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TpOM6OTMHeCKOﬂ MUKPOQHIMONATKA NOYEK KAK EAMHCTBEHHOE NPOABNEHNE HOCNEACTBEHHOM TpOM60¢MJ’IMM

Lkona Hedponora

ounoncun. He MeHee BasKHBIM A KIHHHUITACTA 1 MTPAKTHYICCKOTO Bpa4va AB/IACTCA BO3SMOXKHOCTD nnq)(bepe}um-
POBATH IEPBUYHBIE H BTOPHIHBIE (POPMBI TPOMOOTHIECKOH MHKPOAHTHOIIATHH II0Y€EK, 4 TAK)KE BBIIE/LITH €€
HACIeACTBEHHBIE (POPMBI TyTEM HCC/IEJOBAHUSA MOTUMOP(HU3MA IT€HOB.

IIpUBOAMM KIMHIHYIECKHE HAGTIOACHUS PA3BUTHS TPOMOOTHIECKON MUKPOAHTHOTIATHH ITOYEK KAK €IHHCT-
BCHHOT'O KIMHHYCCKOI'O ITPOABICHUA HaCJICI[CTBeHHOﬁ TpOM60(1)I/IJII/II/I.

Thrombotic kidney microangiopathy is a special kidney disease of vascular origin. Its diagnostics became possible
only recently thanks to the development and advancement of diagnostic puncture nefrobiopsy. The differention be-
tween primary and secondary forms of thrombotic microangiopathy kidney are very important for a clinician as well
as the ability to allocate its hereditary forms by studying gene polymorphisms.

We present clinical observations of thrombotic microangiopathy kidney as the single clinical manifestation of

hereditary thrombophilia.

Key words: thrombophbilia, inberited thrombopbhilia, trombotic microangiopathy.

BBeneHue

Briepsble TEPMUH «TPOMOOTHYECKAS MUKPOAHI'HO-
natus» ObUI IpuMeHeH B 1952 rogy W.S. Symmers s
OIPEJENIECHUs MOBPEKACHNA MUKPOCOCYLOB IIPU TPOM-
6ornueckon Tpombonuronenudeckoit nypuype (TTID).
OCHOBHOY Y4EPTOH ITOI'O THUIIA IOBPEKICHUA ABIACTCA
YTOJIIIEHUE COCYJUCTON CTEHKH (B OCHOBHOM KaIIWLIIPOB
U APTEPUOI) C OTEKOM U OTCIOUKONU SHAOTEINATbHBIX
KJIETOK OT 6a3aJIbHON MEMOPAHBI, HAKOIJIECHUEM BOP-
CHHYATOTO MAaTEPHAIA B CyOaHAOTENNN. Pacmupenue
CyO3HIOTENNAIBHOTO IPOCTPAHCTBA U OOPA30BAHHUE
TPOMOOIUTAPHBIX TPOMOOB B TPOCBETE BEJIET K YACTUY-
HOM WIN IOJIHOM OKKJIIO3UHM COCY/IOB, MEXAHUUYECKOMY
Pa3pyLICHUIO 3PUTPOLUTOB IIPU IPOXOKICHUN KPOBU
4yepes CYyKEHHOE COCYAUCTOE IIPOCTPAHCTBO C PA3BUTHEM
KyMO6C-0TpHLIATENIbHON MUKPOAHTUOIIATUYECKOU IE€MO-
JUTUYECKON aHeMmuH. [7]. To ectb TpOMOOTHYECKAS MU-
KPOAHIHOIATHA — NOHATHE MOP(OIOTMUECKOE, IOITOMY
CTOJIb BEJIMKO 3HAYEHUE MYHKIIMOHHOMN NPIKU3HEHHON
HE(PPOOHOICUH IIPH YCTAHOBJICHUN KIMHUYECKOTO JH-
ArHO34, 4 BEPHEE KIMHUKO-MOP(OIOIUIECKOrO JUATHO-
32. OCOGEHHOCTBIO OKKIIO3UBHOI'O TTOPAKEHNS MEJIKUX
APTEPUI, APTEPUOI U KAIWUIAPOB ABJIACTCA OTCYTCTBUEC
NIEPUBACKY/LIPHON KIETOYHON MH(PWIBTPALUU U APYTUX
IIPU3HAKOB BACKYIUTA (7], KIIyOOUKHU C YTOJIIECHHBIMU
CTEHKAMU KATIWJUIIPOB, TIIaBHBIM OOPA30M 13-32 HAOY-
XAHUSA SHIOTENNS U CYOSH/IOTEMANIBHON TKAHH, 4 TAKKE
13-34 OTJIOKEHUA BELIECTBA, COAEPKAIEIO (PUOPUH B
MIPOCBETE KAWUIAPOB, 110J] SHAOTEINEM U B ME3AHIUM.
B MEXIOIBKOBBIX U IIPUHOCAIMX APTEPUONIAX PA3BUBA-
10TCsL (PUOPUHOUIHBIN HEKPO3 U I'MIIEPILIA3UA HHTHUMBL
[TpOCBETHI 3TUX APTEPUOI OBIBAIOT 3AKPBITHI TPOMOAMU
[9, 10, 8]. TIpu UMMYHO(IIOOPECIICHTHOM UCCIIEIOBAHUN
OUOIITaTa [IOYKU OOHAPYKUBAIOT AU (Y3HbIE MK OYATO-
BBIC OTJIOKEHMA (PUOPUHA BAOJIb CTCHKU KallU/UIAPOB U B
ME3AHIUH, MOTYT BBIABIATHCA JENO3UTHI IgG, IgM, C3, Clq
[7]. CxomHBIE COCYANCTBIE UBMEHEHWS OOHAPYKUBAIOT B I1O-
YKAX U [IPU FEMOIUTUKO-YpeMUUECKOM cuHzipoMe (I'VC),
YTO )10 OCHOBAaHHME 00bequHuTb ['YC 1 TTII oz o61mmum
HA3BAHUEM «TPOMOOTUYECKAS MUKPOAHTUONATUS> [7].
OCHOBHBIE KIMHUYECKUE MTPOSIBICHUS TPOMOOTUYECKOM
MUKPOAHIMOIIATUU — TPOMOOLIMTONIEHUA NOTPEOIICHMS,
I'EMOJINTUYECKAS AaHEMUS, HAPYIIEHHUE (PYHKLIUN IIOYEK
HIIEMUYECKOT0 reHe3a [6]. VMepEeHHbIN MOYEBOM CHH/IPOM
COIIPOBOXIAETCA TAKEION APTEPUAIBHOM TUIIEPTEH3UEN
[6]. TTIT 1 IT'YC mpecTaBasioT CO60I OCTPhIC TEPATTEBTHYC-
CKUE CUTYALIIH, IPY KOTOPBIX IOMUMO [TOPAKEHUA IOYEK
Pa3BUBAIOTCS CXO/IHBIE TIOPAKEHUS IPYIUX PAZIUYHBIX
OPraHoOB M CUCTEM: LIEHTPAIbHOM HEPBHOM CUCTEMBI, JKETy-

JIOYHO-KHUIIEYHOTO TPAKTA, CEP/ILIA C PA3BUTUEM MH(PAPKTA
MUOKAP/I4, HAPYIICHUI PUTMA U IPOBOJUMOCTH [0].

B Hacrostiee Bpemsi nepedeHb 00JIE3HEH, B OCHOBE KO-
TOPBIX JIEKUT TPOMOOTUYECKASI MUKPOAHTUOIIATHSL, 3HAYHU-
TEJILHO PACHIUPUIICH, B CBA3U C YEM BO3HUKIIO PA3JE/ICHUE
Ha niepsr4HbIe (POPMbI TMA, K KOTOPBIM TPAAULIUMOHHO OT-
HOCATCA FEMOJIUTUKO-YPEMUYECKUHA CUHPOM (TUITNYHBIH,
ACCOIMUPOBAHHBIN C AUAPEEU U ATUITMYHBIN, HE ACCOLTUN-
POBAHHBIY C IUAPECH, HACIEACTBEHHBIN ), TPOMOOTUYECKAS
TPOMOOLIUTOIIEHUYECKAS ITYPITYPa (OCTPAst, XPOHUYECKAs
PeLAMBUPYIOIAs, HACJIEACTBEHHAA ) 1 BTOPUYHBIE (POPMBI
TMA, aCCOLIMUPOBAHHBIE C OEPEMEHHOCTLIO U POJAMHY,
CKB, cUCTEMHON CKIEPOAEPMHUEN, 3I0OKAUYECTBEHHO
aprepuanbHON runepreHsuei, AOC, 3710Ka4eCTBEHHBIMA
ONYXOJIAMY, TpaHCIuIaHTanuel, BUY-undexnue, npu-
€MOM JIEKAPCTB, INIOMEPYJIOHEPPUTAMH, A0PTOKOPOHAP-
HBIM IIYHTHPOBAHUEM, UCKYCCTBEHHBIMU CEPACUYHBIMU
Kiananamy [0]. [IpsSMOe TOBPEX/ICHNE SHOTEHS COCY/IOB
PA3IUYHBIMU (PAKTOPAMU (BEPOTOKCUH, LIMKJIOCIIOPHUH,
pagvanys U T. J1.) U JeEKT PEryIaTOPHBIX CUCTEM IUIA3-
MbI (ADAMTS-13, pakroper H 1 I cucTeMbl KOMILTIEMEHTA)
ABJIAIOTCA HANOOJIEE U3YYEHHBIMU MexaHu3MamMu TMA [2].

Takum o6pazom, TMA — 3TO KIMHUKO-MOP(OI0ru-
yeCcKUH CUHIPOM. C 11EIbI0 BEPUDPHUKAITUN TUATHO3A U
nipose/icHus I (HEPEHITMATBHOTO TAArHO3a HEOOXOTUMO
IIPEXKE BCEI'O JETAIBHOE U3YYCHUE AHAMHES4, BBIIC/ICHUE
BEJYIIUX CUHJPOMOB, U3YYECHUE I'€MOIPAMMBI, KOAI'YJIO-
I'PAMMBI, UMMYHHOT'O CTATyC4, BBITOJHEHHUE IPYKU3HEH-
HOW IMarHOCTUYECKOU HE(DPOOUOTICUNL.

[TposBneHuAMHU TPOMOO(DHINU CIIYKAT MHOKECTBEH-
HBIE U PELUIUBUPYIOIHIE TPOMOO3BI PA3IUYHON JIOKAIH-
341[1H, YACTO BO3HUKAIOIIME 1TOCIE (PU3UYECKOTO Tepe-
HAIPDKCHUA, XUPYPIUUECKOI'O BMEIIATENBCTBA, TPABMBI
B CBA3U C OEPEMEHHOCTDIO.

Puck paszsuTus TPOMOO(PUINU YBEIUIUBAETCS IPU
HUINYUN TCHETUYECKOM IPENPACIONOKEHHOCTH (HACIE]-
CTBEHHBIE TPOMOO(DHINN), HEKOTOPBIX TIPUOOPETEHHBIX
3200JI€BAHUAX: TPOMOOLIUTO3BL, SpUTPEMUL, AHTU(HOCHO-
JIMIIUJIHBINA CUH/IPOM, 3JI0Ka4ECTBEHHBIE HOBOOOPA30Ba-
HUSA, ATEPOCKIEPO3, MEPLIATEIBHASA APUTMHUA, BADUKO3HAS
6071€3Hb KOHEYHOCTEN, PsAfL ayTOUMMYHHBIX 3A00/ICBAHN,
APTEPUAIbHASA THIIEPTEH3NA.

HacnencrseHHbIE TPOMOO(DIINH CIEAYET TOLO3PEBATD
Y MOJIOJBIX, IIPU CEMENHON NPEAPACIIONOKEHHOCTH K
TpomM603aM. Hare BCEro peub UAET O iePeKTe PakTopa V,
npuMepHO B 10 pa3 pexe BCTPEUArOTCA MYTalluu [€HOB
anTuTpomM6una Il u nporenHos C u S. Puck TpomM603a y
I€TEPO3UTOT IO KAKOH-INO0 U3 ITUX MYTALIAI COCTABILACT
1-2% B TOpm.

[TybauKanyu, ONUCHIBAIOMIUE TOPAKEHUE MTOYEK Y

T.14, N°2 2012 -Hedponorua v guanus 123



LLkona Hedpornora

EN. Bapantukosa, O.H. MowkuHa

OOJIbHBIX, UMEIOINX I€HETUYECKYIO TPOMOOMIINIO, OUEHD
MQJIOYUCJIEHHBI U NOSABWINCDH B IIOCJIEJHUE T'OJBI B CBA3U
C BO3MO’KHOCTBIO BBIABJIATD dJUICIBHBIA IIOJUMOPHU3M
T'€HOB ¥ MOP(OJIOTMYECKH OLICHUBATD XAPAKTEP HEPPO-
MTATUMN.

Tak, Ha6moaenus kmHuky um. EM. Tapeesa cBujie-
TEJIBCTBYIOT O BO3MOKHOCTHU ITOPAKEHUSA ITOYEK Y JIUL] C
HACJIENCTBEHHON TpoMOoduined [3]. Y 25 HabmogaeMbIX
GOJBHBIX C TEHETUYECKOU TPOMOO(MUINEH, Y 3 ITALIUEHTOB
1P OMOIICHY IIOYKH BBIABJICHBI TOJIBKO TMCTOIOTMYECKHUE
npusHaku TMA, y 22 MaIMEHTOB — COYETAIOIUECH C Pa3-
JIMYHBIMUA MOP(OJIOTMUECKUMU BAPUAHTAMI XPOHUYECKO-
ro riomepyioHedputa [3]. U3 25 maiueHToB y 19 (76%)
GOJBHBIX BBIABJICHA MyIBTUTCHHAsA (pOpMa TPOMOODUINU
1 HaubOJIEE YaCTO BCTPeuInch Myranuu renos MTHFR n
PAI-1[3]. Tenorunn C\T MTHFR o6HapyxeH — vy 15 (60%)
6onpbIX, renoTunr T\T MTHFR -y 4 (16%) 60/IbHBIX,
reHotun 4G\5G rena PAI-1y 11 (48%), 2 4G\4G -y 8
(35%) mauneHTos [3]. Pexe oTMedeHsl Apyrue MyTaluu:
I'€TEPO3UTOTHASA MyTaLUA IeHOB PTG —y 3 (12%) GOJbHBIX,
rerepo3urotHas myranus Leiden — y 2 (8%) 601bHBIX [3)].
Taxum 06PA30M, 3T IAHHBIE HE TOJIBKO CBU/IETEILCTBYIOT O
BO3MOKHOCTH NOPAKEHUA ITOYEK Y JINLL C HACTEACTBEHHON
TPpOMOOMUINEI, HO U TIOTBEPKIAIOT POJIb MUKPOAHTH-
OMATUYECKOTO TPOMOOOOPA30BAHUS B T€HE3€ He(ppoIa-
TUH [3]. B 3TO JKe KIMHUKE ONMUCAH KIMHUYECKUN CIy4an
COYETAHNA HOAYJIAPHOI'O ITIOMEPYIIOCKIEPO3a Y OOIBHON
CaxapHbIM AnaberoM 2-ro tuma u TMA Ha ¢oHe Hacnes-
cTBeHHOH TpoMbopuauu [4]. Karan M.IO u coasTOps
IIPEJCTABUIN NAITUEHTA C PA3BUTHEM TPOMOOTHYECKON
MHUKPOAHI'MONIATUH IIPU I0BEHWIBHOM JEPMATOMUO3U-
te [2]. B 2008 1. HaMu ObUI IPEACTABIEH YHUKAJIBHBIA
KIMHUYECKUH CJIYYAr OHOBPEMEHHOI'O PA3BUTHA APTEPU-
JIbHBIX ¥ BEHO3HBIX TPOMOO30B Y 60JIbHOI'O, CTPAIAIONIETO
I'€HETUYECKOM TUIIEPIOMOIMCTEMHEMUEN 1 MMMYHOKOMII-
JIEKCHBIM ITIOMEPYIOHEPPUTOM C HEPPOTUYECKUM CHH-
JpoMOM [1]. B MHOTOYHCIIEHHBIX PA60TAX, TOCBSINEHHBIX
po6IEME TUIIEPTOMOIIMCTENHEMUH, OBIIIO TOKA3aHO, YTO
OHA ABJLIETCA (PAKTOPOM PUCKA JUIA PA3BUTUA 3200/1€Ba-
HUH CEPAEYHO-COCYJUCTON CUCTEMBI, TPOMOO032 APTEPU
CPETHETO M MEJIKOTO KATUOPa, TPUBOANT K INIOMEPYIIAPHOM
TUC(YHKINN U ITIOMEPYIIPHOMY CKIEpPO3y [5]. OnHAKO
MEXAHU3M, IPUBOJAINI K TAKUM IOCJIEICTBUAM IUIIEP-
TOMOLIUCTEMHEMUH, JO CUX IIOP OCTAETCHA HEAOCTATOYHO
MU3y4YEHHBIM [5].

[IpeacTraBiieM KIMHUYECKAE HAOMIOACHNS U30IUPO-
BaHHOI 1ouedyHOH TMA B paMKax reéHETHUECKOI TPOM-
60Ny y NalKEHTOB HEPPOJIOTMIECKOIO OT/AEICHUS
KpaeBoit kmuHnueckoi 60apHUIBI Ne 1 1. KpacHozapa,
OCOOEHHOCTH KIMHUKU U TEUCHUSL.

Knnaungeckoe Haoaogenue 1

Maument 53 net noctynun 8 Hedponoruyeckoe oTaeneque
B nnaHosom nopaake B centabpe 2008 roma ¢ uensio yTouHeHus
XAPOKTEPA BMNEPBLIE PA3BUBLIEHCS HEDPONATUM, OCIOKHEHHO
nodeyHon auchyHkumen. Paree sabonesannem noyek He cTpapan,
QHANM3bl MOYM He KoHTponMpoBsanucs. B 1976 rogy nepexec annexa-
3KTOMMIO, B 23-NeTHEM BO3PACTE MPOJIEYEH MO NOBOAY OCTPOrO
raimopurta, 8 asrycte 2007 ropa no nosogy nHesmoHMW. Toraa xe
BMepBbIE, CO CIOB 6ONBHOTO, BLIABNEHA APTEPMANBHAR TUMNEPTEH3MS,
KOTOPQS PACUEHEHA KOK SCCEHUMANbHAS. [MMOTEH3MBHbIE NpenapaTsl
npuHman HeperynapHo. O nposoanumom neuermun He sHaet. Cocro-
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aHMe pesko yxyawunocs B koHue uiong 2008 roaa, koraa noseunmcs
nepudepryeckue OTeku LA, PYK, HUKHKX KOHEYHOCTEN. B Teuenme
MECALA OTEKM HAPACTANM, YTO 3ACTABKNO BONBHOTO 0BPATUTLECA 3a
meamupHckor nomowsto. 26.08.08 r. rocnuranusmMposaH B cTaupoHap
no mecty xutenscrea, rae Haxoguncs no 10.09.08 r. Cornacro npeg-
CTOBAEHHOMY HOMPABAEHHIO M3 LEHTPASBHOM PAMOHHOM BONbHULBI
remornobuH kpoeu — 141 r/n, npotenHypus — cnegosas, ocagok
mouu — 6es ocobenHocTei, 0blmit Genok ceisopotkn — 83,3 r/n,
KPeaTUHUH CbiBOPOTKM B auHamuke: 190,3-218-220-198-
188 mkmons/n, miokosa kposu — 3,5-5,5-4,5-5,9 mmons/n. Apte-
PUQSBHOR TUMEPTEH3US UMENQA CBOW OCOBEHHOCTM TEUEHMSA: BBICOKM
YPOBEHb NPY NOCTyNNEHMn B febioTe 3a601€BAHNS, C NOCTENEHHbIM
CMOHTAHHBIM PErPECCOM BMIOTb 4O HOPMANM3ALMU APTEPUONBHOMO
nasnenua: 200/120-190/100-150/100-130/90-120/80-
120/80 mm pr. c1. CTabunmsaumu coCToaHMs yaanoch fobUTbCA,
NPUMEHMB TOJBKO NULLL CUMMTOMATMYECKOE NeueHHe: SydUnmH,
NA3MKC, KAPAMACK, BEPOLINUPOH, npectapuym, auysep. Oteku 8
LMHOMMKE PErPECCUPOBAM, APTEPUANBHOE AABMEHUE CHU3MIOCH U
crabunusmnposanocs 8 npegenax 120/80 mm pt. cr. Yuutsisos Hesic-
HbIF XAPAKTEP HEGPONATUM, COXPAHSIOLLYIOCS A30TEMMIO, HAMPABIIEH
B CMeuManu3upoBaHHoe Hepponorudeckoe otaenermne Kpaesoi
knuHmnueckor 6onbHuusl Ne 1 . Kpacrogapa. Mpu nocrynnenuu,
no aaHHbiM Y3W, nouku HopmansHbix pasmepos: npasas — 113 X
65 mm, nesast — 112 X 67 mm, naperxuma coxparHas = 19=18 mm,
HOAPYLUEHUI OTTOKO MOYM He BbIBNEHO. [eMOrnobuH KpoBK B AMHA-
muke = 144 r/n, rpomGoumTsl kposn —210x 107 /n, COD = 16 mm/y,
06wt xonecteput 7,15 MMonb/n, KpeaTUHUH CHIBOPOTKM B AMHAMMKE
C TEHAEHUMEN K CHWXEHWIO — 163 MKMOTb /N, MOYEBUHA CbIBOPOTKM
8,39 mmonb/n, dubpuroreH kposu — 5,8 r/n, npotenrypus 0,1 1/n,
B OCAfIKE MOYM 3pUTPOLUMTE HensmeHeHHbie 0—1-2 B n/3penus,
neikoumntsl 3—5 8 n/3penua, cytounas npotennypua 0,16 r/cyr,
OTHOCUTENbHAA NNOTHOCTL MOYM B Npobe 3umnuukoro 1007-1018.

XapakTtep HepponaTHM OCTABANCA HEACHBIM. Y4UTHIBAS NPOTENH-
YPHIO CyGHEPPOTUIECKOTO YPOBHS, OTEKM, NOYEUHYIO AUCPYHKUMIO,
TEXENYIO APTEPUATLHYIO TMNepTEH3MIO B aebioTe, 3a60nesaHne pac-
LIEHEHO KAK OCTPbIM HedpuThueckuit cuiapom. OBpaLLana BHUMAHKE
OCTPOTA GONE3HM U THXECTb TeYeHUs B AebIOTE U HOMETUBLLASCS
NOJIOXUTENbHAS MHAMMKA HA GOHE CUMMTOMATUYECKOTO fleyeHus
6e3 NpUMEHEHMs KaKOH-TMGO MMYHOLENPECCHBHOM Tepanuu. B To
XE BPEM: MPOrHO3 60ne3HM Bbi3biBa onaceHue. CoxpaHsaioLLaacs no-
4EUHOA AMCPYHKLMS YKA3IBONA HA TEXENOE NOYEUHOE NOBPEXAEHME.
DKCTPEHHO HAYATA UHAYKLMOHHAS MMMYHOLEMNPECCHBHAS TEPANMS
KOPTMKOCTEPOMAOMM: NPEaHU30NoH B gose 60 Mr/cyT exeaHeBHO
BHyTPb. [popomxen npuem uHrbutopos AMN® & mansbix no3ax. B ces-
34 C HESICHBIMM 3TMOSOTWEN W NATOTEHE30M AOHHOTO MOBPEXAEHMS
MOYEK, C LENbIO BEPUOUKALMM OCTPOTO HEGPUTUYECKOTO CHHAPOMA
M NOYEUHOM ANCHYHKLMM BHINONHEHA AUATHOCTUYECKAS MYHKUMOHHAS
Hedpobuoncua. CeeTooNTHYECKOE MCCIIEAOBAHME BLINONHEHO C
MCMOMb30BAHMEM CIIEAYIOLMX OKPACOK: FeMATOKCUIAMH-3031H, PAS-
peakuys, Tpuxpom no Maccomy, mnperHauus conamu cepebpa no
Ixoncy, Konro-kpacHsii. B 6uontate nonyuero 20 knyboukos, 13 Hux
1 CKNepO3HPOBAH, B 2 YTONLLEHHLIE KAMMINAPHLIE NETIW, OCTATbHbIE
17 kny6oukoB He M3meHeHsl. B uHTepcTvumm ouarossiit prbpos u
mmborucTountTapHas uHdunbTpaums. uctpodua snutenms ka-
HQIbLEB, B OTAENbHbIX — 38PHUCTbIE LMAMHAPLI. VIHTUMAnbHBIM GHOPO3
OTAENbHLIX APTEPUON, NEPUBACKYASPHbIN GUOPO3, NAPUMANbHBIN
bubpuHOMaHbIN Hekpo3 cTeHku apTepuon (puc. 1-3). MmmyHodrio-
OPECUEHTHOE UCCIEA0BAHME BLINOHEHO HA NAPAGUHOBLIX CPE30X C
uncnonb3osaHmem FITC — KOHBIOTMPOBAHHLIX AHTUTEN K YENOBEYECKMM
IgA, IgM, IgG, Clq, C3, dubpuHorery, kanna v nambaa nerkum
uensam. Mo nepudepun kny6oukos suissneHa skcnpeceuns C3 (+++).
C ocTanbHbIMIM PEATEHTAMM PE3YNLTAT OTPULATENbHBIM.

YUuTHIBOS AAHHBIE UMMYHODIIIOOPECLEHLMM, YTONLLEHHBIE CTEHKM



TpoMBOTMYECKAA MAKDOTHTUONATUS MOYEK KK EAMHCTBEHHOE MPOABNEHNE HOCTEACTBEHHOM TPOMOODUIMK

LWkona Hedponora

KQNMANSPOB, NAPUMANbHbIA GUBPUHOWAHBIA HEKPO3 CTEHKW apTe-
pron, Mopdonoruyeckme n3MeHeHus HehppobUONTATA PACLEHEHbI
KaK NPOSIBNEHMs TPOMBOTUYECKOH MUKPOQHTMONATUM novek. [1pu
LOMOIHUTENBHOM OOCIENOBAHNH BISBNIEHA YMEPEHHAS MNEPTOMO-
umcTenHemus. YpoBeHs roMmoumcTenHa coctasun 23,33 Mkmonb,/m.
BonuarouHbiit antrkoarynaHT He obHapyxeH, LE-berHomen otpu-
LQTENbHbIA, YPOBEHb AHTUTEN K KAPAMONMIUHY B NPEAENAX HOPMbI.

Ocrpeiit xapaktep HebponaTiu, MOPGONOrMYEckmUe NPUIHAKK
TPOMBOTUYECKON MUKPOQHTMOMNATUM, TUMEPTOMOLMCTEUHEMMS MO~
3BOMMIM NPEANONOKUTb Y GONBHOTO HACTEACTBEHHYIO TPOMOODUIHIO.
Mpu renetuyeckom nccneposanmn obpasua IHK obHapyxena
mytaumns C677T & rene MTHFR & reteposurotHom coctosmmm. Mc-
cnenyembie mytaum B redax FV u Fll ve obHapyxerb.

3AKNOUNTENbHBIA KIUHUYECKMI U MOPDONOTUYECKHI ANArHO3
Yy AAHHOTO NauyeHTa Gbin ChOPMYNMPOBAH CleayiowmMM 06Pa3OM:
«PenansHas TpomboTnueckas mukpoarrionatus. Hebpobuoncus
(centabps 2008 r.). Heonurypuueckas OIMH o1 26.08.08 r., soccra-
HOBMTENbHLIN Nepuoa. HacneactserHas Tpombodunms, HocuTenb-
cteo mytaumm C677T B rene MTHFR B reteposuroTHoM coctosHuu.
lMnepromouncTenHemms.

HacneacrsenHas Tpomboduamns v rmnepromouncTenHemns,
QCCOUMMPOBAHHASA C FEHHBIMU MyTAUMAMM, FBASIOTCA NPEAPACNONa-
raiowmmm GakTopamu. BeposTHo, OCHOBHLIM TpHITEPHBIM GAKTOPOM,
NPMBEALLMM K PA3BUTUIO MUKPOLIMPKYNSTOPHOTrO TpoMboobpasosa-
HMSl Y AOHHOTO NALMEHTA, IBUIIOCH NEPErPEBAHME U 0BE3BOXMBAHME
B PE3yNbTATE ANNTENLHOM U UHTEHCMBHOM dU3HUUECcKOR pabOoThl
(naumenT no npodeccum kombaiHep) B yCnoBMaX NETHEN Xapbi (B 3TO
BPEMS IHEBHAA TEMNEPATYPA BO3ayxa gocturana Ha Kybawu okono
40°C).

M3 cTauyoHapa naumeHT BbINUCAH C MONOXMTENbHOM AMHOMUKOM:
NPAKTUYECKM UCUE3NU OTEKM, HOPMATM30BANOCH APTEPUANLHOE
nasnexue, cHuaunacs macca tena (munyc 10 kr). AmbynatopHo npo-
AOMIXEHO MOCTENEHHOE CHUXEHWME [03bl NPEAHW30NOHA A0 NOHOM
OTMEHBI B CBA3M C OTCYTCTBMEM NMOKA3AHMH, Nprem nHrimbutopos AlND
B MQbIX 1030X, Nprem kypaHtuna 8 gose 150 mr/cyt. C uensio kop-
PEKLMM TUMNEPrOMOLMCTEMHEMMN PEKOMEHAOBAH MOCTOAHHbIM MPUEM
bonuesoit KUCnoTsl 5 Mr + MMPUAOKCHH 4 Mr + LMAHKOBANAMUH 6 MKT
(aHrvoBuT 1 106N B CYTKM), C LENBIO KOPPEKLMHM TUNEPXONECTEPUHE-
MWM NPUEM CTATUHOB. B CBA3M C HEBOMOXHOCTBIO B AMOYNIATOPHLIX
YCIIOBHAX 06ECNEUNTb ANUTENLHOE NIEYEHNE TENAPUHOM UM HU3KO-
MOREKYNAPHBIMK FENAPUHAMM, O TAKXKE [OMXKHBIM KOHTPOIb NEYEHMs,
AQHTUKOATNYNAHTHAA TEPANUA HE HA3HAYANACh.

MauneHT oKTMBHO HAGMIOAANCA B TEYEHME TOAQ, AMHOAMMKA
YPOBHS KPEATUHWUHA CHIBOPOTKM BHIMAAENA CEAyoLLyM 06Pa3Om:
134-118,7-125,10-110,30-99,90-107,9-98,4 mkmons/n. Yepes
rofl ypOBEHb KPEATUHWUHA CbIBOPOTKM cocTaBnn 98,4 mkmons/n npw
Hopme o 115 mkmons/n, CK®D no Cockroft Gault = 115 mn/mu,
HO COXPOHANOCH CTOMKOE CHUXEHME KOHUEHTPALMOHHOM byHKLMM
MOYEK, HA YTO YKA3bIBANA OTHOCHTENBHAS NNOTHOCTL MOYM B MPEAENAX
1003-1011, paspensHas CK® no A0HHBIM QHIMOPEHOCUMHTUIPA-
dum — 38,3-38,6 mn/mun, npotenHypua He nocturana 1,0 r/cyt,
coxpanssacs 8 npegenax 0,20-0,125-0,145 r/cyr, ocopok moun 6e3
ocobenHocTen. Ha GpoHe AuTensHoro npuema QHMOoBKUTA 3aMEYEHO
3HOYMMOE CHUXEHME YPOBHA romouncTenHa 1o 19,37 mkmons/n u
1o 14,10 mxmons/n  mao 2009 r. Coxpananack crorkas rmnep-
xonectepuremns — 7,83-8,02-7,21-5,22 mmons/n, BeposTHo,
06YCNOBNEHHAR HEAAEKBATHOM AO30W CTATUHOB U HAPYLWEHUEM
aveTsl, ymeperHas rnepdubpurorenemmns — 4,81-4,8-5,09 r/n,
BEPOATHO, OBYCIOBAEHHAS OTCYTCTBUEM AOIMKHON AHTUKOATYSIFHTHOM
Tepanmu, TpombouuTsl kpoen = 190 x 10°/n. MaumenT B HacToswee
BPEMs CTAOMNEH, B YAOBNETBOPUTENbHOM COCTOSHMM. [Tpogonxaer
nony4ath aHroBMT 1 T B aeHb, uHMOMTOPE AMND B Manbix posax,
CTQATUHBI, KYPOHTMA 3OMEHEH HA AUETUNCATMUMIOBYIO KUCTIOTY, K-

Puc. 1. CTeHKa apTepHOIbl HEPABHOMEPHO YTOJIIECHA
C CerMEeHTAPHBIM (DHOPHHOMTHBIM HEKPO30M.
Oxpacka PAS-peaxius, X400

Puc. 2. B UHTEpPCTUINH 09ATOBBIH (PUOPO3
umMborucTHonuTApHAI HHOHIBTpanmsa. MHTHMATbHBIN
(GuGPO3 OTAETHHBIX APTEPHOJL, HEPUBACKY/IAPHBIH (PUOPO3,
HAPIHATEHBI (PHOPHHOMITHBIH HEKPO3 CTEHKH APTEPHOI.

Oxpacka PAS-peakius, X400

Puc. 3. B UHTEpPCTUIMH 0O9ATOBBIH (PUOPO3,
IEPHUITTOMEPY/LIPHBIN CKIEPO3, CTCHKH KAIMULIPHBIX
eTeNb KIy0OUYKA yTOMIEeHbI, HHCYJATHBHBIE H3MEHEHHUS
CTEHOK apTepuo ((PUOGPUHOMIHBIN HEKPO3, THATHHO3).
Oxpacka PAS-peaxiu, x100
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EN. Bapantukosa, O.H. MowkuHa

weyHopacrtsopumyto dopmy 100 mr/cyT.
Kiunauueckoe Ha0IoaeHue 2

Monogon uenosek, 1984 rona poxaeHus, OPMAHCKON HaUM-
OHQNBLHOCTH, MOCTYNUN B Hedponorudieckoe otaeneque Kpaesoi
kvHnueckoi GonbHuubl No 1 1. Kpacrogopa g oktabpe 2010 roga.
Co cnos 6onbHoro, 8 2005 roay nepeHec ocTpyio nodeuHyio Hego-
CTATOYHOCTb C MOCAEAYIOLIMM NOSHbIM BOCCTAHOBNEHHUEM BYHKLMH.
Taxects Teuenns OlNH notpebosana nposeaeHus 3aMeCTUTENLHON
noueuHoi tepanmn (remoamnanua Ne 1). OuarHoctuueckas Hedpo-
Guoncus € uenbio BePUMKALMM OCTPOTO MOBPEXAEHHA MOYEK He
BLIMOJHANACH, KIMHUYECKH, CO COB BOMBLHOTO, AMArHOCTMPOBAH
OCTPBbIN MHTEPCTALMANLHBIA HePPHT. VIMMyHOCYnpeccuBHan Tepanus
He NpoBOAMNACh. [0 Mepe BOCCTAHOBAEHMS GyHKLMM MOYEK BHIMUCAH
Ha ambynaTopHoe neveHne. MeaumMHCKas JOKYMEHTAUMS M3 CTALMO-
HAPQ W NONUKIIMHWKY HE MPEACTABIIEHA B CBA3M C yTpaTO. B Teuermne
NATM NIET YyBCTBOBAN CEOS YAOBNETBOPUTENLHO, AHAMM3bI MOUM HE
kontponmposan. Cneta 2010 ropa chopmmposanack aprepmansHas

TMNEePTEH3NA, NEerKO KOPPUrnpyemas OAHUM rTMNOTEH3UBHBIM Npena-

e
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Puc. 4. TpomMG03 IPUHOCALIEIH APTEPHOIBI, HA TOIEPEIHOM
cpese - HaGyXaHHeE SHIOTETHA, CYOUHTHMATbHbIC
THAIMHOBBIE IETIO3UTHI. B KiIIyGOUKe — cCriaBuInecs

KAIIWUISIPHbIE [ET/TH, 0YATOBAS PEAKI[USA IAPHETAIFHOIO
anuTenusn. Oxkpacka PAS-peaxnust, x400

Puc. 5. K1y6o4uex ¢ HepaBHOMEPHO yTOJIEHHBIMH
CTEHKAMH KAIIH/LAPHBIX IeTe/Ib. OKpacKka TPUXPOMOM
1o Maccony, x400

126 Hedpponornangnanus - T. 14, N2 2 2012

patom. PerynapHocts npuema npenapata He cobnioganack. Peskoe
v BHesanHoe yxyawenue coctoskmna 3.10.10 r., korna 6e3 Buaumoi
NPUYMHbI NOSIBANCS 03HOB, MOBLICUAACH TEMMEPATYPA TENa A0 cybde-
GpunbHbIX WP, a k Beuepy o 39 rpapycos. OaHospemeHHo obpa-
TUN BHUMOHME HA MOSIBNEHWME MOYM LBETA KMACHBIX TOMOEBY. DNU304
MOKPOTEMATYPHM KPATKOBPEMEHHBIN. [MarHocTiyeckas uicTockonms
MO MECTY XUTENbCTBA HA MOMEHT MAKPOTEMATYPUH HE BLINOMHEHA.
[Mpu amHamnyeckom koHTpone: npotentypus 1,5-3,0-0,28 r/n, mu-
kporematypus 1o 10—12 8 n/3p. CyTouHas npoTenHypus B AMHAMUKE
1,22-0,78 r/cy, 06wmit 6enok ceisopotkn — 74,43 1/n, ansbymun
cuiBopoTtkn — 44,59 r/n, kpeatuHuH coiBopoTkin — 96,2 mkmons/n.
Paseuntie makporematypuu Ha GOHE TMNEPTEPMMU M CTOMKAS NPO-
TEUHYPHSA HABOAMNK HA NPEANONoXeHe 06 UMMYHHOM GonesHw
nouek. Ho npu mopdonornyeckom nccnenosarmun Hebpobrontata
BbISIBNIEHA TPOMBOTMHECKO MMKPOGHTMONATMS NOYEK C MLIEMUYECKMM
cmopumsarmnem 14% knyboukos. CBETOONTUUECKOE UCCIEA0BAHME
BLINOMHEHO C UCMONL30BAHMEM CIIEAYIOLLMX OKPACOK: FEMATOKCUIMH-
503uH, PAS-peakums, Tpuxpom no MaccoHy, MmnperHaums consmu
cepebpa no [xocy, KoHro-kpachsiit. B matepuane Hedpobuoncmm
npenctaeneHo 14 knyboukos, CKNepO3UPOBAHHBIX HE BbISBNEHO, ABA
K1y6OUKA B COCTOSIHMM WULLEMUYECKOTO CMOPLLMBAHWS, OCTONbHbIE
KJ'Iy60‘-IKl/1 C PACKPBITEIMM KANMUANAPHBIMA NETAAMU, B OTAENbHbIX NPKU-
HOCALMX APTEPMONAX GUOPUHOMAHBIN HEKPO3 MHTMMBI, OYArOBAS
BAKYObHAA ﬂ,MCTpOd)MFI SNUTENNA KOHANbLEB, B OTAENbHbLIX KAHAMbLUAX
3EPHUCTBIE LMNUHAPHI, B MHTEPCTULMM OYArOBbI NEPUBACKYNSPHIN
bunbpos (puc. 4, 5). UmmyHodnioopecueHTHOE MccnenosaHne
BLIMONHEHO HA NAPAdUHOBLIX Cpesax ¢ ucnonbsosaHuem FITC —
KOHBIOTMPOBAHHbIX aHTUTEN K Yenosedeckum IgA, IgM, IgG, Clg, C3,
bubpuHoreHy, kanna u nambaa nerkum Lenam. 1o [aHHbIM MMMyHO-
brioopecueHLMr C AHTUCBIBOPOTKAMM PE3YTLTAT OTPULATESNbHBIN.

C uensio addepeHumansHoro AMarHo3a NPOBEAEHO AOMNOMHH-
TensHoe obcnegosanue Ha mapkepbl AOC, ypoBeHs roMoumcTenHa,
FEHETUYECKMI HANU3 C LEMbIO BLIABAEHMS QNIENLHOTO MONUMOP-
dusma metogom MLP: MTHFR (romouncrenn) (C677T), pakrop V
(Neinera) (G169A), daktop Il (npotpombun) (G2021A), uHruburop
aktueatopa nnasmuHorera (PAl) 1-675 5G\4G, koarynaumoHHbi
dbakrop VI F7 Arg 353 Gin, dubpuHoren 6eta FGB — 455 G - A,
peayktasy metmonuHcuHTerady MTRR Il e 22 Met (66a — g). B pe-
3yNnbTaTE NPOBELEHHOTO OBCNENOBAHMS BbISBIEHA FETEPO3UTOTHASR
MyTaUWMS MHIMOUTOPa akTUBaTOPA NnasmmuHorena (PAl) 1-675 5G\4G,
reTepo3UroTHOR MyTALMS PeRyKTa3bl MeTMoHMHCHHTeTa3s MTRR I e
22 Met (66a — g, uto NoaTBEPAMNO HACNEACTBEHHYIO TPOMGODH-
NMIO C PA3BUTUEM PEHANBHOM TPOMBOTUYECKON MUKPOQHIMONATHM.
Nexniouen ADC. B auHamuke coxpaHanca CTOMKuit MOYEBOM CUHIPOM
¢ ymepeHrHoi npotennypuein — 0,76 r/cyt, sputpountypueit go 15
8 n/3p, no Heunnoperko 10-12,5-37,75 x 10°/n, npu coxpaHHo#
byHKumn nouek. MnepxonecrepuHemms — 6,4 mmons/n. femornobu
kposu — 145 r/n, CO3 = 11 mm/y, TpombounTsl kposu — 230 x
10°/n. ToMouMCTEMH W NOKA3ATENM KOArYNOrPAMMBI B NMPEAENax
HOPMbI. Mapkepbl a30TeMMu: KPEATUHUH CHIBOPOTKM — 94 mkmonb/ 1,
MoueBnHa cbiBopoTku — 6,63 mmonb/n. Pacuetras CKD no Cockeroft
Gault = 145 mn/mun, npu Hopme y MyxunH 100—150 mn/mun. Pas-
nensHas CKD no ganHbiM arrnoperocupHturpadum — 54,7-59,3 mn/
MutH. 1o Y3M nouku HopmanbHbix pasmepos, naperxuma = 18—16 mum,
YPOAMHAMMKA HE HAPYLIEHQ.

C yueToM KNMHMKHM, TeHETMYECKOTO UCCNEeaOBAHMS, AAHHbIX
MOPQONOrMM NMOYKM 3AKIIOUUTENbHBIA KIMHUYECKMI AUArHO3 Chop-
MyNMPOBAH Creayowmm obpasom: «PeransHas TpomboTHyeckas
MUKPOGHTMONATHS C ULLIEMUYECKMM CMOPLLMBAHKEM KITy60u4KOB 14%.
XMH 0 cr. XBIM | c1. HacneacteenHas tpombodunmsa. Hocurenscr-
8o myTaumm |l e 22 Met (66a — g) B rere MTRR B reteposurotHom
cocTosHuu, HocuTenscteo mytaumn 1-675 5G\4G & rere (PAI), 8
reTepo3MUroTHOM COCTORHMM. [MnepxonecTepuHemmsy.
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MMMyHHbIZ reHe3 HedponaTu He NOATBEPAUNCA. XApaKTep
nepenecenHon OMH 8 2005 r. octancs HesicHbim. OTeyTcTBue Mm-
MYHHOM MATONOMMM MO AAHHBIM MOPDONOTUYECKOTO HCCNEAOBAHMS
Hedpobuontata, nonHbii Beixog 13 OMH 6e3 ucnonb3osaHMs mmy-
HOCYMPECCUBHOMN TEPAMMM, EAMHCTBEHHAS MPOLEAYPA reMOaManm3a
MO3BONAIOT NPEANonoxuts npepeHansHblit reres ONMH. Bepeaus o
sxenoit nepereceqroi TMA 8 2005 rogy 6uina oteeprHyTa, Tak
kak Taxenas TMA, notpebosaBLIAS AMONM3HOTO NEYEHHs, NPUBENT
6bl K TGNV 3HAUUTENBHOM YOCTH KITyGOUKOB.

TpoMbOTMYECKas MUKPOQHTMONATHA NOYEK CTANA EAMHCTBEHHBIM
MPOSABIEHUEM HACNIEACTBEHHON TPOMOOdHIMK. BeposTtHo, nepTep-
MU 1 0B6E3BOXMBAHWE Y AAHHOTO NALMEHTA SBUIMCH TPUITEPHbIM
MEXAHWU3MOM TPOMOOOOPa3oBaHua. 14% Mwemmnyeckn CMOpLLEH-
HbIX KNyBOYKOB NO3BONAIOT FOBOPUTH O XPOHMYECKOM PEHANbHOM
TPOMBOTMYECKON MUKPOaHTHONaTUu. B HacToswee spema naumeHT
B CTABMALHOM COCTOSHMM, B OMBYNATOPHBIX YCNOBMAX MOCTOAHHO
npuHumaet uHibutopsl AN, auetuncaniumnosyio KUCroTy, ku-
weyHopacTtsopumyto dopmy, B goze 100 mr/cyT, cratunbl. B caasu ¢
HEBO3MOXHOCTBIO B OMBYNATOPHBIX YCIIOBUAX OBECNeUnTs AauTens-
HOE NEYEHUE renapuHOM (MM HU3KOMONEKYNAPHBIMK TENAPUHAMK)
C LOMKHBIM KOHTPONEM, KOK M B MEPBOM CIy4ae, AHTUKOQTYNAHTHAS
TEPANUS HE HO3HAYANACh.

3akarouyeHue

Bnocnennee BpeMsa 0TMe4deTCs HEYKIOHHO BO3PACTa-
IOIIUHI UHTEPEC K TPOOIIEME TPOMOOTHYECKOH MUKPOAH-
ruonaruun (TMA), yuemy CIoco6CTBOBAIA PacIn(PPOBKA
natoreHesa atunuyHoro I'VC u TTII kak Bapuantos TMA,
ACCOLIMMPOBAHHBIX C ITATOJIOTHUEN PETYIATOPHBIX OCJIKOB
cucTeMbl KomiuieMeHTa 1 aeduirom ADAMTS 13 coor-
BETCTBEHHO. [1apa/uIeIbHO € U3YYEHUEM KIACCUYECKUX
(popM BHUMAHUE UCCIENOBATENEH IPUBJIEKAIOT HOBLIE, B
psizie C1y4aeB HEOOBIYHBIE BAPUAHTEL TMA, ApKUM IIpU-
MEPOM KOTOPBIX SABJIAIOTCS, B YACTHOCTH, HE(PPOIATHS,
acconuupoBaHHasa ¢ ADC, 1 «aTpOMOOITUTOIEHUYECKAS
TMA»> [11]. V6eanuTENbHBIMUA IPUMEPAMHU TAKOH «aTPOM-
6onuronennyeckoit TMA» u cTanu npeCcTaBIeHHbIE
KIMHHUYECKHE HAOIIOICHUSL.

OCOBEHHOCTD NPECTABISICMBIX KIMHUYECKUX HAOTIO-
JCHUI B TOM, YTO TPOMOOTUYECKAS MUKPOAHTUONIATUA
IIOYEK, IIOATBEPKACHHAA MOP(HOIOTMUECKH, HE OOYCIIOB-
neHa I'VC, TTTI u spyruMu BapuaHTaMu BTOpudHON TMA, a
ACCOLMMPOBAHA C TEHETUYECKOI (POPMOIT TPOMOO(DHITHH.
[Ipy 3TUX KIMHUYECKUX HAOMIONCHUAX HE OTMEYATIOCh
XdPAKTEPHON TPOMOOLIMTOIIEHUN X MUKPOAHT HOIIATHYE-
CKOU IFe MOJIMTUYECKON dHEMU Y, 4 BEAYIITUM KIMHUYECKUM
CHUHZIPOMOM CT4JI0 OCTPOE MOBPEKICHHUE TTIOYEK PAZHOU
CTEIIECHU BRIPAKCHHOCTH U TSDKECTH TEYECHUA ITPU yMEPEH-
HOM MOYEBOM CHH/IPOME, 4 TAKKE APTEPUAIbHAS TUIIEP-
TeH3Ms. TPOMOOTIYECKASI MUKPOAHTHONATHS TIOUEK CTAIA
IIEPBBIM U €JUHCTBEHHBIM IPOABICHUEM HACIEACTBEHHON
TpOMOO(pHINY.

Y 000MX IMALMEHTOB OTCYTCTBOBAIA KIMHUKA TPOM-
6OTUYECKOTO MOPAKEHUS COCY/IOB KPYITHOI'O U CPEIHETO
Kambpa. Y 060MX MAIUEHTOB OPTAHOM-MUAMIEHBIO CTAIN
MIOYKH C PAa3BUTUEM N30IUPOBAHHON TMA 1 UX Uinemuye-
CKUM [NOBPEKICHUEM, KIIMHUYECKU IPOSIBUBIIMMCS OCTPOU
[IOYEYHOM HEJOCTATOYHOCTBIO, B OJHOM CJIy4ae NOTpedo-
BABIIIECH BBIIIOJIHEHUA TEMOAUANN3A. XaPAKTEPHBLIM CTAJIO
JOOPOKAYECTBEHHOE TeueHUe HeponaTun. HecmoTps Ha
OYpHBII U BHE3AMHBII J1E0I0T 60JIE3HN, B OOOUX CIydasx
OTMEYAJICS BBIXO/] M3 [IOYEYHOH HEJOCTATOYHOCTH, IIOTHOE

BOCCTAHOBJIEHUE (DYHKIUU IT0YEK. OTEKU, MAKPOIEMATY-
pus, ApTEPUAIBLHAA TUIIEPTEH3M, TOUCYHAA JUCHYHKINA
JICNIAIOT KIMHUYECKYIO KAPTUHY CXOJHOM C TAKOBOM IIPU
OCTPOM HEPPUTUYECKOM CUHIPOME, OOYCIOBIECHHOM
HMMMYHHBIM NOBPEKIEHUEM ITOUEK. M TOIBKO JIUIIb TOCPE/-
CTBOM JIMATHOCTUYECKON HE(PPOOUOTICUU U UCCIICIOBAHUS
OJIMMOP(U3MA TEHOB CTAJI0 BO3MOXKHBIM IIPOBEICHUE
I PepEHINAIBHOIO AUATHO3A.

JaHHbIE KIMHUYECKIE HAOIIIO/ICHUS JINIITHUH PA3 MOJ1-
TBEPIWIN NIPABOMEPHOCTD TUIIOTESB «IBOUHOIO yAAPa»
JUIsl OOBSICHEHUS IIPUYNH BO3ZHUKHOBEHUS TPOMOO30B
IpH JIFO60¥ HACTEICTBEHHON (hopMe TPOMOODUINY TpU
YCIOBUM COYETAHUS C IPUOOPETEHHBIMU (DAKTOPaAMU PU-
CKa TPOMOO30B [3].

[IpencraBneHHbIE KIMHUYECKUE HAOMIOLCHUSA IO/ -
TBEPIKIAIOT, YTO FEHETUYECKASI TPOMOODUIHSL, OCOOEHHO
IIPU HOCUTEIBCTBE MHOXKECTBEHHBIX TTOJTUMOP(PU3IMOB
(paKTOPOB CBEPTBIBAHUSA KPOBH, KAK 3TO UMEJIO MECTO Y
BTOPOI'O GOJIBHOTIO, BEPOATHO, MOKET IIPUBECTU K PA3BU-
0 TMA B OTCYTCTBHE OCHOBHBIX JIAOOPATOPHBIX MPO-
SABJIICHUI — MUKPOAHIMONATUYECKON IeMOJUTUYECKOMN
aHemuu u Tpombouuronenuu [11]. Takum o6pasom, cam
(paxT MOPOIOrNIECKOH AUATrHOCTUKU TMA JIOJKEH OBbITh
MIOKA3aHUEM K IIPOBEICHUIO IEHETHUECKOI'O UCCIIE/IOBAHUS
HA MapKepbl TPOMOO(DUIUHL

Aemops cmamovu 3aa61410Mm 00 OMCYMCMEuU
KOHUKIMa unmepecos.

Jnreparypa

1. bapannurosa EH., Koznoeckas HJI, Ilonxuna O.H, Cemer-
yenko H.A. TeHeTn4ecKas r'uneproMOUCTEMHEMUA KaK IPUYNHA
APTEPUATBHBIX 1 BEHO3HBIX TPOMOO30B Y OOJBHOIO XPOHUYECKUM
rinomepynaonedputom // Hedpponorus n auanua. 2008, T. 10. Ne 3—4.
C.254-258.

2. Kazan MIO, bepeuna HH, Bopobbesa OA. TpoMbOTHYECKAs
MMKPOAHIMONATHA [IPU I0BEHWILHOM JepMaroMuosute (KimHnye-
ckoe Habmoaenue) // Hedpponorus u apanus. 2010.T. 12.Ne 2.C. 117.

3. Koanosckasa HJI, boopoea JLA. Tenerndeckas TpoMOOpUWINA U
nouku // Kmuanueckas nepposnorus. 2009. Ne 3. C. 28-29.

4.Koznosckaa HJI, Casenvesa C.A,b5o0koea MH. u op. HopynspHblit
[JIOMEPYJIOCKIEPO3 Y OOIBHOM CAXaPHBIM JUA0ETOM 2 TUIIA U KOM-
OGUHUPOBAHHON (popMOr TpoMbobumu // Hedponorus u juanms.
2009.T 11.Ne 2.C. 129-131.

5.Jlebedenicosa M.B. KmmHUUECKOE 3HAYEHUE TNIIEPTOMOIIUCTEH -
HEMUHU B IPOrpeccupoBannn Hepponatuit (O630p auTepaTypsl) //
Hedpomorunst u irranmms. 2006 . T 8. Ne 4. C. 322-334.

6. Heghponozua: HaoHaIbHOE PyKOBOACTBO / [Tozt pest. HA. My-
xuHa. M.: TOOTAP-Menna, 2009. 720 c. (Cepust «HarmoHanbHble
PYKOBOZICTBA»). C. 346-353,

7.Hegbponozus: Pykosonctso mis Bpadett / Ilog pen, MLE. TapeeBoit.
M.: Meaurmaa, 2000. 2-€ n3f, iepepad. u 101t 688 C.: Wil

8. Ardalan MR. Review of Thrombotic Microangiopathy (TMA),
and Post-Renal Transplant TMA // Saudi Journal of Kidney Diseases
and Transplatation. 20006. Vol. 17. P. 235-244.

9.Ardalan MR, Ruggenenti P, Noris M. and Remuzzi G. Thrombotic
microangiopathy, hemolytic uremic syndrome, and thrombotic throm-
bocytopenic purpura // Kidney International. 2001. Vol. 60. P. 831-846.

10.Benz K,Amann K. Thrombotic microangiopathy: new insights //
Curr. Opin. Nephrol. Hypertens. 2010. Vol. 19 (3). P. 142-147.

11. De Serres SA, Isenring P. Athrombocytopenic thrombotic
microangiopathy, a condition that could be overlooked based on
current diagnostic criteria // Nephrol. Dial. Transplant. 2009. Vol. 24.
P. 1048-1050.

Hara nonydenms cratsn: 22.11.11
[ata npunstua k nedarn: 19.04.12

T.14, N°2 2012 - Hedponorua v guaans 127



