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Arnnmaseiii reMoAuTuKO-ypemudeckuii cuHApoM (al'YC) — peakoe, onmacHoe AAf KHU3HU 3200A€Ba-
HHE, BBI3BAHHOE HEKOHTPOAHMPYEMOIi aKTHBAIMEll KOMIIAEMEHTA II0 aAbTepHATUBHOMYy mytu. Ao He-
AQBHETO BPEMEHH EAMHCTBEHHBIM METOAOM A€YEHHA 3TOW GOAEC3HU OCTABAAOCH PAHHEE MHTEHCHBHOE
IpoBeAeHue IAazMacgepesa, KOTOpoe, TeM He MEHee, BO MHOTHX CAy4YadX OKa3bIBAAOCh HEAOCTATOYHO
3¢ (P eKTUBHBIM U HE IIPEAOTBPAIIAAO UIIEMUYIECKHX IIOBPEIXKACHHUI PA3AUYHBIX OPraHOB. DKyAU3yMaO,
MHIAOUTOP AKTUBALIIU KOMIIAEMEHTA I10 AABTEPHATUBHOMY ITyTHU, BBI3BIBAET OBICTPOE U YCTOHYHMBOE II0-
AaBAaeHue TpomOoTHYecKkoi Mukpoanruonaruu (TMA) npu al'yYC, 3HaUNTEABHO yAyYIIIas MCXOA H IIPO-
rHO3 3T0r0 3a60AeBanmaA. OOmENpU3HAHHBINA TepaneBTHYECKUi 3¢ deKT sKyAsmsymaba B HacrosIiee
BPEMs CACAAA €TI0 IIPEIIAPATOM IIEPBOM AMHHH B T€X CAYYasAX, KOTAQ, IOCA€ HCKAIOUEHUA BCEX APYTUX BO3-
Mo>xHbIX npuanH TMA, aunarao3 al'YC craHoBuTcsa HeCOMHEHHBIM. MBI IIpeAcTaBAsieM COOCTBEHHOE Ha-
OaroaeHue 3a 13-A€THUM MAaABYHKOM C YCTAHOBACHHBIM paHee AuarHozoM al'YC, y koToporo akyansymao
OBIA IpUMEHEH U3-32 EPCUCTUPYIOMUX HeCIelnpUIeCKIX KAMHUYECKUAX IIPOABACHHUII IPU OTCYTCTBUH
AabOpaTOPHBIX IPU3HAKOB AKTUBHOCTH TPOMOOTUYECKOII MUKPOAHIHONIATUN (HOPMAABHBIE IIOKA3ATEAN
TpomborroB u AAT, orcyrcTBre ITM30LUTOB). DTO A€UEHHE MPUBEAO K KYIIHMPOBAHUIO IPOTECUHYPHUI
¥ aHEMUH, 3HAYNTEABHOMY YAYYIIIEHHIO caMmouyBCcTBUA U yBeandeHuro CK®, uro 3acraBuao Hac npeario-
AOXKUTB CyOKAMHIYECKYIO AKTHBHOCTH OOAE€3HU.

Atypical hemolytic uremic syndrome (aHUS) is a rare, life-threatening disease related to uncontrolled
complement activation. Until recently, the management of aHUS consisted of eatly and intensive plasma
exchange, although this was mostly ineffective in protecting from subsequent organ damage. Eculizumab,
an inhibitor of the alternative complement pathway, produces a rapid and sustained inhibition of the
thrombotic microangiopathy process, with significant improvements in long-term clinical outcomes. Due
to the significant improvement achieved, eculizumab has subsequently been approved as the first-line
therapy when an unequivocal diagnosis of aHUS has been made. The use of eculizumab has changed the
management and the outcome of aHUS, becoming the frontline treatment of the disease. We report a case
of a 13 year-old boy with aHUS who got eculizumab because of persistent non-specific clinical symptoms
in the absence of laboratory evidence of active thrombotic microangiopathy. The use of eculizumab was
associated with a significant decrease in proteinuria, anemia, increased GFR and an improvement in general
state, revealing that the subclinical symptoms were caused by unsuspected disease activity.
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Bseaenue

l'emoanruro-ypemudeckuit  cumapom (I'VC) ormo-
CHTCS K TPYIIE 3200ACBAHHIT C PASANYHBIME dTHOAOIT-
el U MATOTrEHEe30M, KOTOpBIC, BCACACTBHE OOpPAa3OBAHIA
TPOMOOB B MUKPOIIIPKYASTOPHOM PYCA€, OOBEANHAIOTCS
TEPMHHOM «TpoMOOTHYecKas Mukpoarrronatusy (TMA).
Aast Bcex BuaoB TMA xapaxkTepHBI OAHOTHITHBIC MOp-
(pororIIecKIe M3MEHEHNS B KAITHAAAPAX U aPTEPHOAAX,
BKAFOUAFOITIHE OOraThie TPOMOOIINTAMH TPOMOBI, YTOAITIE-
HHE U OTEK CTCHKH MEAKHX COCYAOB, OTCAOCHHE SHAOTE-
AHAL OT OA3aABHBIX MEMOPAH, PACIIHPEHNE CYOIHAOTEAU-
AABHOTO IIPOCTPAHCTBA, 9TO B KOHCYHOM UTOTE IIPUBOAUT
K HIIEMAN U AUC(YHKIINE PA3AHMIHBEIX OpraHos [2]. [1pu
TMA, IOMHMO OpraHHBIX ITOPAKEHHIA, Pa3BUBAIOTCA
TPOMOOIIHTOIICHHUA TIOTPEOACHHA 1 MUKPOAHIHOIIATHYC-
CKasl TEMOAUTHYECKAA aHEMHS, OTAUNYHTEABHBIM ITPU3HA-
KOM KOTOPOI SIBAACTCA HAAMYIIE B IUPKyArmu 6oace 1%
(pparMeHTHPOBAHHBIX SPHTPOLHTOB (MH30onutoB). I1pu
9TOM IIPUCYTCIBYIOT M APYIHE A2OOpPATOPHBIE MAPKEPHI
BHYTPHCOCYAUCTOTO TE€MOAH3a, TAKHAC KAK IOBBIIICHHE
ypoBHA AakraTAeruAporenassl (AAD) i cHikeHHEe YPOBHA
FAIITOrAOOMHA IIAA3MSI |2].

Hecmotps Ha cxokie KARHIGeCKHE 1 MOPGOAOTHHE-
ckre nposBAeHud, neppraHyto TMA MOXHO paspeAnTs
Ha ABe OOABIIINEC IPYIIIEL TPOMOOTHYECKYIO TPOMOOLII-
ronermgeckyro nypuypy (TTIT) u I'VC [12]. Muxporup-
kyAsTopabie TpoMOossr ipu TTTT sBasroTca caeacTBrEM
TAKEAOTO ACDHIIMTA AKTHBHOCTH METAAAOIIPOTCHHA3BI
ADAMTS 13 — sH3uMa 1IA23MBI, KOTOPBII B HOPME pac-
IICTIAACT CBEPXKPYIIHBIC MYABTHMEpPH (pakropa Qo
BuaneOpanaa, cHmkad ero TPOMOOICHHBIM IIOTCHITH-
an. Aedpurmmr ADAMTS 13 moxer Obrtb 0OyCAOBACH
TCHETHYICCKUMI HPHYUHAMI HAM MOXKET OBITh BBISBAH
LIIPKYAHPYIOIIIMI  AYTOAHTHTEAAMH, OAOKHUPYIOIIIMIT
ator su3uM [2]. I'VC — 310 BapmanT TMA, 1ipr Kotopom
HAHOOACE TAKEAOE ITOBPEKACHIE PA3BUBACTCA B MUKPO-
LIIPKYAATOPHOM PYCAC ITOYCK, B CBA3H C UM IIOYCYHASA
HEAOCTATOYHOCTD ABAACTCA OAHHM H3 IPEOOAAAAFOIIIIX
KAMHIYECKHX HpofBAeHHNA. OAHAKO M ApPYIHE OpIraHbI
U CHCTEMBI, B 9ACTHOCTH, TOAOBHOH MOST, KEAYAOUHO-
KHITICYHBIA TPAKT, CEPALIC U AETKHE MOIYT OBITh BOBACUE-
HBI B IatoAorndeckii porecc|12]. Tpaaummonno I'VC,
B CBOIO OYEPEAb, ACAHAH Ha ABa BapuaHTa: A+ (accormu-
POBAHHBII ¢ Anapeeii) 1 A— (ITpOTeKArOIIIIT O3 AHAPEH).
[Ipu aTom moapazymesasocs, uto A+1VC tomaectBernen
I'VC, Bosuukaroriemy Ha (pOHE KHIIEIHON HHQEKIIHH,
BBISBAHHOMN IITHTA-TOKCHH IIPOAYLIAPYFOIIIIME IIITAMMA-
mu E.coli [1]. OAHAKO HAAGKHOCTD AMAPEH KAK OTAUYH-
TEABHOTO ITpusHaka TOH wAu uHOH dopmer ['VC Gbiaa
B IIOCACAHEE BPEMA ITOABEPIHYTA COMHEHHIO, TAK KaK
CTAAO H3BECTHO, YTO AMAPES YaCTO SABAACTCH TPHITEPOM,
3aIIyCKAFOIIM MEXaHU3MbI PA3AMYHBIX BapraHtoB TMA
[12]. B cBasm c otmM ceffuac IIPUMEHAOTCA TEPMUHBI
«rurmasbii ['YC» (1I'VC) aas obo3HavueHns BapuaHTa,
PA3BUBAIOIIICTOCA BCACACTBHC ACHCTBHA INHIA-TOKCHHA,
u «aruruaeii I'VCy (al'VC) aad onmrcanus Bcex APyrux
BAPHAHTOB.
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al'VC — peakoe, resermdeckn 0OyCAOBACHHOE, OITAC-
HOE AASl KH3HH 3200ACBAHHE, BBI3BAHHOE HEKOHTPOAH-
PYeMOM aKTHUBAIIHCH KOMIIACMEHTA II0 AABTCPHATHBHOMY
nyru. Passrrrne TMA 1pu 9101 ITATOAOTHH MOKET OBITH
CBA3QHO C MyTAIIMEHl OAHOIO W3 T€HOB, KOAMPYIOIIINX
CHHTE3 BAKHEHIIUX KOMIOHCHTOB CHCTEMBI KOMITACMCH-
ta (paxrop H, daxrop I, MemOpanHEI KOGAKTOPHBIH
mporens, C3, daxrop B, TpOMOOMOAYANH) HAK ayTOMM-
MyHHBIM cocTofrueM (aHtmresa k (pakropy H). Heno-
CPEACTBEHHBIMU IIPOBOLIMPYIOMINME (PAKTOPAMHI YaCTO
ABASTOTCA MH(EKIINH, OEPEMEHHOCTD, POABL U XUPYPIU-
YECKUE BMEINIATEABCTBA [8].

Amaraos al' VC Moxer OBITH AOKA32H TI€HETHYE-
CKUM HCCACAOBAHUEM, KOTAA OOHAPYKHBAIOTCHA OAHA
UAN HECKOABKO MyTaruil B reHax-peryasropax (CEFH,
MCP, CFI, CFB, C3 uaun THBD), uau ummynodep-
MEHTHBIM AHAAH30M IIPU BBIABACHHIH aHTUTEA K (hak-
topy H [7]. Oamaxo y 40% manmenToB moAOOHBIE re-
HETHYECKHE H3MCHEHHA HE OIPEACAAIOTCA, HECMOTPA
HA IIPHCYTCTBYIOIIYIO THIIEPAKTHBAIIMIO KOMITAEMEH-
Ta IO AABTCPHATHBHOMY IyTH. DTO, IIO-BHAUMOMY,
CBAI3AHO C TEM, YTO IIEPEYCHb OKA3BIBAIOIIUX BAU-
AHIE TCHETHYCCKUX (DAKTOPOB HE HCYCPIIBIBACTCH
TOABKO IICPEYHCACHHBIMU BBIIIIC ICHAMHI, ACHCTBUC
KOTOPBIX M3YYEHO K HACTOAINEMy MOMEHTy. B cBa-
3u ¢ atuM AmarHo3 al'VC He MOkeT OBITH HCKAIOYIEH
IIpU HETraTHBHBIX pe3yAbraTax ceksenuposanua AHK
[9, 12]. Boaee TOTO, MOAEKYAAPHO-TEHETHYECKHIE NCCAE-
AOBaHHUA OOBIMHO 3aHUMAIOT MECALBL, B TO BPEMs Kak
pCIIIEHrE O PAIIMOHAABHBIX METOAAX ACYCHHSA Y IIAITH-
ernra ¢ akTuBHOH TMA AOAKHO IPUHEMATBCA B 9pes3-
BBIUAMHO Koporkue cpoku. [lostomy amarmos al'VC
AOAKCH OBITh VCTAHOBACH HA OCHOBAHHH AHAAH32
KAHHIKO-A20OPATOPHBIX AAHHBIX ITOCAC HCKAFOYCHISA
Bcex Apyrux rnpuans TMA, BO3MOKHBIX § KOHKPETHO-
ro maruenTa [12]. V pedénka ¢ TMA AAf AHATHOCTHKI
al'VC o6bruno pocrarouno uckarounts LTI tI'VC
U TAKEAYIO ITHEBMOKOKKOBYFO NH(DEKIINIO (ITHEBMOHUH,
MeHHHTUT, cericuc) [8, 9]. AAst 3TOro OYeHDb BAXKHBIM AB-
astercs onpeaeacHue akruHocTn ADAMTS 13, TOAB-
KO KpaifHe HH3KHE IIOKa3aTeAn KOTOpoH (Hmxe 5% ot
mopmel) cBupereabctByioT o TTIL ITpoapoma B BHAC
AMApEH B COYETAHHU C IIOAOKHUTEABHBIM TECTOM Ha
IINTA-TOKCHH H/UAH C BBICEBOM M3 KaAd IIHIA-TOKCHH
npoAyrmpyrorux rrrammos E.coli cookasearot TIVC.
V B3pOCAOrO MAIMEHTA IOMUMO 9TUX COCTOAHHM Tpe-
Oyercsi MCKAIOYCHHE M BTOPUYHBIX BapuaHTOB TMA
IPU TaKUX 3200ACBAHHAX Kak: aHTH(POCHOANITHAHBII
cuHApOM, cucremHas kpacHas Bordanka (CKB), ABC-
cuaapoM, HELLP-cumapowm, cercuc, MeTacTaTiHIecKre
OHKOAOIHYECKHE 3a00AeBaHuA U Ap. [13].

al'VC — 3a00AeBaHuE € OYCHD CEPHESHBIM ITPOTHO30M:
IPH €CTECTBEHHOM TEIEHHI CMEPTHOCTD B IIEPHOA OCTPO-
IO 31M30Aa cocTaBAseT A0 25%, y 50%0 GOABHBIX AOCTATOY-
HO OBICTPO pasBuBaeTcA TepMUHAAbHAA ypemus u B 80%
CAy9aEB DOAE3HD PEIIMAUBUPYET ITOCAE TPAHCITAAHTAIINH
nouxu [10]. Haumnas ¢ 2009 r., mcroaszoBanue skyAnsy-
Maba — MOHOKAOHAABHOTO I'YMAHU3HPOBAHHOIO AHTUTE-

Hedponorua u guanus - T. 17, N2 1 2015 53



HabnioneHus 3 npaktku

A2, DAOKHPYIOIIIETO KOMIIOHEHT 5 CHCTEMBI KOMIIACMEHTA
(C5), pEBOAFOIIHIOHHO YAVHIIIMAO HCXOA H ITPOTHO3 0O-
AC3HH, YTO CACAAAO 3TOT IIPEHAPAT CPEACTBOM TEPAIIIH
LIEPBOI AHHHH Kak B OCTPyIO rasy 3aboaeanus [11], Tak
1 AAfL TIOCACAVIOIIEH PO HAAKTUKE PELIHAUBOB, B TOM
YIICAC U IIOCAE IIOYEUHOH TpaHciAarTanu [6, 14]. Oana-
KO B CBA3U C OTHOCHTEABHO HEAOATHIM OITBITOM IIPHMEHE-
Husl 3T0ro mperapara A aederns al'VC i HeOGOAbIIIIM
YHICAOM KOHTPOAHPYEMBIX HCCACAOBAHHIT K HACTOAILIEMY
MOMEHTY OCTAFOTCA M Heperénusie Borpockl. [Ipoaoa-
KaeT OOCYIKAATBCS LEACCOOOPAZHOCTD MHOTOACTHEIO Ha-
3HAYCHNA SKYAH3YMa02 IIOCAE IIEPBOTO SITHM30AQ OOAC3HIL.
B s10M mAaHe, IpeKAE BCErO, AKTUBHO H3YYAFOTCSA PHCKEH
IIOCACAYIOIINX pertAnBoB TMA B 3aBICHMOCTH OT THIIA
reneTnaeckux myranui [7]. He menee BamHBIM TIpea-
CTABAACTCA OTBET HA BOIIPOC O IIOKA3AHHAX K AAHTEAb-
HOH TEpaIliy 9KyAH3YMaOOM B TEX CAy4asX, KOTAA IIPH
KYITHPOBAHMI MHKPOAHIHOIATITIECKON TEMOAUTIIECKOM
AHEMUH W TPOMOOLUTONEHHU OCTAFOTCA Hecrenudu-
YECKHE MPH3HAKA IOBPEKACHIA TIOYCK — IPOTCHHYPHUA
U/MAM APTEPHAABHAS TMIIEPTCH3HSA U/HAU CHIDKCHHC
KAyOOUKOBOH (brabTparumn. [10A0GHbIE KAMHITIECKHE 13-
MCHCHUS, COXPAHAIOIINECSA IIOCAC IIEPEHECCHHOIO SITH30-
Aa TMA, garre BCero BOCIIPHHUMAIOTCA KAMHHUITHCTAME
KAK HEOOpAaTHMbIE ITPOABACHUA XPOHIIECKONH OOAE3HH
nogex (XBIT). Tem ne menee, HEAABHO IOABUAUCH AAHHEIC
0 BO3MOJKHOM CBf3U 9THX CHMITTOMOB C COXPAHSAIOIIICHCS
cyoxamnrdeckoit akruBHocTbrO al YC [3, 4, 5, 11]. Ipuso-
AHMOE HAOAFOACHHE HAAIOCTPUPYET UMEHHO TAKOE Tede-
Hrie 3a00AEBAHUSA, UTO IIOATBEPKAACTCA IOAOKUTEABHBIM
PE3YABTATOM ACUCHIA 9KYAUZYMAOOM.

Kananueckoe Ha0AIOA€HUE

13-aerrnit maabunk ocryrma B uroxe 2012 1. 8 I'bY3
«OAKD» 1. OpenOypra B CBA3H C OCTPO PA3BHBIIIIMICH
PE3KOI  CAA0OCTBIO, BBIPAKEHHOH OACAHOCTBIO KOKH
U CAMBHCTBIX, COITOPO3HBIM COCTOAHMEM, aHypHUeH. VY pe-
O¢Hka He OBIAO AHAPEIHON IIPOAPOMSBI, HE OTMEYAAOCH
a0AOMHHAABHBIX OOACH. Dpiaa BemiBacHa amemmsi ¢ Hb
60 1/ A, pomGorrTorenns 74x10°/ A. B maske nepndepu-
YECKOH KPOBU HAMAEHBI IIM30IUTE 5-7%. Peruxyaoru-
103 — 5%. B Groxmmmraeckom aHaAnse KpOBI — MOYEBIHA
36 MMOAB/ A, kpeatrane 820 MKMOADB/ A, 0Ol GHANpY-
6un 32 Mmxmoab/A, ANT — 30 E/a, ACT — 32 E/a, AAI'
— 1717 Ea/a (< 430), KOK 75,6 Ea/A (<247), kommae-
ment axrop 3 (C3) — 68,6 mr/aa (90-180), kommaemerT
axrop 4 (C4) — 13,4 mr/an (10-40).

Koaryrorpamma: AUTB 28 cex (24-35), mporpowm-
GuroBblil nHACKe 92% (70-120), dubpuroren 2,47 1/
(1,8-4,0), A-ammep 0,21 mxr/ma (0-0,55). Tlyskuums koct-
HOTO MO3I2 HE BBIABUAA IIATOAOTHIL

MccaepoBarme MapKkepoB  ayTOMMMYHHBIX —3a00Ae-
BAHUIT AAAO HETATUBHBIC PE3YABTATBL AHTUHYKACAPHbIC
amrureaa — 0,5 Ea (< 1,5), anraresa Kk AByCIHPaABHOI
AHK - 15 EA/ma (<25), arTirTesa K B2-rAHKOIPOTEHHY —
1,9 ME/ma (0-20) , arrrureaa k kaparoantmny (A,M,G) —
2,0 ME/ma (0-10), TecT Ha BOAYAHOYHBIIT AHTUKOATYASHT
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— 36 cex (31-44), npsavas u zerrpsamas podOer Kymbcea ot-
purareasnsie. Akrasrocts ADAMTS 13 — 54% (93-113).

[TanmeHT OBIA HEMEAACHHO IIOMEIIEH B OTACACHIE
PCAHMMAIIIN ¥ B TEYCHHE IIEPBON HEACAH DOAESHH eMy
Ha (POHE TEMOAMAAH3A ITPOBOAUAKMCH MH(Y3UN CBE/KE3a-
MOPOIKEHHOM IIAA3MBI H 9PHTPOMACCHL B cBAAsu ¢ Tem, ato
HE OTMEYAAOCH AHAPEHHON ITPOAPOMEL, OBIA HCKAFOYEH
TI'VC. Ilokasareas ADAMTS 13 soimre 5% (kpoBb AAf
aHaAm3a OBIAA B3ATA AO HAYAAA TEPAIINH IIAA3MOH) AOKa-
3aa orcyrersue TTIIL Drtn AammBIE BMECTE ¢ OTCYTCTBH-
eM AADOPATOPHBIX IIPU3HAKOB aHTH(OCHOAUIIIAHOIO
cuaApoma, ABC-cHHAPOMA, IMMYHHON T€MOANTHYECKOM
anemr, CKB 1103BOANAT OTBEPIHYTH APYTHIE BO3MOKHEIE
nperauael TMA n anarsoctuposats al VC. Beiaa Hauata
Teparms 1aasmMacepe3oM ¢ 3ameHoi 60 MA/Kr [1Aa3Mbl 32
cearc. Co BTOPOI HeAeAH OOAE3HH OBIAO BBIIOAHEHO 3
ceanca maasmadepesa eKEAHEBHO C TIOCACAYIOIIIIM IIPO-
BEACHHEM 3 CEaHCOB B HeAeAro. Uepes 5 HeaeAb rocru-
TAAMBAIAHE B IEPHQEPUUECKON KPOBH OTMEYAAACH HOP-
MAAHM3AIIHIA YPOBHA TPOMOOIIHTOB, IITH30IIHTEI IIEPECTAAN
onpeaesttses, ypoers AAL camsnacs A0 280 Ea/a, ypo-
Berb C3 oBBICHACA A0 94 MT/AA, OTMEYAAOCH BOCCTAHOB-
AGHHE AUYPE3a, TIOCTEIIEHHAA HOPMAAN3AIINA ITOKA3ATEACH
MOYEBHHBI U KPEATHHIHA KPOBH. B CBA3H € yAydIIeHIEM
COCTOSAHNS, TEPAIIHSA TIAA3MOI OBIAA OTMEHEHA, U e€ AAAb-
HeflIlee IIPUMCHEHHE AAf IIPO(HAAKTHKE PELHAUBOB
HE PACCMATPUBAAOCDH U3-32 PA3BUTHA AAACPIHUCCKUX pe-
KM TIPH ITOCAGAHHX ceancax Iaasmadepesa. PeGénox
OBIA BBIIFCAH U3 CTALIMOHAPA C HOPMAABHBIME AASl €IO
BO3PACTA U POCTA IIOKA3ATEAIMU aPTEPHAABHOIO AABAE-
aus. Paccunrrannan o oopmyae [lsapiia CK® cocrapas-
Aa 88 MA/MHH, KOAUYECTBO TPOMOOLUTOB Hepreprye-
ckoii kposu 6140 260x10°/ A, axreBHOCTE AAL 240 EA/ A,
yposers C3 92 mr/aA. OAHAKO y ITAIIFIEHTA COXPAHAAACH
nporennypust 200-400 mMr B cyTKn, aHEMEA C TEMOTAOOH-
HoM 90-100 r/A 1 ypoBHEM CBIBOPOTOUHOIO (heppHTHHA
20 mkr/A (Hopma 30-350 MKr/A), OTMEYAAACH THIIEPIXO-
reHHOCTD IapeHxuMel rouek npu V3K, Ipu BozobHoB-
ACHUH IIOCEIICHUH IIKOABL § peOEHKa K 3-4 ypoky He-
H3MEHHO Pa3BUBAAOCDH OIIYIIEHUE PE3KOTO YTOMACHIS
U YCTAAOCTH, YTO 3CTABUAO POAHTEACH ITAINEHTa AOOH-
BATBCA €r0 OOydUeHNs HAa AOMY. MBI PAaCIICHUAM 3TH OCTa-
BABITINECA KAMHUYECKUE ITPOABACHUS, KaK passuTre XbI 1
B PE3YABTATE IIEPEHECEHHOIO THKEAOrO armsoaa TMA.
BoabHOMY ¢ aHTHIIpOTEHHYPHYECKOH M He(DPOIPOTEK-
THBHOH LIeASMI OBIAA HA3HAYCHA TEPAITHS SHAAAIPHAOM
B AO3€ 5 MT' B CYTKH H ITPEIIaPATAMU KEAE32 PEr OS, OAHAKO
IPOTENHYPHSA U AHEMUA COXPAHAANCH Ha TIPEAKHEM YPOB-
me. B 2013 r. B Huaepaanaax (KAHMHEKA VHEBEpCHUTETA
Hefimerena mvenn csaroro Paaboaa Yrpexrckoro), Ob1A0
BBITOAHEHO reermdeckoe nccaeaoBanme CEFH, CFI u C3,
BBIABUBIIICE B TETEPO3UTOTHOM COCTOSHIH IIPEAPACITOAA-
rarornuii K al'VC oanvopdusm daxropa H (¢.331C>T).
PeOErKy OBIAO IIPOBEACHO MCCACAOBAHUCE TUTPA AHTHTCA
K daxropy H, ze obHapy:xuBIIee orkAoHeHMIT OT pede-
PCHCHEIX 3HAYCHUIH. B TedYeHme OCACAYIOIIErO TOAA TIO-
CA€ BBIIIECKH W3 CTAIIMOHAPA V IIAIIMCHTA COXPAHAAHUCH
CHIDKEHNE (DH3MYECKON aKTHBHOCTH, aHEMHA AETKOM
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CTEIECHH ¥ IPOTEHHYPHA TP HOPMAABHBIX ITOKA3ATEAAX
ypoBHA TpoMOOImTOB KpoBH, akrusHocTH AAI 1 o1-
cyrerBun 1sormtoB. CK® cocraBasaa 86-90 Ma/ M.
B oxra0pe 2013 1., HecMoTps Ha TO, YTO OCHOBHOM I'MIIO-
TE30M, OOBACHAIOIEH MMEFOIITNECT KAMHUIECKAE CHM-
IITOMBI, TTO-TIPEKHEMY OCTABAAACH XPOHMYECKAA DOAC3HD
IIOYEK, Y HAC BO3HHKAU COMHEHHSA B TIOAHOM OTCYTCTBHI
MUHHUMAABHOM aKTUBHOCTH OOAE3HH B CBA3M, C UeM ObIAA
HAYaTa TEPAIIH SKYAH3YMAOOM.

[perrapar GBIA BBEACH BHYTPHUBEHHO ABAKABI B €/Ke-
HEACABHOH A03e 600 MI' C ITOCAGAYIOITIIM TIEPEXOAOM Ha
sHyTpuBeHHOE BBeAcHHEe 900 Mr KamAble 2 HEACAH (BeC
marmenTa 36 kr). Cpasy e IOCAE ITEPBOTO BBEACHNA IKY-
AM3yMaba OBIAO OTMEYEHO 3HAYUTEABHOE YMEHDIIICHHE
IPOTENHYPHH, KOTOPAA MCYE3Ad COBCEM ITOCAE TPETBEH
MHQY3UHI IPEapaTa, 9T0 IO3BOAHMAO OTMEHHTDH SHAAA-
npuA. OAHOBpeMEHHO OBIAA IIOAHOCTBIO KYITHPOBAHA
aHeMus (YPOBEHb IeMOTAOOHHA IIePHPepPUIECKOil KpOBH
HOBBICHACH €O cpeaHero sHaderusa 9610,3 r/A B TTEPHOA
AO HasHadeHus skyAnsymaba A0 12820,8 r/a B mepuoa
IIPHMEHEHHS 3KYAN3YMa0a), IIPX 9TOM MAPKEPHI AKTHBHO-
cru TMA orcyrersoBasn. Uepes 2 MecAIa Takoi Teparmmm
PEOEHOK ITepPecTaA HCIBITBIBAT YCTAAOCTD M BO3OOHOBHA
nocermenue KoAbL [Tpu V31 orvedasace Hopmasusa-
ITUA 9XOTEHHOCTH 1TovyedHOH maperxumpl. CK®, paccun-
rTanHas 110 dopmyae [IBapra, cocrauaa 115 ma/mum.

OGcyxaenue

3HAYNTEABHOE CHIKEHIE U 3ATEM FICIC3HOBEHHUE IIPO-
TEHHYPUH, HOPMAAH3AIINA [IOKA3ATEACH TeMOrAOOMHA T1e-
pudeprraeckoii kposu u ropermerne CK® mmocae Hagana
TEPAIINH 3KYAH3YMAOOM CTAaAH AAfl HAC HEOKMAAHHBIMIL
Ceifuac HaM COBEPINEHHO OYEBUAHO, YTO IPEAIIECTBO-
BABIIIHE YIIOPHAA IIPOTEUHYPHA, AHEMUA H CHIKCHIIE
CK® ommbouno TpakTosabIimecs kak npoaaeHusa XbI1
LIOCAE ITepeHeceHHOro Takéaoro srmsoaa al’VC, orpa-
KAAM COXPAHSFOIIYIOCA AKTUBHOCTH MUKPOAHTHOIATH-
YecKoro Iporiecca B moukax. VIMeHHO mocaeayrormee
HOAOKITEABHOE BAMAHIIE 9KYAH3yMa02 3aCTABUAO HAC ITe-
PECMOTPETD CBOXO IPEKHIOIO TOUKY 3PEHUSA, U CEHYAC MBI
HIPHACP/KHBACMCS THIIOTE3BI CYOKAMHIYECKOH aKTHBHO-
cru TMA y martrero marrenTa, HECMOTPA Ha OTCYTCTBUE
KAACCHYECKIX KPUTEPHEB perpArBa. Mbl 1oaaraem, 9o
HaIre HADAFOACHHE 3ACTABASCT 3aAYMATHCA O HEBBICOKOM
9IYBCTBUTEABHOCTH TPAAMITIOHHBIX MAPKEPOB AKTHBHO-
cru 6oaesun npu al VC. Konmermus «erroanoro» al ' VC
OBIAA HECKOABKO AET HA3aA ITPEAAOKEHA PAAOM aBTOPOB,
HAOATOAABIIUX PELIHAUBEL 3TOIO 3a00ACBAHEA OE3 TPOM-
Gorrrrorrennn [5, 11]. M.Belingheri et al. 8 2014 r. onry6an-
KoBaan HabAroAcHHe 3a pedéuxom ¢ al'VC, y koToporo
IIPA MHOTOAETHEH (TEMATOAOTHIECKOH PEMHCCHID) CO-
XPAHAAHCD «PE3UAYAABHBIC» IIPU3HAKH OPAKECHIA TIOUCK.

Hasmagenne skyAnsyma0a sTOMy IAIIMEHTY IIPUBEAO
K KYIIMPOBAHMIO Iporernyprn 1 rospriernto CKO [4].
[Toao0merH caywait Obia Taxke ormucan H.A.Kosaosckort
1 COABT. [3], KOTOPBIE IIPEAAOKHAN TEPMUH «CYOKAIHITIC-
ckag TMA» AAfl XapaKTEPHCTUKN TEIEHIA MIKPOAHIFIOIIA-
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TUYECKOTO IPOIIECCA Y OOABHBIX C YCTAHOBACHHBIM PaHEe
Amarto3oM al 'V C rpu coxpaHeHnH KATHIKO-A200paTop-
HBIX IIPU3HAKOB IIOPAKEHUS [T0YCK, HECMOTPS HAa HOPMa-
AM3AITAIO TEMATOAOTHYCCKHX IToKasateAeil. 1o MHeHMIO
3TUX ABTOPOB, IIPUYHHON OTCYTCTBUA TPOMOOIINTOIICHI
U MHKPOAHIHUOIATIYCCKON TIE€MOAHTHYCCKOH ~AHEMUH
B TAKOM CHTYALIUH, CKOPEE BCETO, ABAACTCA OYATOBBIH, MO-
3AUYHBII XaPAKTEP MUKPOTPOMOOOOPA3OBAHISA B COCYAH-
crom pycae modek [3]. Ilpu atoM pacrpocrpaneHHOCTD
U BBIPAKEHHOCTb BHYTPHIIOYEIHOIO TPOMOOTHUYECKOTO
IIPOLIECCa, BEPOATHO, HEAOCTATOUHA AAS ITOABACHUSA B CH-
CTEMHOH ITHPKYAAIIIH TPOMOOIINTOIEHUH TTOTPEOACHHA
U IPH3HAKOB MHKPOAHIMONIATHYECKOro reMoAmsa. Oa-
HAKO IIEPCHCTUPOBAHUE 3TOIO IIPOIIECCA, KOTOPOE IIOA-
ACP/KHBACTCA COXPAHAIOIICHCH AKTHBAIIICH KOMIIACMCH-
Ta, cBoricrBenHoi al'VC, BIIOAHE AOCTATOYHO AAS TOTO,
YTOOBI IPUBECTH K IOCTEIICHHO HAPACTAFOIIEH HITIEMIH
TIOYEK, UTO OYACT IIPOABAATBCA CHHAPOMOM COCYAHCTOMH
HePOIIATHI: HEYKAOHHBIM, XOTA F MCAACHHBIM, YXVALLIC-
HrreM (PYHKIIUH ITOYEK, APTEPUAABHOI TUITEPTEH3UEH IPH
OTHOCHTEABHO HEOOABIION IpoTenuypu [3].

B mpmBoAmMOM HaME cAydae ITOCAE KyIIMPOBAHHA
OCTpOl (passl DOACSHI HE TOABKO OTCYICTBOBAAA TPOM-
Gorurrorens, HO 1 akTuBHOCTb AAI” OcTaBaAach B IIpeAe-
AAX HOPMBI, U B Ma3Ke IepuepPHIecKoil KpOBU HE OIpe-
ACASIATICH IH30IIMTEL. HeecMoTps Ha 510, pOCT MOKa3aTeAs
remoraoOuHa Ha (hOHE ITPUMEHEHHA dKYAN3yMaba, 10 Ha-
IIIEMy MHCHIIO, TTOAACP/KHBACT KOHIICIIIIHIO CYOKAMHE-
geckoro remoansa. Koneuno, nHedppobuorcns Moraa Osl
HOATBEPAUTH aKTHBHOCTE TMA, HO MBI HE BBIIOAHHIAH
€€, ITOCKOABKY PEIIMAMB HAMH N3HAYAABHO HE IIPEAITOAA-
raAcs, a TIOCA€ MCYE3HOBEHHA KAMHIYECKHX CHMITTOMOB
B XOAE TEPAITHN 3KYAH3yMaOOM BBITOAHEHHE OHOITCHH
IIOYKH ViK€ HE IMEAO CMBICAQ.

Taxum 0OpasoM, IIPEACTABACHHBIA HAMH CAydail 3a-
CTAaBAAET 3aAYMATBCA O BAKHOCTH TIIATEABHOIO HAOAFO-
Aeru 32 marmeHToM ¢ al'VC B 1eproa mpeAnosaraemomnt
PEMIUCCHH, BKAFOYAA OILEHKY HE TOABKO KAACCHYECKUX
Mapképos akruBHOCTH OoAesHE (AAL, ypoBeHs TpOMOO-
IIMTOB KPOBHU H IIIU30LIATHI), HO ¥ CKPHHHHT Ha IIPOTEHHY-
PHIO U OIIEHKY 0OIrero camodyscrusd. Bo Bcex HeACHBIX
CAYHYAfX, HA HAIII B3TASIA, AOAKHO OBITH IIOKA3aHO IIPOBE-
Aenre HepOOHOIICHH, KOTOPAA NMEET 0CODOE 3HAUCHIE
Aast amarsoctuk TMA B cHTyarusax, ITOAOOHBIX OITHCAH-
HOM Havmu. OOHApyKeHne MOP(OAOTHHUECKIX IIPU3HAKOB
akrmBHOCTH TMA B Takmx CAydasx OYAET PEIaroIiM
APIYMEHTOM B ITOAB3Y HEOOXOAMMOCTH ACUCHHSA dKYAH3Y-
MaboM.

ABmOPbI 342643810 00 omcymcmeuu KOH¢/lu7€mﬂ
uﬂmepecoe.
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