, § KOTOPBIX IIPOU3OIIAO BOCCTAHOBACHHE
yHKIMK IIOYEK, BO3PACTAAO IIO MEPE YBEANYCHUA
IIPOAOAKHTEABHOCTH ACUCHHSA OKYAH3YMaOOM, dTO
AQ€T OCHOBAHUSA IPOAOAKATH TEPAIIUIO AAKE B CAyda-
AX HEYAOBAETBOPHTEABHOIO OTBETA HA HMHUIIHAABHBIH
MecagHBI Kypc acdenua [3]. Okazaroch Tawke, 91O
akyAn3ymab apdexrusro kymupyer peruAussl al'VC
B TPAHCIIAAHTATE U IPEAOTBPAIIACT PCLIUAUBIPOBAHIC
OOAE3HU B IIEPECAKEHHOIT IIOYKE, ECAM HAYaTh ACICHIE
eré AO BBIITOAHEHUS TPAHCIIAAHTAIINH, ITO IO3BOAAET
KAPAHHAABHO HU3MCHHTH IIPOTHO3 TAKUX OOABHBIX [10].
Takum 06pazom, IMEIOIIHEC AAHHBIE AAFOT OCHOBAHIA
pACCMATPHUBATH SKYAH3YMaO Kak ITpErapar IepBOH An-
HUH AAfl ACICHISA IIEANATPHYIecKuX manueHToB ¢ al'YC
U B3POCABIX DOABHBIX C PEIIMAHMBOM DOAE3HH, A TAKKE
IIAA3MOPE3UCTEHTHBIX HAH ITAA3MO3aBUCUMEIX [4, 17].
OAHAKO B CBA3M C OTHOCHTEABHO HEAOATHM
(c 2009 r.) MCHOAB30BAHHMEM IIpPEHApaTa B TEPAIHH
al'VC, ocrarorcss HepeleHHBIME BOIIPOCHL O LIEAECO-
00pa3HOCTH €ro HA3HAYEHUS OOABHBIM C MEAAEHHO
IIPOrPECCUPYIOMIEN XPOHUYECKOH IIOYEIHOM HEAO-
CTATOYHOCTBIO B HCXOAE IIEPBOIO SIIH30Ad OOAC3HH
uAn ee pernAnBa/peruAnBoB. C HUMH TECHO CBSI3aH
BOIIPOC O BO3MOKHOCTH XPOHHYECKOIO CYOKAHHIYe-
cxoro tedenus al 'VC, KOTOpoe IIpOABAACTCS AHIIIb MEA-
ACHHO, HO HEYKAOHHO, HAPACTAIOIINME IIPH3HAKAMI
HapymeHus (DYHKIIH II0YEK U THKEAOH apTepHAABHON
TUIEPTEH3NEH B OTCYTCTBHUE MUKPOAHIMOIATHYCCKOM
TEMOAUTHYECKON aHeMuu ¢ TpomOonuroneHun. [Ipu-
BOAHMOE KAHHHYECKOE HADAIOACHHE HAAIOCTPUPYET
BO3MOKHOCTB HMEHHO Taxoro tedenus al'VC u ycmerrr-
HOTO HA3HAYCHUA SKYAH3YMaOa B AAHHOM CAydAae.
[Narment 19 aer. 3a6oaea octpo B Bospacte 9 Aer
(2004 r.): BHe3amHO 0€3 BHAUMEIX IIPHYHH IIOfABU-
AHUCH TOIIHOTA, PBOTA, OOAU B KHUBOTE, KEATYIIHOCTD
KOJKHBIX ITOKPOBOB C IICTCXHAABHEIMI BBEICBIITAHIISMIL,
anxopaaka (39-40°C). Beia rocmmraausuposaH B OT-
ACACHHE PEAHUMAITHH PalOHHOM OOABHHUIIBI C IIPEABA-
PHTEABHEIM AMATHO30M «OCTPBIH ACTPOSHTEPOKOALT.
ITpu obcaeaoBannn BesiBAcHsl anemus (Hb — 84 1/a),
tpomOoruronenud (120 Teic. B 1 MKA) IIPOTEHHYPHSA
AO 4 1/ A, IPU3HAKA OCTPOI TOYEIHON HEAOCTATOIHO-
cru (OITH): kpearuuusemus — 466 MKMOAB/ A, THIIEp-
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kaanemus — 7,31mokB/A. Amarnocruposan I'VC. TTpo-
BOAUMAsA HH(QY3HOHHAA (PACTBOPHI TAFOKO3EI, TEMOAE3)
1 aHTHOAKTEPHAABHAA TEPAIHA COIPOBOKAAAACH OBI-
CTPOI TTOAOKUTEABHON AMHAMUKOH (KYITHPOBAHEI KAH-
HUYECKNE IIPOABACHUSA OOAE3HH, HOPMAAH3OBAAOCH
YHCAO TPOMOOIINTOB, HAMETHUAACH YETKAS TEHACHIINS
K CHIKEHHIO YPOBHA KPECATUHHHA ¥ ITOBBIIICHUIO Te-
MOTAODHHA), YTO ITO3BOAMAO BBIIINCATH PEOEHKA ITOA
ambyaatopaoe HaOAroAeHme. K mawaay 2005 r. or-
mevensl Hopmaansarust ypous Hb (128 r/a) u kpe-
arnanaa kposu  (105-74 MKMOADB/A), mpoTEHHYpHS
CHH3HAACh A0 1,5 T/A, H3MEHEHMIT MOYEBOIO OCAAKA
ne Opro. B 2005 r. mepenec smm3oA mHGEKIHH MO-
YEBBIBOAAIIMX IIyTEH, HE IPHBEAIIMH K YXYAIICHHIO
pyHKIIIM ITOYEK M TEMATOAOTHYECKHM HAPYIICHUAM
1 3pPeKTHBHO ACYCHHBIN aMOKCHKAABOM. B Aexabpe
2006 r. mocae nepenecernoit OPBM, ocaoxuuBIIeiica
(POAAUKYAAPHOH AHIMHOM, y ITAIHCHTA YMEHBIIHACH
amypes (ae 6oaee 500 MA/CyT), IOABHAKCH OTEKH HIK-
HHUX KOHEYHOCTEH, PBOTA, AKEATYIITHOCTb KOKHBIX IIO-
KPOBOB C IIETEXHAABHOI CBIITBIO, ABAKABI PA3BUBAATICH
CYAOPO’KHBIE ITPUITAAKH, COIIPOBOKAABIIIHECH ITOTEPEH
cosHauus (1o aaaHeiM MPT ot ausapa 2007 r. — Ge3
OPraHHYECKON IaToAOrum). Toraa ke BIIEpBBIE 3ape-
ructpuposano nossierne AA Ao 180/100 mm pr.cr.
[Tpn rocrmrasnsanmy B He)POAOIHUECKOE OTACACHNIE
Aerckort 'Kb Nel r. Haap4rk BHOBb BBIABACHBI CHITAE-
ue Hb (92-100 r/a), tpombormronenus (45-74 Toic.
B 1 mMKA), runeprpearnausemus (227-204 MKMOAB/ A),
runepkasuemus  (5,7-54 maks/A). VeraHoBAeH Ana-
rHo3 atnimgHoro I'VC penmAMBHPYOIIEro TedeHus.
[TpoBoamaoces aeuenne umudysuamu C3I1, aapOymu-
Ha, IPEAHH30AOHOM (HECKOABKO pPa3 BHYTPHUBEHHO
B A0o3e 90 mr), anTubnorukamu. B cBasu ¢ orcyrcrBuem
addexrra B despase 2007 1. manmeHT OBIA ITEPEBEACH
B Aetckyro I'Kb Cearoro Baaaummpa r. Mockser. [Ipu
00CACAOBAHIE OOpaIaAl Ha ceOA BHUMAHHE COXpa-
HSFOIIAfCA TAKEAAA apTepuasbHad runeprensud (AA —

a) Oxpacka I-0 x 100

H.J1. Koanosckas, KA. lembsiosa, [1.B. Kyareuos, A.M. Kyuuesa, J.A. boBposa, E.C. Crongpesuy

180/100 MM pT.CT.), BBIPAKEHHBLI OTEUHBLI CHHAPOM
(OTeKN HIKHUX KOHEIHOCTEH, MOIIIOHKH, aciut). O1-
MeJeHBI AaAbHelIee camkenue yposas Hb (88 r/a)
IPH HOPMAABHOM YHCAC TPOMOOIINTOB, TUIIEPKPEATH-
unnemus (198 mxmoas/ A), camxenne CK® (28 ma/vun
B 11po0Oe Pebepra). MoueBol CHHAPOM OBIA IIPEACTABACH
usoAuposannoii nporeunypueii (0,85 r/cyr). Hasuage-
HbBI AHYPETHKH, aHTUTHIICPTCH3UBHAA TepartuA (Ko3aap,
kopuHdap, sHaII), IPeAHN30A0H B A03¢ 60 mr/cyr. [To-
cae crabuansarmu AA Ha mudpax 140/90 mm pr.cr.
U YMEHBIIIEHUA OTEKOB C IEABIO YTOYHEHUA AMArHO3a
poseaeHa Ouoncus modku. M3 19 kayboukos nedpo-
OuornraTa 2 OKa3aAHCh HOAHOCTBIO CKACPO3UPOBAHHBI-
MU, €Ire B 6 OTMEYEHA HINEMHUA KAITHMAAAPHBIX HETEAD
(puc. 1). Ocraprmmecss KAYOOYKH YBEAUYEHEI B pa3Me-
pax, KaIHAAAPHBIC TIETAH TIOYTH IHOAHOCTBIO 3aKPBITHI
OTCYHBIM 9HAOTCAHEM, B CYOIHAOTCAHAABHON OOAa-
cti — (OPArMEHTHI SPUTPOIIUTOB, HMCIOTCA CAHHITIHBIC
ABYXKOHTYPHBIE IIETAH. 3 KAYOOUKa ¢ (puOpHHOBBIME
TpoMOamu. B xamaAbliax OOHAPYAKEHBI BBIPAKEHHBIE
ACTeHEPATHBHbBIC M3MEHEHHA, B MHTEPCTUINE — AU]-
(py3HO-OYATOBEIH TYOYAO-HHTEPCTUIINAABHBINA CKACPO3
¢ arpocpueii kaHaAbIEB U AUPPY3HO-0YArOBOM HH-
puapTpanmeit MoHOHyKAeapamm. MHOro mHTEpCTH-
IIHAABHBIX “TIEHHCTBIX  KAETOK. IIpaktudaeckn Bo Beex
APTEPUOAAX U APTEPUAX MEAKOTO KAAHOpa OTMEedaeTCs
pacIpeHe CyOaHAOTEANS C HHTHMAABHOM 1poAnde-
panuei, B 3HAYUTEABHOM MEPE CYKHBAIOIIEH IIPOCBET
cocypaoB. B 4 aprepmonax, Bkarowas 2 adpdepenTHbIe,
— HMHTPAAIOMHHAABHBIA TpoM003. [Tpn nvmyrOdARO-
OPECIICHTHOM HCCACAOBAHUH HE BBIABACHO ACITO3UTOB
uMMyHOTAOOYAIHOB KAaccoB IgG, IgA i IgM. Obnapy-
KEHBI OTAOKEHHA (PUOPHUHA B CTEHKE COCYAOB M HHTEP-
crumuu (+++). 3akarodeHune: TpPOMOOTHYIECKA MHKPO-
anruonarud (puc. 1).

Takum 0Opa3oM, He BBISBIBAIOINAA COMHEHHI I'H-
crorormdeckas kaptuaa TMA 1o3BoAMAa yTBEPANTD-
ca B anarnose arunmanoro ['VC. B casu ¢ atum A03y

6) Oxpacka Tpuxpomom 110 Maccony x 100

Puc. 1. Tpomboruueckas muxpoanruonarTus: Mimemusa KanuAAAPHBIX IIeTeAb KAyOOuKa.
ITpocBeT KAMMAAAPHBIX ITETEAL OTCYTCTBYET 34 CUET HAOYXaHMA IHAOTEAMAABHBIX KA€TOK U MHTPAAOMUHAALHOIO TpoMbo3a.
Tpombo3 npuHOCsAIIei aprepruoasl. Pacimpenne cy0oHAOTEANAABHOIO IIPOCTPAHCTBA B APTEPHH MAAOTO KaAnOpa
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IIPEAHH30AOHA AOCTATOYHO OBICTPO CHHU3HAH AO IIOA-
HOI OTMEHBI, K ACIECHHIO A0DaBuAM KypanTHA. [Tocre-
IICHHO COCTOSHHE ITAIIHCHTA VAYYIIIAOCH, OTEKH HC-
ge3an, A\ HOPMAAN30BAAOCH, OTMEYCHO HAPACTAHUE
yposusa Hb Ao 139 r/a, uncao tpomMbGonuTos GBAO
crabuabHO HOpMaAbHBIM (270 thIC. B 1 MKA), CK® yBe-
AMYHAACH AO 78 MA/MHH, XOTS YPOBEHb KpeaTHHHUHA
KPOBH CHUBHACA HE3HAYUTEABHO (A0 150 MKMOAB/A),
sHadenus nporeunypun He npesbimasn 0,1-0,3 1/a.
B yAoBAeTBOpHTEABHOM COCTOAHHU OBIA BBIITHCAH
Ha aMOYAQTOPHOE ACYCHHE II0 MECTy JKUTEABCTBA.
B aaapHediieM mpoAOAKAA HAOAFOAATBCH B ACTCKOM
I'Kb Cs. Baaamvmpa. B rewenme 2007-2011 rr. co-
CTOSIHHE ITAIINEHTA OCTABAAOCH CTAOMABHBIM: COXPAHS-
AACh yMepeHHas aprepHasbHad runeprensua (AA me
mmwke 140/90 MM pT.CT. HECMOTPSI HA ITPOAOAJKAIOIITY-
FOCA AHTUTHIICPTEH3UBHYIO TEPAIINIO SHAAAIIPHAOM),
ypoBerb KkpearuHuHA cOCTaBAAA 130-140 mMrMOAB/A,
IeMATOAOTHYECKUE ITAPAMETPBI OBIAM HOPMAABHBIMI,
nporennypust He 6oaee 0,3 r/a. B 2011-2012 rr. upn
OTCYTCTBHM AHEMHH U TPOMOOLIUTOIICHHU CTAAH IIO-
crertenno Hapacrats AA, nporennypus (1,86-2,7 /),
kpearuaunemust (170-240 MkMOAB/A), OTMEYIEHO CHU-
axenue pacuerHoit CKD Ao 56 MA/MHUH. B cBS3H ¢ a1HM
B okrsope 2012 r. OBIA BIEpBBIE IOCIUTAAM3UPOBAH
B KAHHHKY Hedporornn nm. E.M. Tapeesa 1 MIMVY
M. VLM. Ceuenosa. ITpu obcaeaoBarnu Hb-122 r/a,
TpomMOonuTel — 223 ThIC. B 1 MKA, CyrouHaf IpOTEH-
aypust 1,9 v/cyr, kpearunun — 3,7-3,4 mr/aa (0,5-1,2),
moueBas kucaora — 488-557 mxmoan/ A (145-415), AAT
—418-325 EA/ A (240-480), CK® — 58-36mA /MuH (zpo-
6a Pebepra). Konrcraruposara XITH B ncxoae perman-
BHPYIOIINX 31M30A0B octpoit TMA, cocraBasroreit
Mopdoaormaeckyro ocaoBy arummanoro 1I'VC. Xapak-
Tep TedeHusA 3a0oAeBanHuA mocAe permansa B 2007 T
IIO3BOASIA IIPECAIIOAATATH IIPOTPECCUPOBAHHUE IIOYCU-
HOW HEAOCTATOYHOCTH B OTCYTCTBHE KAMHHKO-A20O-
paropHbIX 1mpusHakoB ocTpoii TMA. Aas BoiBACHNSA
AOIIOAHUTEABHBIX (DAKTOPOB PUCKA IIPOIPECCUPOBAHI
HePOIATHH BHIITOAHEHO I€HETHYECKOE NCCACAOBAHIE
IIOAUMOP(U3MOB I€HOB I€MOCTA3a, BBIABHBIIICC ICTC-
posurorusre myraruu B remax X1I u XIII dakropos
CBEPTHIBAHUA KPOBH, P-Iier (pUOPHHOTEHA, a4 TAKKE
OAHOTO 13 (pepMeHTOB POAATHOIO IIUKAQ — METHOHIH-
CHHTA3bl. YYUTHIBAS BBIIBACHHBIC M3MEHECHUS, K HA3HA~
YCHHON AHTHIMIICPTCH3HBHON TEPAIIHH MOHOIIPHAOM
U HOPMOAHIIMHOM OBIAM AODABACHBI AHTHATPETaHTHI:
3UAT U KAPAHOMATHUA. B crabuApHOM coCTOAHIM OBIA
BBIIIACAH II0A aMOYAATOpPHOE HAOAIOACHHE IIO MECTY
HKUTEABCTBA.

B mosbpe 2012 r., MeHee geM depes MecAIT IIOCAC BBI-
IIICKH U3 KAUHHKH Y ITAIINCHTA, HECMOTPA Ha ITOCTOAH-
HBII ITPUEM PEKOMEHAOBAHHBIX IIPEIIAPATOB, OTMEYEHO
sHesanHoe nossierne AA Ao 170/100 mm pr. cr. Oano-
BPEMEHHO ITOABUAMCH HAPYILIEHUE PEUH, PACCTPOICTBO
MEMHEKH, CAA0OCTD M OHEMEHHE AEBBIX KOHEYHOCTEH.
BbIA TOCIIHTAAM3HPOBAH B HEBPOAOIMYECKOE OTACAE-
uue ['V3 PKbB r. Haapunk, rae mpu MCKT BbiaBAeHb!
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[IPU3HAKH AATEPAABHOIO TEMOPPATIIECKOTO HHCYABTA B
rpasoii remucepe 6oabiroro mosra. [pu MPT — mpu-
3HAKM BHYTPHUMO3TOBOM I€MATOMBI B Oa32ABHBIX SAPAX
cIrpaBa. YXyAIIeHHs (DYHKIIUH ITOYEK, CHILKCHHA YHCAA
TPOMOOIINTOB 1 HAPACTAHHUA AHEMHUH B 3TO BpeMA HE OT-
Mmegeno. [Iposeaena crerdudeckas cocyaucras tepa-
IIHA, BBIITHCAH C YAVUIIEHHEM O€3 OCTATOYHBIX ABACHUI
HAPYIIECHII MO3TOBOIO KPOBOOOPAIIICHIIA.

B urone 2013 r. cocrosmme crabuapHOE, COXPAHACTCA
aprepuaApHas runepronus, B anaauszax: Hb — 119 r/a,
nporenaypust 0,21 1/A, kpearmmun 325 MKMOAB/A,
OCTaABHBIE ITOKa3aTeAn B mpeacAax HOpMmel [Ipm KT
TOAOBHOIO MO3ra — KAPTHHA THIIOACHCHOIO YYACTKA
B 00AaCTH 0a3aABHBIX fIACP clpaBa (ocTHHMAPKTHAA
KHCT2). YauTeBas nporpeccupyroriee tedenue al'yVC
C KpailHe BBICOKHIM PHCKOM PasBUTHS HEOOPATHMOIO
[IOPAKEHHA KH3HEHHO BaKHBIX OPraHOB U YTPOKAFO-
IIUX JKH3HU OCAOKHCHUI, ITAIMCHTY PEKOMCHAOBAHO
HasHAYEHHE IIperapara DkyAusymad. B maame moaro-
TOBKH K ACYCHHIO AAA IIPO(MDHAAKTUKHA MEHHHIOKOK-
KOBOH HH(EKIHN BAKINHEPOBAH BakiuHON «MeHIie-
Bakoy. B cerradbpe 2013r. MOBTOPHO roCINTAAUSHPOBAH
B kAmHEKY uM. B.M. Tapeesa 1 MI'MV um. .M. Ceue-
HOBA AASL IIPOBEACHUS HHUIIMAABHOTO KyPCa TEPAILHH.

[Ipu mocTynAeHHUI: MAIMEHT aCTEHIYEH, 3aTOPMO-
ke, coHAuB. Koxkrere mokposer 6aeamsre. OTEKOB HeT.
B A€rkux ApIxaHIe BE3HKYAAPHOE. XPHUIIBI HE BBICAYIIIH-
BaroTCA. /\eBas TPAHMIIA CEPALIA CMEINEHA AO CPEAHE-
KAIOUHYHOM AMHUM, IIPH AYCKYABTAIIHN BBICAYIIINBACTCS
cucroArdecknii rym. Torer ceparia purvmrassr, YCC 78
B MuH., AA A0 150/100 mm pr cr. ZKusor msrkuii, Ges-
OoAe3HEHHBIH, 1edeHp He yBeandeHa. Huxrypus. B o6-
1em anaause kposu: Hb 106 1/, tpomGorimrsr 233 teic.
B 1 mxa, aeiikormrer 6000 B 1 mxa, COD 10 mm/4ac.
B amaamnse moum: ornocureabnas maotaocts 1005, 6eaok
0,6 v/ A, Apyrux namerenuii Het. CyrodHas IpOTEHHY P
1,7 r. B GroxumMurdeckoM aHAAU3E KPOBH: OOITNIT OEAOK
71 1/ A, anpOymus 45 1/ A, kpearuHus 4,5 Mr/AA, a30T MO-
uesnHb 18,1 MMOAB/ A, MOYEBad KHCAOTA 636 MKMOAB/ A,
obmmmit  Guaupyoun 5,7 mrmoab/a, ACT 10 ea/a,
AAT 5 ea/a, rarokosa 4,8 mmoab/A, Na 143 maxB/ A,
K 5,0 makB/A, kaabrmit 2,61 MMOAB/A, HOHU3HPOBAH-
merii kaspnmit 1,38 mmoas/a (0,9-1,3), meoprammue-
cknit hocop 1,7 mmoan/a (0,87-1,45), AAL 316 EA/A
(240-480), ramrroraobmu 2,4 mvoan/A (1,26-7,58), xe-
aezo 19,9 mrmoasn/a (9-31), tpancdeppun 24 /A
(2,15-3,8), % wmacsimenns xeaesom 19,9 (20-55), xoae-
creput 4,77 mvoas/A. IMapar-ropmon 20,40 mvoas/A
(1,26-7,58). TTpo6a Pebepra: CK® — 40 ma/mum. Koa-
rysorpamma: AUTB 1,22 (0,75-1,25), TTM 91 (86-110),
ubpunoren 3,17r/a (1,8-4,0), A-ammep 0,19 mr/aa (0-
0,55), POKM 4,0r/a (0-5,5). immyrosorus: PO — orp,
CPB - otp., Artucrpenrroansus-O — 0 ME/ma (0-125);
Kommaement — 31,4 rem.ea (20-40), IgE — 10,3 ME/Ma
(0-100), IgA 0,75 r/a (0,7-4,0), IgM 0,58 r/a (0,4-2,3),
IgG 8,77 r/a (7-16).

Y3U bpromnosi nosocmu u noxex: Ileweny ysean-
ueHa, AeBad AOAA 03x59 mm, mpasad acoad 141x109 mm,
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xBocTarast AOAfl 33x23 MM, KOHTYPEL POBHBIC, 3XO-
CTPYKTypa ee OAHOpOAHadA, AuddysHo msmenena. Co-
CYAHCTBIH PHCYHOK IedeHH He m3MeHeH. OCHOBHOI
CTBOA BOPOTHOI BEHBI 9 MM, HAIIPABACHHE KPOBOTOKA
IIpaBUABHOE. BHyTpHIIEYeHOUHbIE KEAUHBIE IIPOTOKH
He pacrmpensl. 2Keaunwiii nysvipe He yseanden. Ilo-
repedHuK 26 MM, CTEHKH 2 MM, B ITIPOCBETE KAMHH HE
onpeaeastercs. I'enmatnko-xoaeaox He pactuupes. [1od-
HenYDOUHAS Hceae3a HE YBEAMYCHA, KOHTYPHI POBHBIC,
3XO-CTPYKTYPa OAHOPOAHAfA, 3HAYUTEABHO TIHIIEPIXO-
reHHa. I'AaBHBIN ITAaHKPEATHYECKUH IIPOTOK HE PACIIIH-
pen. Cesesenxa ue yseandena, pasmepamu 97x52 M,
cTpykTypa oAHOpoAHasA. CeAeseHOUHas BEHA AHMaMe-
tpom 5 Mm. [lowxu oOpraHO pacroroxenbl. KoHTypsr
AOCTATOYHO POBHBIE, HOPMAABHEIX Pa3MEpOB: AcBaf
95x45x38mm, ToAnHA HapeHxuMbl 13-15 My, mpasas
96x48x40 mM, ToArmua mapenxumbl 13-14 mm. Kop-
THKO-MCAYAASpHAS AU EpEeHIIAIA — COXPAHCHA.
DXOreHHOCTb MAPEHXUMBI OOCHX IIOYCK IOBBIIICHA.
YAC pacmmpena. Caea aoxanka 11x21 mm, crpaBa
12x21 mm. ITOABIKHOCTD IIOYEK IIPU ABIXAHHU OOBIY-
Hadt. B moAoKeHHN CTOA CMEIeHHE ITOYEeK KHH3Y He
ompeaeasitored. B pexknme LHAK mogewnsiii kxpoBoTok
HE H3MEHCH, IIPOCACKHUBACTCA AO ITePUMDEPUIECKHUX OT-
AeAoB. OOAACTD HAATIOUEIHUKOB HE U3MEHEHA. 3aK.A10-
yenuye: HesHAIUTEABHBIC AU Y3HBIC H3MECHCHHS IIOA-
KEAYAOTIHOM sKeAe3bl, AL DY3HbIEC H3MEHEHUSA TIOYEK,
IIPU3HAKH ABYCTOPOHHEN ITHEAO3KTA3HH.

IAxo-KI: Kamepor cepdya: ITorocts ACBOTO KEAY-
asoura Aa — 4,3 em (N 5,5 cm). Toaruma crenox AZK:
TMIKIT 1,15 em (a0 1,0 cm), v ocroBamusa Ao 1,3 oM
(Hopma Ao 1,0 em), TBCAK 1,2-1,3 ecm (N a0 1,1 cm).
I'robanbnas coxpaturespnas dpynknua AJK me napy-
mena OI 60% (N ot 55%). Hapyrenns aokaapHOI
COKpPAaTUMOCTH HET. B IIoAOCTH AEBOTO KEAYAOUKA
OIIPEACASICTCS  AOIIOAHHTEABHAA XOPAQ, IIPHKPCIIAS-
TOIIasAcs K CPEAHEH TPETH MCEKKEAYAOUIKOBOI IIepe-
ropoakn. IToaocts mpasoro xeayaouka 2,2 cm (N A0
2,6 cm). Toammua csoboanon crerkn [TK: TITICITK
0,7-0,8 cm (N a0 0,5 cm). 30HBI rHITOKHHE3NN HE BBI-
aBAeHbL. [Torocts aesoro mpeacepams 3,4 e (N Ao
4,0 cM) Ha AeBoM OOKy. [TorocTs mpaBoro mpeacepans
He pacmupena. MexnpeacepAHas IEepPeropoAaka Oes
ocobennocrert. Kaanannvie cmpyxkmypor: Murpann-
HBII KAAIIAH — HE N3MEHEH, IIEPEAHSAA CTBOPKA JAAHHE-
Ha, IPOrud IEPEAHEH CTBOPKU AO (PHOPO3HOIO KOABLIA.
Dubpo3HBIE KOABLIA MUTPAABHOIO KAQIIAHA HE YIIAOT-
nenbl. Mutpasbnasn perypruranus 0-1 cremenn. Aop-
TAABHBIN KAQIIAH — CTBOPKH HE H3MeHEHBL. Pudpos-
HBIC KOABIIA A0PTAABHOIO KAAIIAHA — HE YIIAOTHCHBL
AopTaspHas perypruranns — HeT. TPHKYCIHAAABHBIN
KAQIIAH — CTBOPKM HE HM3MCHCHBL PHKYCIMAAAbHASA
perypruranus — 0-1 cremenn. Kaaman AeroaHoi apre-
PHE — CTBOPKH He H3MEHEHBL |lpusHakoB Aerodnoi
TUIIEPTEH3HN HET. AOIIOAHUTEABHBIC HAAOKCHHA HA
CTBOPKAX, IIOABH/KHEIE B TOKE KPOBH, HE OITPEACAAFOTCA.
Aerounas aprepus — He PaCIIIPEHa, AUAMETPOM 2,2 CM.
CrcroAndeckuil IOTOK B ACTOYHOH apTepUH He H3Me-
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He. Peryprurarus depes KAAIlaH ACTOYHOM apTeprn
1 cr. Kopenn aopter — 3,1 e (N 4,0 cm). Crenkm aop-
THI — HE M3MEHEHBI. \ANCTKU IIEPUKAPAA HE YTOAIICHEI,
B AMACTOAY CMBIKAIOTCA IIOAHOCTBIO. 3aK A0 eHue: 3HA-
YUTEABHAA KOHIIEHTPHYECKaA CHMMETPHYECKas IUIIep-
Tpodbu MIOKAPAA O3 OOCTPYKIIMU BEIXOAAIIIETO TPAK-
Ta A€BOTO KEAYAOUKA, AOIOAHHTEABHASA XOPAA B ACBOM
aeAayrouke. [Iporub cTBOPOK MHTPAABHOIO KAAITaHA
A0 pUOPO3ZHOIO KOABLIA C MUTPAABHOM PErypruTarueit
0-1 cr. HeaocraTounocTh KAAIaHA AETOYHOM apTepUu
1 cr. Hapyimenus reMOAMHAMEKH HeE BBIABACHO.

[TockoABKy manmenty, IepeHecIIeMy 2 3IIH30Aa
ocrpoit TMA, HI pa3y He BEIIOAHAAOCH HCCAEAOBAHUE
akruBHOCTH ADAMTS-13, GBIAO perIeHo HCCACAOBATD
e€ B MOMEHT HACTOAIIEH TOCIIHTAAM3AIINH, HECMOTPS
Ha OTCYTCTBHE AAZDOPATOPHBEIX IIPU3HAKOB MHKPOAHTH-
OIIATHYECKOTO FeMOAH3a X HOPMAABHOE YHCAO TPOMOO-
nuToB. AKTHBHOCTD MeTaaAomporennassl ADAMTS-13
B ITAQ3ME KPOBH IAITHEHTA COCTaBUAA 77% OT ypOBHA
akrusaoctu ADAMTS-13 B konTpoAbHOIT 1A23ME (pe-
depencusie suagenns 93-113%).

[Tocae 3aBeprirenns 0OCACAOBAHNA HAYATA TEPAIIHA
nperrapatom DkyAusymad. B coorsercrBum ¢ pekomen-
AAITIAME II0 ACYEHHIO B3POCABIX ITAIIHEHTOB, IIPO-
BEACHO 4 BHYTPHBEHHBIX BBEACHHA IIPEIIapara B AO3E
900 mr c maTepasom B 1 Heaearo. Yepes HeaeAro mocae
OKOHYAHHA HHUIIMAABHOIO MECAYHOIO KypCa TEpPAITHN
nposeaeHa 5-1 nHdy3ua Dxyansymada B Aoze 1200 mr.
HexeAareABHBIX ABACHUIT IIPH BBEACHHH IIPEIIApaTa He
OTMeYEHO. YiKe mocAe nepsoil nadysun Dkyansymada
CAMOYYBCTBHE IAIIMEHTA YAYYIITHAOCE, HCUYE3AH BBIPa-
KeHHaA CAabOCTh M COHAMBOCTE. B a1n e cpoxn ot-
mevena crabuamsanusa AA ma yposae 120-130/80 mm
PT. CT. IPH TOH K€ AHTUTHIIEPTEH3UBHON TEPAIIHH, HE
mmo3BoAsBIel panee nHopmasmsobats AA. Ilo 3aBep-
IIIEHUN KypCa MHUIIMAABHON TEPAIIMU OTMEYEHO CHH-
xerne ypous AAL (¢ 316 Ao 247 ea/A), kpeatnHnHa
(c 4,5 20 3,2 Mr/AA). VpoBeHD reMOrA0GUHA IpaKTIYe-
ckn ze mamenuAcs (10,6-10,8r/A). [ToBroproe necaeao-
Banne akrusaocTn ADAMTS-13 BriBuAO €€ Hapacra-
HHE AO AOCTHKEHHA pedpepeHCHBIX 3HaYeHHI — ¢ 77 %0
A0 101 %. B yAOBAETBOPHTEABHOM COCTOAHNH IAITHEHT
BBIITHCAH AAfl IIPOAOAKEHHA ACYEHHA DKYAH3yMaOOM
IO MECTY KHTEABCTBA C PEKOMEHAAIMAMH IIPOBOAUTD
nadysun npemapara B Aoze 1200 Mr pas B 2 HEACAH ITOA
€KEMECAIHBIM KOHTPOAEM ITOKA3aTEAEH I'€MOrAOOHMHA
U KPEaTHHHHA KPOBHU, ODIIIETO aHAAN3a MOYH.

OGcyxaenue

V IpPEeACTABACHHOIO IIAIIMEHTA AHATHO3 ATHITHY-
Horo I'VC He BBI3BIBAET COMHEHMI M OCHOBaH Ha CO-
YETAHHN MHUKPOAHIMOIATHYECKOIO IEMOAH3a, TPOMOO-
LUTOIICHNH, IPH3HAKOB mopaxerns mouek u [THC,
KOTOPBIE HMEAH PEIMAMBHpYIOIIEe TedeHne. Perann-
nag TMA noarsepxaena mopdoaoruueckn B 2007 r.
BO BpeMs LIEPBOIO PeIHANBA OoAe3HH. B TOT MOMEHT
MAT'A n tpombonuToreHns OBIAM KyIIHPOBAHbI, OAHA-
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KO (DYHKIIHSA IIOYEK HE BOCCTAHOBHAACE. C 3TOrO Bpeme-
HH OTMEYEHO MEAAECHHOE, HO HEYKAOHHOE HAPACTAHIE
KPCATHHUHA KPOBU B OTCYTCTBHE AHEMUU H TPOMOOLIH-
TOIECHHM, 4 TAK/KE CTOMKAS apTePUAAbHASA THIICPTCH3NUH,
PE3UCTEHTHAA K 2 AaHTHIMIIEPTCH3UBHBIM ITPEIIAPATAM.
MsI moAaraem, 9To TAaKOH Xapakrep TedeHus 3aboAe-
BAHHA MOKET CBUACTEABCTBOBATH O CYOKAMHHYECKOM
tedennu modeunod TMA y manwmenta ¢ al'VC. Ilpn
atoM cam arunraabeii I'VYC y onmceBaeMoro 60AbpHO-
ro, GE3yCAOBHO, IIPOIPECCHPOBAA, UTO ITOATBEPKAACT
passurue OHMK B zHOs0pe 2012 r. DrOT 511H304, € Ha-
IIeH TOYKH 3PEHHA, MOKHO PAaCcCMATPUBATH KaK Ode-
peanoii, Bropoit permans al' VC (nepsbrit — B 2007 1.
— TAaK/Ke IIPOTEKAA C HEBPOAOIMIECKOM CHUMIITOMATHKOM
B BHAE SIHIIPHCTYIIOB), OCOOEHHOCTBIO KOTOPOTO, I10-
BHAHMOMY, CACAYET CUUTATH H30AUPOBAHHOE IIOPAKE-
nue [HHC B orcyrcrBue reMaroAOrHYecKUX HapyIre-
HUI 1 SBHBIX IPU3HAKOB perpansa modedHoi TMA.
C Apyroii CTOPOHBI, HEAB3Sl HCKAIOYHTH, 9TO BHE3AITHOE
peskoe nopeirerrne AN (HECMOTPSA Ha IIPOAOAKAFOIITY-
IOCSl QHTHIUIICPTCH3UBHYIO TEPAIIHIO) MOTAO OBITH CBSA-
3aHO MMEHHO C TAKHM PEIIMAUBOM U CTAAO TPHITEPOM
OHMK. K coxarennro, AaHHBIE O COCTOAHHN (PYHK-
LUH ITOYEK HA TOT MOMEHT OTCYICTBYIOT, Y4TO HE IIO-
3BOASIET HU ITOATBEPAHUTH, HH OITPOBEPIHYTH IIOCACAHEE
IIPEAITOAOKEHHE., XOTA HAM IIPEACTABAACTCS, YTO IIO-
KaszaTeAw kpearuHuHA Kposu B mrone 2013 r., cuycrs
6 Mec. IIOCAE TIEPEHECEHHOIO MHCYABTA, IPAKTUIECKH
HE OTAHYAIOINUECcs OT TaKOBbIX B okTaAdpe 2012 r., mpu
nepBom obcaepoBannn B kanuuke nm. E.M. Tapeesa,
MOZKHO CUHTATh KOCBEHHBIM APTYMEHTOM B IIOAB3Y TOLO,
gro OHMK, ckopee, caeayer paccMarpuBaTh HMEHHO
KAK IPOABACHHE I'CHEPAAMBAIMH MUKPOAHTHOIATH-
9ECKOIO TPOMOOOOPA30BAHUA C BOBACUCHUEM HOBOIO
COCYAHCTOrO OacceiHa y IAINCHTA C CYOKAMHITICCKIM
TedenueM rmodednon TMA.

[To-Buaumomy, Tepmun «cyOkAnmHmdeckas TMA»
IIEAECOODPAZHO OBIAO OBI MCITOAB30BATH B CAydYae OT-
cyrcrBust MAI'A n tpombonmronesnn y OOABHBIX
C yCTaHOBAGHHBIM paHee anaraosoM al VC m meaneH-
HO IIPOIPECCHPYIOMICH ITOUEIHOH HEAOCTATOYHOCTEIO.
DKBHBAACHTOM 3TOMY IIOHATHIO, C HAIIECH TOYKH 3pe-
HHA, MOKET CAYAKHTb TEPMHH «aTPOMOOITHTOIICHIYE-
CKaf TPOMOOTHYECKAS MUKPOAHTHOIATUN, KOTOPBIH
HECKOABKO AeT HazaA mnpearomnan S.A. DeSerres
u P. Isenring [5]. ABTopsr BeiaeAuAH cpean 50 marmen-
TOB ¢ MOpoaormdecku MOoATBepKAcHHOI TMA rpyrr-
1y u3 10 OOABHBIX, Y KOTOPBIX IIOKA3AHIEM K OFOIICHH
IIOYKM CTaAd IOYEYHAA HEAOCTATOYHOCTH HEYCTAHOB-
ACHHOI 3THOAOTUH, IIPHYEM IIPH OYEBHAHBIX THCTO-
Aormdgeckux npusHakax TMA (IpeHMyIIeCTBEHHOE I10-
paKEHIE APTEPHOA C MHTHMAABHOH ITPOAMepaItmeit
U/HAU OTEK SHAOTEAHAABHBIX KACTOK C OTAOKCHUEM
ubpuHa B IPOCBETE KAIIHAAAPOB H APTEPUOA, CMOP-
IIUBAHIE HAH ABYKOHTYPHOCTh Oa3aABHBIX MeMOpaH
KAIIMAAAPOB KAYOOUKA, BTOPHYHBIN ME3AHIMOAH3HC)
YHCAO TPOMOOIIHTOB OBIAO HOPMAABHEIM, 2 § OAHOTO
n3 OOABHBIX OTCYTCTBOBaAM Takie npusHakn MAI'A.
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WHrepecHO, 9TO B MOMEHT IIOCTAHOBKU AHATHO32 IIPO-
IIEHT IIAIHEHTOB, HYKAAFOIIUXCA B AHAAU3E, CPEAH
«aTPOMOOLIUTOIICHHYCCKIX» OOABHBIX OBIA BBIIIIC, YEM
cpeAn OOABHBIX, MMEBIINX HH3KOE HYHCAO TPOMOO-
LIATOB, 4 5-A€THsIA OOIIAS U [TOYCYHAS BBIKUBAEMOCTD
B 9TOM IPYIIIIE OKA32AACH XYK€, 9€M B IPYIIIC OOABHBIX
¢ TpomOoruronenueil. Hyxuo ormernts, ¥r0 HO30A0-
IUYCCKUH AHATHO3 IAIIHEHTAM 0€3 TPOMOOIIHTOICHIN
TaK 1 He OprA yeranosaeH, xors I'VC u TTI, kak cae-
AYET M3 TEKCTA IyOAHKAIINH, OOCYyRAaAHCh. C TOUKK
3pEHMA ABTOPOB, TAKAS KHEIIOAHAMD, «ATPOMOOIIHTOIIC-
mrraeckam TMA Takike TpeOyer IMpUMEHEHHA ITAa3Ma-
Tepamnuy, 3O(EKTUBHOCT KOTOPOH CACAYET OLICHUTDH
B IIPOCIICKTUBHBIX HCCACAOBAHUAX. MBI IIOAAraeM, 9to,
1o anasorun ¢ ormcannoi S.A. DeSerres u P. Isenring
curyarueif, TMA y IpeACTaBACHHOIO HAMH ITAIIHEHTA
(11, BO3MOIKHO, V IIEAOTO pAAa APYrux 00AbHBIX al'VC,
V KOTOPBEIX I€MATOAOTHYECKUE IIPOSBACHUS OBIAU KY-
rmpopanbl C311 1 B AaAbHEHIIIEM HE PELIHANBUPOBAAL,
TOrAA Kak (DYHKIHA ITOYEK ITOCTEIIEHHO YXYAIIAAACH)
MOMKHO PACCMATPHBATD KAK «aTPOMOOLIHTOIICHIYC-
CKYIO» HAH «CYOKARHIYeCKYIOy. [Ipramnoii oTcyrcrBus
tpombormronernn u MAI'A, ckopee Bcero, sBaseTcs
OYArOBbIN, MO3AHYHBIN XapakTep MHKPOTPOMOOOOpa-
30BaHHUA B COCYAHCTOM pycAe rouek. Ilpu arom, mo-
BHAUMOMY, PACIPOCTPAHCHHOCTh H BBIPAKEHHOCTD
BHYTPHUIIOYEIHOIO TPOMOOTHYECKOIO IIPOIIECCa He
AOCTATOYHA AAf TIOABACHUSA B CHCTEMHOMN IIMPKYASLIIN
TpOMOOILIHTOIIEHHN ITOTpeDACHHA 1, TeM DoAee, IIpH-
3HAKOB MHKPOAHTHOIIATHYECKOTO I€MOAHU33, KOTOPHIE
MOZKHO OBIAO OBI BBIABUTD PYTHHHBIMU AAOOPATOPHBIMI
meroaamu. OAHAKO IIEPCUCTHPOBAHESA HTOTO IIPOIECCa,
KOTOPOE, BO3MOKHO, ITOAACP/KHBACTCA COXPAHAFOIIEH-
Cfl aKTWBAIIMEH KomItaeMeHTa, cBorctBenuon al Vi,
BITOAHE AOCTATOYHO, YTOOBI IIPUBECTH K ITOCTEIIEHHO
HAPACTAIOIIECH UIIEMIH ITOYCK, 9TO OYAET IIPOABAATHCA
CHUHAPOMOM COCYAHCTOH HePOIIATHN — HEYKAOHHBIM,
XOTA 1 MCAACHHBIM, YXYALHCHI/ICM (byHKL[I/II/I ITOYCK, TA-
KEAOH aPTEPHAABHOI THIICPTECH3NUEH IIPH OTHOCHTEAD-
HO HEDOABITION IIPOTEHHYPHH, KAK 9TO HMEET MECTO
Y HAIIIETO IIAIHEHTA. TaKuM 00pasoM, Xapakrep Tede-
Huf HeDPOIIATHH Y HAUEHTOB C «u3AcdeHHBIM» al VC
GoAee BCEro HAIIOMUHAET TAKOBOI IIPH HedpOIaTHH,
4CCOLUHUPOBAHHON € aHTH(MOCHOAUIIUAHBIM CHHAPO-
MoMm (ADC-medpomarus) [1, 11]. Ilpeanmosomxenne
o cyOxanHmgeckoM TedeHun TMA y Hamrero 60AbHO-
IO MOKHO IIOATBEPAUTH HEKOTOPBIMH OOBEKTUBHBIME
pakramu. Bo-mepBbix, Gruoricus modkn, BEITOAHCHHASA
IIOCAE 2X AT PEMHCCHU 3200ACBAHUS C HOPMAABHBI-
MU TeMATOAOTUYECKUMHE TTOKA3ATEAAMU, TTOKA3ATEAAMMU
dyuxunn nouek, AA 1 MUHEMAABHON IIPOTCHHYPUCH,
BBIABUAQ Y IIAIIMCHTA, HAPSAY C IIPH3HAKAMU OCTPOIH
TMA, KOTOpBIE 1 CACAOBAAO OKUAATD B MOMEHT PEIIH-
AuBa al'VC, rHCTOAOTHYECKIE IPU3HAKNA XPOHUYECKOH
TMA. ITocaeAHre OBIAM IIPEACTABACHBI AOOAABHBIM
CKACPO3OM H HINEMHCH KAMHMAASAPHBIX IIETEAb DOAce
4gem B 40 % kayboukoB, AndPy3HO-OIATOBBIM CKACPO-
30M MHTEPCTHIHUA C aTPOdHEH KAHAABIIEB, YTO, C Ha-
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e TOYKM 3PEHHA, COOTBETCTBYET HIIIEMHICCKOMY
XapaKTepy IOPAKECHNA IOUYEIHON TKAHU IOCTTPOMOO-
TUYECKOTO TEHE3a AAKE B OTCYTCTBHE YCTKHX IeMATO-
Aormdeckux 1pusHakob TMA. Bo-BTopsix, pesyAbTaTsl
nccaepoBannd ADAMTS-13, BeimoAHeHHOrO BIIEpBEIE
crycers 6 Aet mocae permanba al'VC mpu HopmMaAbHOM
YHCAE TPOMOOIIHTOB, ITPOACMOHCTPHPOBAAN HEKOTO-
po€ CHIKEHHE AKTHBHOCTH METAAAOIIPOTEHHA3BI, UTO
MOZKET CBUACTEABCTBOBATD O IIOTPEOAEHHHN 3TOTO (hak-
TOpPa B TEKYIIEM IIPOIIECCE AOKAABHOTO BHYTPHITOUCY-
HOTO MHKpOTpOoMOOOOpasoBanus. Harm aammsre co-
raacyrorcs ¢ mpeasoxeruem S.A. DeSerres u P. Isenring
[5] mccaeaoBate ADAMTS-13 kax Ooaee TOUHBIH Map-
Kep HAAMYHA MHKPOTPOMOO30B Y IAIIMEHTOB ¢ MOpO-
rormueckort kaprunoit TMA, He mMeronux TpomMobo-
LUTOICHIH. AOITOAHUTEABHBIM APIYMEHTOM B ITOAB3Y
IIPABOMEPHOCTH 3TOTO IIPEAAOKEHNUSA ABAAETCA HOPMa-
amsartus nokasateas ADAMTS-13 y marrero 00ApHOTO
C AOCTHKEHHEM YPOBHA pedhepEHCHBIX 3HAYEHHI II0-
CcA€ mepBbIX HH(Y3HIT 9KyAN3YMa0a, 9TO OATBEPIKAACT
addexTHBHOCTD TIpenapaTa 1m0 OAOKMPOBAHUIO IIPO-
1ecca TpoOMO0OOPA3OBAHKA B MEAKHX COCYAAX IOYEK.
B-tperpux, oTBeT Ha 9KyAH3yMaO y HAIIETO ITAIIHCHTA,
momumo HOpMmaAusaruu yposas ADAMTS-13, Braro-
gan B ceba cumxenne yposua AAI mourm ma 30%
110 CPABHEHHIO C MCXOAHBIMH, XOTA M HOPMAABHBIMU,
3HAYCHHUAME, HOPMAAU3AINIO U CcTabmAamsanuio AA u
YMEHBIIIEHHE ITOKA3ATEASl KPEaTHHIHA KpoBH Ha 25%.
Kpome Toro, yxe mocae mepBoro BBEACHHA IpeIapara
y HAIHEHTa UCIE3AU CAADOCTh M COHAMBOCTD, YTO OH
TPAKTOBAA KAK YAVUINCHHE KAYECTBA JKU3HH. Takum 00-
Pa3oM, CpaBHEHHE B AHMHAMUKE (AO M IIOCAE 3aBEpIIe-
HEA HHHIHAABHOTO KypCa SKYAH3yMada) IOKa3aTeAeH
ADAMTS-13 u AAD' (t1epBBLiT BEIPOC AO HOPMAABHBIX
3HAYEHUIA, BIOPOM, XOTA U OBIBIIUI B IIPEAEAAX HOPMBI
HCXOAHO, CHU3HACA DOACE YEM Ha YETBEPTH) IIOATBEPIK-
AQeT IPEAIOAOKEHIE O BO3MOKHOCTH CYOKAMHIYECKO-
ro Tedenns novednoit TMA, koTopyro ycrerso kymm-
poBaa skyanmsymad. Hopmaansarma AA u crmkenne
YPOBHA KPEATHHHHA KPOBH Y HAIIEIO IAIMEHTA, IIO-
BHAHMOMY, CBA3AHBI C YMEHBIICHHEM BBIPAKECHHOCTH
MINEMUH IIOYEK 32 CIET IIPEKPAICHIA MEKPOTPOMOOO-
6pasosanus. M a1oT (hakr, ¢ HAIIEH TOYKH 3PEHIA, MOK-
HO PACCMATPUBATH KAK €INEe OAHMH, XOTf ¥ KOCBEHHbII,
APIYMEHT B IIOAB3Y BO3MOKHOIO CYOKAMHHYECKOIO Te-
gennst TMA mpu al'VC. Ecan Orr niremus modedHon
TKAHH OBIAA CACACTBHEM HE MHKPOTPOMOOOOPa3oBa-
nud, a (PUOPO3HOH HOCTTPOMOOTHYECKOH OKKAFO3UH
COCYAOB MHKPOIIUPKYAATOPHOTO PYCAd, BPAA AH BO3-
MOKHO OBIAO HAACATHCA HA CTOAD 3HAYUMBIH apdexTt
3KyAN3yMaba y OOABHOIO C AAMTEABHO CYIIIECTBYFOITICH
(okoao 7 aer) XITH. ITo-BuauMOMY, y HAIIIErO IIAIIHCH-
Ta nMeAa Mecto Takike TMA cocyA0B TOAOBHOIO MO3ra,
PE3YABTATOM KOTOPOM MOTAA CTATH €IO HINEMHUSA, YTO
IIPOABASIAO CEOA AMIID HOCTOAHHON COHAMBOCTBIO, HC-
YE3HOBEHHE KOTOPOH CBHACTEABCTBYET 00 appexTmB-
HOCTH 9KyAH3yMa0a 1 B OTHOIIIEHUH 3KCTPAPEHAABHON
TMA. Takum 00pa3om, OTBET Ha SKYAH3YMAO B AAHHOM
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CAyYae TAKIKC CBUACTCABCTBYCT B IIOAB3Y IIPABOMCPHO-
CTH IIPCAITOAOKCHHA O BO3MOKHOCTH Cy6Kl\I/IHI/I"I€CKO—

ro tegerus TMA mpu al'VC.
3akArouenue

[IpeacraBAeHHOE — HAOAIOAGHHE — CBHAETEABCTBY-
€T O BO3MO)KHOCTH CYIIECTBOBAHUSA CYOKAHHITICCKOI
TMA y 6oabubix atummaabiv I'VC. Tepmun «cyOkan-
nueckad TMA» 1ieaecooOpasHO IPUMEHATD B TEX CAY-
Jafx, Koraa y manuentos ¢ al'VC, mepenecriux ocrpsrit
artm30A TMA (MAH €ro persAnBEL), IPU AAABHEHITIEM
AMHAMHYCCKOM HAOAIOACHHH B OTCYTCTBHEC TPOMOO-
LUTOIICHUN M IIPU3HAKOB MHKPOAHIMOIATHYECKOTO
IeMOAU32 OTMEYACTCA MEAACHHOE IIPOIPECCHPOBAHIE
XPOHHYECKON ITOUEUHON HEAOCTATOUHOCTU U HMECTCA
TPYAHO KOHTPOAHpYEMas apTepPUAAbHAS THIIEPTECH3HA
[IpU MEHHMAABHOM HAN YMEPEHHOM MOYEBOM CHHAPO-
Me. Mapkepom MHKPOaHTHOIIATUYECKOTO TPOMOOOOpa-
30BAHUSA B IIOAOOHBIX CUTYAIIHAX MOKCET OBITD HECKOAB-
ko cHmkenHas axtusHOCTE ADAMTS-13, koropyro
CAGAYET ONIpeAcAATh B AnHamuke. CyOKAMHHYECKYIO
TMA y marmenTos, nepenectux al'VC, MoxHO pac-
CMATPUBATD KAK [IOKA3AHNE AASL HA3HAYCHHSA 9Ky AU3YMa-
0a. [IpuMenenne npemapara B 9TOM CAyYae CMOKET 3a-
TopMo3uTh IIporpeccuposanne XITH u mpeaorsparurs
pasBUTHE YIPOKAIOIIETO JKU3HH OOABHOIO PEIIHAHBA
6oaesnn. OAHAKO 3TO HYKAAETCA B ITOATBEPKACHHH
B XOAC AAABHEHIIINX HCCACAOBAHMUIL.

H.A. Kosnosckas u E.C. Cmoaspesuy a6aat0mcs
axcnepmamu komnanuu «<Arexcuon Papma>.

,Ap_yzue Coa8mMOPoLL cmamot 3a164110M 06 omcym-
cmeuu KOH¢ﬂukm¢l unmepecos.
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