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PEDEPAT

Mo coBpeMeHHbIM NpPeACcTaB/EHUAM, O Pa3BUTUS aTUNMYHOIO FrEMONIMTUKO-ypemMundeckoro cuHapoma (alyYC) y npea-
pPacnoNOXeHHbIX L, HEOOXOAMMO BO3AENCTBME AOMONHUTENbHbLIX PaKTOPOB, KOTOPbIE CErofHs paccMaTpuBaloT Kak
KOMTMJIEMEHT-aKTUBMPYIOLLME COCTOAHUS. Hanbonee 4acTbiMn N3 HUX BASIIOTCHA MHDEKLMN, BEPEMEHHOCTb 1 POAbl, ayTO-
MMMYHHbIE 3a00/1EBaHNS, 3N10KAYECTBEHHbIE HOBOOOPA30BaHMs, TPAHCMNAHTALMSA KOCTHOrO MO3ra 1 COIMOHbIX OPraHoB,
HeKOTOpble NlekapCTBEHHbIE NpenapaTbl. fopa3no pexe pa3sutmio al'YC npenllecTByOT 3/10Ka4eCTBEHHAA apTepuanb-
Hasi TMNePTOHUS N rNOMepPyNspHble 3ab6oneBaHns noyek. NpPrUBOANTCS KNMHUYECKOE HaboaeHe NaLUMEHTKN, B TeYEHNE
10 neT cTpapawoLwwein cTeponayyBCTBUTENbHBIM HEDpPOTUYECKUM cuHapomomM (HC) peumamBnpyoLLLero Te4HEeHNs, Y KOTO-
pon nocne nepeHeCceHHON BUPYCHON MHOEKLMN BNEPBbIE MOSBUANCE NOBbLILIEHNE apTepunanbHOro AaBneHus, HapyLle-
HUe PYHKLMN NOYEK, a TakxKXe Pas3BUICA CUMMTOMOKOMMIEKC reMaToNorMyecknx NposiBleHnin TpoMOOTUHECKO MUKPO-
aHrnonatum (TMA). B npencrtaBneHHoM HabnoneHmn al'YC pasBuncs kak «BTopast 60/1e3Hb» y NaUMEeHTKN, C paHee ana-
FHOCTUPOBAHHbLIM TNIOMEPYNAPHLIM 3a00eBaHMEM MOYEK, YTO NPUBENO K ObICTPOMY NMPOrPeCCMPOBAHNIO XPOHMYECKOM
60/1€3HM NOYEK C PA3BUTUEM TEPMUHANBHOM NOYEYHOM HELOCTATOYHOCTU. B Nonb3y 9T0ro NnpeanonoxeHns CBUAETENb-
CTBOBAJ1 XxapakTep TedeHus 3aboneBaHus — Ha NpoTsxxeHun 10 neT peunanBmpyoLWmMin nocne BUpycHon nHdekumm HC,
He CONPOBOXAALLNNCH N3MEHEHNSMU OCaZKa MOYN, apTeEPUaNbHON rTMNEePTOHNEN, HapyLLeHneM OYHKUUK NoYek, 1erko
KYNMpyemblli cTeponaamm ¢ 6bICTPbIM MCYE3HOBEHMEM NPOTEMHYPUN N HOPpManu3aumen 6enKoBbIX NokasaTenern KPoBu.
Vi3MeHeHne KNMHMYEeCKOoM KapTuHbl HedpuTa Nocne nepeHeceHHon nHdekummn herpes zoster 3actaBmno 3agymMmartbCcs O
pa3BUTUM BTOPOIro NOYeYHOro 3a6oneBaHns MHOM NPUPOAbl, OTIMYHOM OT XPOHMYECKOro rnomepynoHedputa. HecoMmHeH-
HOEe OCTpOe NoBpexaeHne NoyYek, CoYeTaloeecs C TAXeNon aHeMmmneln n TpoMOoLUNTONEHNEN, AIBUNOCb OCHOBaHWEM ANs
MCKoYeHns, B nepByto odyepedb, TMA. VcknioyeHne TpomMOOTMHECKO TPOMOOUMUTONEHNYECKOW Nypnypbl, TUMUYHOIO
'YC n Hanbonee YacTbix NpuymH BTopnyHoi TMA nossonuno anarHoctuposatb al'YC. O6cyxaaetcs ponb HC B passutum
TMA. B ka4yecTBe BO3MOXHbIX MEXAHU3MOB PacCMaTpUBaIOTCS reMOKOoarysuMOHHbIE HAPYLLEHUS U PONb aHAOTENVanb-
HOro COCyamcToro gakropa pocTa.
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ABSTRACT

According to modern concepts, for the development of atypical hemolytic uremic syndrome (aHUS) in predisposed indi-
viduals, additional factors are necessary, which today are considered as complement-activating states. The most common of
them are infections, pregnancy and childbirth, autoimmune diseases, transplantation of bone marrow and solid organs, some
medications. Less commonly, aHUS is preceded by malignant arterial hypertension and glomerular kidney disease. Clinical
observation of a patient suffering from a steroid-sensitive relapsing nephrotic syndrome (NS) for 10 years, in which after a viral
infection first increased blood pressure, developed impaired renal function and hematological manifestations of thrombotic
microangiopathy (TMA), is given. In the presented observation, aHUS developed as a “second disease” in a patient with previ-
ously diagnosed glomerular kidney disease, which led to the rapid progression of chronic kidney disease with the development
of terminal renal failure. This is evidenced by the nature of the course of the disease — NS recurring after acute respiratory viral
infections, not accompanied by changes in urine sediment, arterial hypertension, impaired renal function and easily stopped
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by corticosteroids with rapid disappearance of proteinuria and normalization of protein blood counts. The change in the clinical
picture of nephritis after a herpes zoster infection made us think about the development of a second renal disease of a different
nature, other than glomerulonephritis. Undoubted AKI, combined with severe anemia and thrombocytopenia, was the basis
for the exclusion of primarily TMA. The exclusion of TTP, STEC-HUS and the most common causes of secondary TMA made it
possible to diagnose atypical HUS. The role of NS in the development of TMA is discussed. Blood coagulation disorders and

VEGF-dependent mechanisms are considered as possible mechanisms.
Keywords: atypical hemolytic uremic syndrome, nephrotic syndrome, glomerulopathy
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BBEAEHUE

ATHUNIYHBIN T€MOTUTHKO-YPEMUYECKUN CUHIPOM
(al'VC) — kmaccuueckas TpoMOOTHYECKAsh MHUKPO-
anruonarust (TMA), npencTaBieHHass MUKPOAHTHO-
naTuyeckod remonutuyeckoi anemuein (MATA),
TPOMOOLIMTONICHUEH M OCTPBIM MOBPEKIECHHEM IIO-
yek (OIIII). IMpumepno B 60% cnydaeB y manueH-
ToB ¢ al'YC wmaeHTHPUUUPYIOT MyTaluud B TeHAX
CHCTEMBI KOMITJIEMEHTa, YTO 0OOCHOBBIBAET TEPMHUH
«xoMmIieMeHT-onocpenoBanHas TMAY, KOTOpbIi He-
KOTOpBIE€ aBTOPBI MPEANOUNTAIOT HCTOPUUECKOMY Ha-
3BaHui0 «atunuuabli ['YC» [1]. Ycranosneno, 4uto
TeHEeTHYECKUH Ae(eKT CHUCTeMBbl KOMILIEMEHTa He
siBisieTcst npuunHor al'YC, a numib mpenpacnosara-
eT K ero pa3sutuio. /i nannmanuu octpoit TMA y
MIPeIPACIIONOKEHHBIX JIMIl HE0OX0AUMO BO3/IeiicTBHE
JOTIOJTHUTENBHBIX (DAaKTOPOB, KOTOpPBIE CETOAHS pac-
CMaTpUBalOT KaK KOMIUIEMEHT-aKTHBHPYIOLIHE CO-
crosiaust (KAC). Hanbosee yacThIMU U3 HUX SIBJISFOT-
csl MHPEKIHU, OEPEeMEHHOCTh U POJIbI, ayTOMMMYH-
HbIE 3a00JIeBaHMs, 37I0KaueCTBEHHbIE HOBOOOpa3oBa-
HUS, TPAHCIUIAHTAIMSI KOCTHOIO MO3Ta M COJHMIHBIX
OpraHoB, HEKOTOpbIE JIEKapCTBEHHbIE Ipenaparhl.
T'opaszno pexe passuthio al'YC npeamecTByroT 3710-
KaueCTBEHHAs apTepHalibHas FUIEPTOHUS U IIIoMepy-
JsipHble 3a0oneBanusi moyek. [IpuBogum coOCTBEH-
Hoe HaOmonenue al'YC y B3pocCiioil MalyeHTKH co
CTEPOUIYYBCTBUTEIBHBIM HE(QPOTHUECKUM CHHIPO-
MoM (HC) perinBHpyIOLIETo TeUEHUS.

KJIWHUYECKHUWA CIAYYAN

IManmentka, 32 roma, A0 2003 r. cumrana ceds
3JI0pOBOM, U3MCHEHUI B aHaIM3aX MOYM HE OBLIO.
Ocensto 2003 . nocie OPBU BnepBbie mosiBUiIach
nporerHypus 0 10 /71 6e3 u3MeHeHuUs 0cajika MOYH,
copmuposaics HC. Aprepuanibnoe nasienue (AJl)
1 (QYHKLUS TIOYEK OCTaBaIHCh HOPMaIbHBIMU (Kpea-
TUHHH cbIBOpoTKH — CKp — 66 MkMonb/i1). B cramnmo-
Hape 10 MECTY KHUTEJIbCTBA JUArHOCTHPOBAH XPOHU-
yeckuii romepyiaonegput (XI'H) Hedporuueckoro

tuna. Hagaro neuenne npenuauzononom (I13) BHyTph
B J103e 60 MI/CyT, IPOBEJICHA CITYJIbCH-TEPAITHSI METH-
npenoM (1500 mr) ¢ OBICTPBIM, B TeUEHHE 2 HEJ, J0-
ctikenueM pemuccun HC (cHMKeHne mpoTenHypun
1o 0,6 r/cyT, BOCCTaHOBJIEHHE HOPMAIBHOTO YPOBHS
CBIBOPOTOYHBIX OEIKOB), TIOCTIE YEro CTepOUIHAs Te-
panust Obuta orMeHeHa. [locnenyromue 10 neT y ma-
LIUEHTKH IIOCJIE OCTPOM pEeCHHUpPAaTOPHONH BUPYCHOM
undeknun (OPBU) ormeuanuch exeronHbie pelu-
muBbl HC, KoTOpBIE, aHAJIOTHYHO TIEPBOMY 3ITHU30/1Y,
OBICTPO KYNUPOBAIUCH TITFOKOKOPTHKOCTEPOHUIAMH
('KC). dynKIms nmoyek ocTaBajach COXpaHHON B Te-
YEHHUE BCETro NEPHOIa HaOIIOACHUS.

Pe3koe yxymuieHHe COCTOSIHUSI C W3MEHEHUEM
KJIMHAYECKOW KapTHUHBI OOJIE3HU TMPOU3O0IILIO B OKTSI-
ope 2013 r. Tlocme mepeHECEHHOTO gerpes zoster,
OIHOBPEMEHHO C ouepenHbM peruauBoM HC (cy-
TOYHAsi MPOTeUHypHst — 3,3 T/CyT, adbOyMHH CBHIBO-
pOTKH 22 T/11) BIEpBBIE pa3BUIICS OCTpoHEDpHUTHYE-
CKUI CHHIIPOM C 3IHU30JaMH MaKpOoreMarypHH, I0-
BoieHuemM AJl 10 140-150/90 mm pr. ct. u CKp 10
280 MKMOJIB/J1. B cTannonape 1o MecTy JKUTeNIbCTBA
ObL1a BO300HOBIICHAa MOHOTepanus 113 B go3e 50 mr/
CYT, Ha3HaueHbI TUypeTHKU. HecMoTpst Ha KpaTKOB-
pEMEHHOE YITyUIllleHHe COCTOSHUSI MAIIMEHTKH B BHJIC
WCUYE3HOBEHHUSI OTEKOB, TeHJICHIIMH K cHIKeHn0 CKp
(10 170 MKMOJIB/JT) U TOBBIIICHUIO 00IIEro Oeka u
anp0yMuHa, B KOHIIE HOSIOpS BHOBH OTMEUEHO Pe3Koe
HapacTaHue OTEYHOTO CHHJIPOMA JIO0 CTETICHU aHacap-
ku (OonmpHas mpubaBwia B Macce Tena okono 20 Kr
3a 10 gneit), yposas AJ] (180/100 mm pr. ct.) u CKp
110 382 MMoJIb/J1. JloGaBiieHre K Tepaliy 3H10KCaHa
B j103e 150 mr/cyT addexra He UMEINO0, Y HAllMeHTKH
pasBuiachk onurypusi (nuypes 300 mu/cyr), Hapac-
Taja TUIepruaparalus, B CBiI3M ¢ 4eM Oblia Hadva-
Ta Tepanus reMoIUaii30M, TIPOBOJIUMAsI B TEUCHUE
1,5 mec. B ator mepuoj cocrosiHue 00JBHOM OcTa-
BAJIOCh CTAOWIILHO TSKEIBIM, XOTSI BBIPAKEHHOCTD
OTEKOB YMEHbIIMJIAch, a ypoBeHb CKp cHuzmiics 110
270 mxMoiib/n. BoccraHoBieHre auypesa MO3BOJIH-
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JI0 TPeKpaTUTh AMATU3HYIO Tepanuio. TskecTb co-
CTOSTHUS YCYT'YOHJIO pa3BUTHE BBHIPAKEHHON aHEMUU
CO CHIDKCHHEM reMoriioonHa 10 49 r/11 B OTCYyTCTBHE
MIPU3HAKOB KPOBOTEUEHHS, TPOMOOLIUTONIEHUH (YHC-
JI0 TPOMOOIUTOB 10 70 THIC./MKII), JIEHKOIIEHUH (10
1,5 teic./Mki). [Tocieansist Oblia paciieHeHa Kak Mmpo-
SIBJICHHE HEXeJIaTeJIbHOro »(QeKTa 3HJIOKCaHa, B
CBSI3U C UeM Tpernapar OblJ1 OTMEHEH.

B ¢depane 2014 r. nanueHTka Obljia rOCIUTAIN-
3upoBaHa B KIUHHUKY Hedponoruu [lepsoro MI'MY
M. U.M. CedeHoBa B CBS3H C TAKECTbIO COCTOSHUSA
Y HECHOCTBIO JMarHo03a, MPOo0JIKast MOoIydaTh jJede-
nue [13, 103a KOTOPOTO K ’TOMY MOMEHTY COCTaBJIslIa
30 mr/cyT.

[Ipu mocTymuieHuy B KIMHUKY oOpaiaiy Ha ceds
BHUMaHHE BBIp@XKEHHAs THIEpruapatanus (OTeKu
CTeTIeHU aHACapKH, THAPOTIEPUKAP 10 JaHHBIM DXO-
KT 1 koMIbrOTEpHO TOMOTpaduK OPraHoOB IPYAHOM
KJICTKH, OJBIIIKA 10 26—28 B 1 MUH), TsKenas apre-
puansHas runeptonus (Al 180—190/100—-110 mm pr.
CT.), PE3UCTeHTHAasI K 4-KOMIOHEHTHON aHTHTUIIEep-
TEH3WBHOM Tepanuu, COXpaHsIOIIascsa aHeMHUs C IIPH-
3HaKaMM MHKpoaHruornarudeckoro remosusa (Hs 70
r/m, JIAT 920 EJI/n npu Hopme 260—480 E/1/n, otpu-
narenbHas mpoda Kymbcea), Tpomborutonenus (130
TBIC./MKIJI), YMepeHHO BbIpaxkeHHbIH HC (cyTouHas
npoTeuHypus 5,2 r/cyT, anbOyMUH CBHIBOPOTKH 28,4
/1), noBbIeHHbIN 10 2,2 Mr/aa CKp. Obmas remo-
JUTHYECKasi akTUBHOCTH KomruiemeHTa CH50 cocra-
Buita 32 % (aopma 20-40%). Ha ocHoBanuu covera-
Hus octporo nospexaenus nouek (OIII) c MAT'A u
TpoMOoITONIeHNel Obuta quarnoctupoana TMA, B
CBSI3U € YeM Hadata IutazMorepanus. OaHako mepBas
xe Tpancdysust cBexkezamopokeHHo mna3zmel (C3I1)
OCJIO)KHWJIACh PAa3BUTHEM aJUIEPTHYECKON peakuuu
C MOBBILIIEHHEM TeMIiepatypsl Tena a0 38 °C. Ilpen-
MIPUHATAsA 4Yepe3 JIeHb BTOpas MOMbITKa TpaHCPy3Uu
C3II Takke ObIIa HEYCHEITHONW — Y TAIlUCHTKH pa3-
BIJIMCh CYJIOPOKHBIN CHHIPOM W JIMXOpajaKa, 4YTO
MTOCITY>KWJIO IPUUMHON npekpamieHus Tepanuu C3I1.
[IpoBenennoe g yrounenus npuunHbl TMA 006-
cnenoBanue (onpenencane AH®, anturen K 1ByCIu-
panbnoit JIHK, xapauonumnuny, B2-rmukonporeunyl,
BOJYAHOYHOTO AHTUKOATYJSHTA) TIO3BOJIMIIO OTBEp-
THYTh JUArHo3bl CUCTEMHON KpPacHOW BOJIYAHKH U
aHTHU(OCHONUITUIHOTO CHHIPOMA, HAa OCHOBAaHUHU
HopMmaneHOil aktuBHOCTH ADAMTS 13 (123%)
ObUIa MCKITIOUEHAa TPOMOOTHYECKash TPOMOOIHUTOTIE-
nuyeckas myprypa (TTID). OrcyTcTBHE NpH3HAKOB
MOpaKeHHUs HKETYJI0YHO-KUIIIEYHOTO TpakTa B Je0r0-
Te 3a00JIeBaHUs U TI0O MEPEe €ro Pa3BUTHS UCKITIOYAJIO
JUarHo3 TUITMYHOTO TeMOUTHKO-YPEMHYECKOTO CHH-
npoma (STEC-I'YC). Takum oOpa3oM, HUCKITIOUCHUE
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Hanbosee yacThiX mpuauH TMA MO3BOJIMIIO JUATHO-
ctupoBath al ' YC y manueHTKy, B TeUeHUe JUIUTENb-
Horo BpemeHu crpanatomieii XI'H HedpoTrueckoro
TUna (PeUUIUBUPYIOMINNA CTEPOUTIYBCTBUTEIBHBIN
HC), npeanonoxuTenbHO COOTBETCTBYIOUINM 00Je3-
HU MUHUMAaJbHBIX n3MeHeHuni (BMUN).

N3-3a HEBO3MOXXHOCTH IPOBEICHUSA ILIa3MOTe-
panuy COCTOSIHME MAIMEeHTKHU B AMHAMUKE Tporpec-
CHUBHO yXYAIIaIOCh: ycyryomnacs anemus (Hs 70—
59 /1), Hapociia BEIPAKEHHOCTh TPOMOOIIUTOIICHUN
(130-85 TbIC./MKIT), TOSIBHIICS KOXKHBIA TeMOpparu-
YEeCKUI CHHJIPOM, MPOAOIKA MOBBIIIATECA KpeaTh-
HUH (2,2-3,3 MI/m1), coxpaHslach pe3HCTEHTHAs K
MHOT'OKOMITOHEHTHOW aHTUTUIIEPTEH3UBHOM Tepanuu
apTepuaigbHasi THIIEPTOHNS, XOTS yPOBEHb ajIh0yMuHa
KpoBHM HOpManu3oBajcs (anpOymun 28-30-35 r/n).
Coueranme TSDKEJIOW apTepHanbHON THIEPTOHUH C
Hapacraroliel aHemMueld M TPOMOOIMTONIEHHEH HE
MTO3BOJIMJIO BBITIOJIHUTE OHOTICHIO TIOYKH, 0€3yCIIOBHO
MOKa3aHHYo Ui Bepu(pUKaluy AUarHosa.

B xnmHuKe manyeHTKe NpoBoAnIach CHMIITOMATH-
YyecKasl Tepanusi: TpaHcy3un SPUTPOLIUTHON MacChl,
HU3KOMOJIEKYJISIpHBIE TenapuHbl (3HOKcamapua 80
MT/CyT), TUYPETUKH; pojoinKeHa Tepanus [13 ¢ mo-
CTETICHHBIM CHIDKEHHEM J103bl. BBUTO pexomeHaoBa-
HO Ha3HauYEHHUE 10 MECTY JKUTENIbCTBA KOMIUIEMEHT-
OIIOKMPYIOIIETO TpernapaTa « DKyIn3yMad Kak Cpe/l-
cTBa maroreHerndeckoit Teparmuu al'yYC, 9T0 maBano
OCHOBaHHE PacCYUTHIBATh HE TOJBKO HA KyIHPOBa-
HUE TEeMaToJIOTHYECKUX MPOSBICHUN 3a00seBaHus,
HO W Ha BO3MO)XHOCTh BOCCTAHOBJIEHHUS (YHKIHU
MOYEK, YUUTHIBasE OTHOCUTEIHHO HEOOIBINION CPOK OT
neorora TMA. OnHako B He(POIOTHIECKOM CTaIUO-
Hape MO0 MEeCTy >KUTEeNbCTBA, KyJa MalleHTKa Oblia
TOCIUTAIM3UPOBAaHA TIOCIE BBIMUCKU W3 KIWHUKH,
9KyaM3yMab Ha3Ha4eH He ObLI. DTO MPUBEJO K Jajb-
HelIeMy MpOorpeccupoBaHuio 3a00jieBaHUS C paz-
BUTHEM aHYPHH U OBICTPBIM HapacTaHWEM a30TeMUU
(CKp 350-540 MKkMOITB/JT), 4TO IOTPEOOBAIIO HAYaAIA
JIeYEHUs] MPOrpaMMHBIM TeMOAMaTu3oM. B oTcyT-
CTBUE KOMILIeMeHT-0okupyromeit repanun OI1II ne
pa3penmiocs, XoTs reMaToIOrnYecKre MpOsBICHUS
0OJIC3HH PErpeccUpoBav B TCUCHHE 2 MEC OT Hadaja
3amectuTenbHoM moyeyHoi teparnuu (311T). Komnue-
CTBO TPOMOOIIUTOB IMOCTENEHHO HOPMAIU30BaJIOCh,
aHeMmusl ObljIa KyITMpOBaHa MOCJe Ha3HAYEHHs dI103-
TUHOB U BeHO(Depa, AJl cTabmIM3upoBaHO HA YPOBHE
120-130/80 MM pT. CT., B CBSI3U ¢ YeM 00bEM aHTHUIHU-
MEePTEH3MBHOM Tepanuu yIaioch MUHUMH3UPOBATH.
UYepes 6 mec 3IIT manumenTka ocraBagach Juaan33a-
BHCHUMO, YTO MO3BOJINIIO KOHCTAaTUPOBATh Pa3BUTHE
TEPMHUHAIBHON IOYEYHOM HEIOCTaTOYHOCTH B HC-
xoze octporo smu3zona TMA.
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B cBs3u ¢ mumaHupyeMoil TpaHCIIaHTauuen noy-
ku B 2017 . B maboparopun ' EHOTEK mnaruentke
ObUIO BBINOJHEHO I'€HETHYECKOE UCCIICIOBAHUE CU-
CTeMbl KOMIUIEMEHTa, HE BBIIBUBIIEE IMaTOT€HHBIX
MyTanui, acconnrpoBanubix ¢ al'YC. OnHako B rene
(pakropa xomrementa H (CFH) u rene ADAMTS13
ObUTM OOHApYKEHbI T€HETHYECKHE BapHaHTHI C He-
YCTaHOBJIEHHBIM KJIMHU4YecKuM 3HadeHnueM: CFH
c.2016A>G, CFH ¢.2808G>T, ADAMTS13 ¢.19C>T,
ADAMTSI13 ¢.1342C>G, ADAMTS13 ¢.1852C>G.
K nHacrosmemy BpeMeHHU NalyeHTka B TeueHue 6 et
[OJTy4aeT JIeYCHHE MPOTPAaMMHBIM T'e€MOAHATU3OM.
JlaGopaTtopHble TOKa3aTelau CTAOWIbHBI: Te€MOIJIO-
oun 120 1/n, yucno TPoMOOUUTOB 222 THIC./MKIL.
[TarmenTka BHEcCeHa B JIMCT OXHJIAHUS TPaHCIIIAH-
TallUd MOYKH, KOTOPYIO TUIAHHUPYETCS BBIMOJHUTH C
WCIIOJIb30BAaHUEM D3Kylu3ymada Juid TpoQHIaKTUKA
perunua al'YC, puck pa3BUTHS KOTOPOTO OIICHEH
KaK CPEIHM, YUYHUTHIBas HOCUTEIbCTBO HECKOJIBKHX
FeHETUYECKUX BAPUAHTOB CHUCTEMBl KOMILJIEMEHTa U
ADAMTSI13, xoTs 1 ¢ HEyCTAaHOBJIEHHBIM KIMHHYE-
CKUM 3Hau€HHUEM.

OBCY>XXAEHUE

[MpuBeneHHOe HaONIONCHUE WILTIOCTPHPYET pas-
Butne al'YC kak «BTOpoi O0Ne3HW» y MAIMCHTKH,
C BBICOKOW BEpOSTHOCTHIO CTpaJaBIIeil OOIE3HBIO
MUHUMAaJIbHBIX U3MEHEHUU. B monb3y 3TOro npesrmno-
JIO)KE€HUSI CBUJIETENLCTBYET XapakTep TeueHus 3a00-
JieBaHUA — Ha TpoTshkeHnu 10 et peunauBupyomui
nocne OPBU nedpoTrueckuit cuaapom, He COIMpo-
BOYKIAIOIIUICS U3MEHEHUSAMHU OCaJIKa MOYH, apTepHU-
QIBHOW THIIEPTOHUEH, HApyIIeHHEeM (PYHKIIMU TOYEK
u nerko kynupyembiii ['KC ¢ ObICTpBIM, B TeUeHHUE
2-3 Hex, NCYe3HOBEHHEM MPOTEHHYPUH U HOPMaJIH-
3anueil OemKOBBIX MoKazaTeneidl kpoBu. VIMeHHO u3-
MEHCHHE KIMHUYECKOW KapTHHBI HepHuTa, Mpom30-
HmieaIiee mnocjie nepeHeceHHoW wuH(eknuu herpes
zoster, 3aCTaBWJIO 33JyMaThCsi O Pa3BUTHH BTOPOTO
[IOYEYHOTO 3a00JIeBaHUA WHOW MPHPOJIBI, OTINY-
Hoii ot XI'H. Hecomuennoe OIIII, coueTaromieecs
C TSDKEJION aHeMHel U TpoMOOoUUTONIeHUEH, IBUIIOCH
OCHOBaHHEM JUIsI HUCKIIOYEHHUS B TIEPBYIO OuUepeb
TMA. Uckmouenne TTII, STEC-I'YC u nauboinee
4acThIX NpUYMH BropuyHOW TMA mno3Bosmio nua-
rHoctupoBats al YC.

Kpome 310it 60516HO#, MBI HAOTIONAIH €IIIE YeThI-
pex ManueHToB B Bo3pacTe oT 18 mo 55 et ¢ panee
JTUArHOCTHUPOBAHHBIMU TJIOMEPYJISIPHBIMUA OO0JIe3HSI-
mu. Knnnandeckass kapTuHa B Tpex ciydasx Obuia
npenctasieHa HC, U TOJIbKO y OAHOM HAIMEHTKH C
AHIIA-BackynuTOM OTMeUajgach MPOTCUHYPHs CyO-
HedpoTHUeckoro ypoBHs. buoncus mnoukn Oblia

BBITIOJIHEHA ABYM OOJBHBIM, y OJHOTO W3 HHUX BBI-
sBlieHa KapTuHa IgA-nedpomnarun, y BToporo ¢ Ti-
KenbIM  ctepouniopesuctenTHbiM HC — ¢doxansHO-
CErMeHTapHOTO ITIOMEPYI0CKIEPO3a.

Ilepsoie ommcanua al'YC y mamuentoB ¢ XI'H
nosiBUIHCHh B 80-X romax mpommioro Beka [2]. Co6-
CTBEHHBIH, XOTSI U HEOONBIIOW OMBIT U aHAINU3 OIy-
ONMMKOBAaHHBIX C TeX MOp EAMHUYHBIX HAOMIOACHUN
U peXe MaJbIX Cepuil MO3BOJSET yTBEPXkKAaTh, YTO
0001 TIIoMepylIoHeDPUT y ACTEH M B3POCTBIX HE-
3aBHCHMO OT €ro MOpP(OIOrMYecKoro BapHaHTa
MOXeT ocnoxHuTbea paszputueM al'YC. Octpas
KOMIUIEMEHT-orocpeioBanHast TMA Obuta onuncaHa
npu IgA-nedponaruu [3, 4], Gone3HM MHHUMAIb-
HeIX u3Mmenenuit (BMU), dokaabHO-cerMeHTapHOM
romepyiockiepoze (PCI'C), mMemOpaHO3HOH He-
¢pomatrn (MH) [2, 5, 6], 0CTpOM MOCTCTPENTOKOK-
koBoM ['H [7-9]. UmeroTcs takxe omucanus al'YC,
pasBuBIerocst y 6ompHbIX AHI[A-BackynmuToM ¢ mo-
pakeHUEM T0YEeK, B TOM YHUCIIE U Hallle COOCTBEHHOE
nabmogenue [6, 10, 11]. Ocobyro rpymmy HabmroIe-
HUIl TpeACTaBIAI0T cobolt cimyuait octpoii TMA y
MAIMeHToB ¢ BoiuaHoyHBIM Hedputom (BH). Ot
Cyuyau TpEACTaBICHB He Toimbko TMA, accoruu-
pPOBaHHOH ¢ aHTU(HOCHOIUTIHIHBIM CHHIPOMOM, HO
taxke TTII u al'YC. MlHTEepecHO, YTO HE3aBUCHUMO OT
npuunHbl TMA (antuTena x hocdonununam, nedu-
uut ADAMTSI13, runepaktuBanus KOMILICMCHTA)
IIOCJIE/IHSS Pa3BUBAETCS NpeuMyllecTBeHHO npu BH
IV kmacca [12-14]. Kak oxa3zanocs, pazsutue al' YC
BO3MOXHO Jla)ke Yy TalMEHTOB C HAacleICTBEHHOU
MaToOJIOTHEN TOYeK: HEeNaBHO ObUIO OITyOIMKOBaHO
yHUKalnpHOe Habmonenue coueranus al' YC ¢ cuH-
npomoM Ambriopta 1 AHLIA-HeraTuBHBIM SKCTpakKa-
nuwusipabiM ['H ¢ monynynusmu [15]. Onnako yaie
Bcero onuckiBaioT coueranue al'yY C u memOpaHompo-
mudepatusroro I'H (MIITH) [2, 6, 16, 17]. Cnenyer
OTMETHUTH, YTO MOJOOHOE COYETaHHE BO3MOXKHO HE
TonbKo 1pu C3-ryioMepysonaTiy, YTO BIIOJHE OXKH-
JTAa€MO, YYUTBIBas POJIb N30BITOYHON aKTUBAIIMH ajlb-
TEPHATUBHOI'O ITyTH KOMIUIEMEHTA B Pa3BUTHH 000MX
BUJIOB MATOJIOTUH, HO U TIPU UMMYHOKOMIUIEKCHOM
MIIT'H. Tak, L. Manenty u coaBt., HaOIroqaBIINe
248 GoJbHBIX ¢ MOP(OIOTHIECKH BepUDUIIMPOBAH-
HbIM nuarano3oM XI'H B Tedenue B cpemanem 31 mec,
ormucanu pazsutue al YC y 6 u3 HUX, puueM B 3
ciayvasx u3 6 — nmenHo MIII'H: y nByx manueHToB
UMMYHOKOMILIEKCHBIH, ¥ onHOTO — C3-Hedponarus.
YV BCexX TpOUX NALMEHTOB OTMEUYEHbI HU3KUM YPOBEHb
C3 B CBIBOPOTKE W ME3aHTHAJIbHBIC Aemo3uThl C3 B
Oomontare mouykd. MHTepecHO, YTO HpU TeHETHYe-
CKOM HCCIICZIOBaHUH TaTtoreHHas myTanus resa CFH
OblIa BBIABICHA TOJNBKO y OAHOTO TAIMeHTa, MpH-
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yeM ¢ uMMyHOkoMIuiekcHbiM MIITH, Torma kak y
JIBOUX JIPYTUX OOJNBHBIX HICHTU(GHUIIMPOBAHBI PUCK-
rarwtotunsl CFH-H3 (CFHtgtgt), onmmncannsie panee
kak accoruupoBanueie ¢ al' YC [6]. [Ipuaumas Bo
BHHUMaHHE BO3MOXKHOCTH pa3BuTus al'YC npu cToib
pPa3HBIX BHJAX INIOMEPYISIPHOW MATOJIOTHH TOYEK,
MIPEJICTaBIACTCS BaXKHBIM IMOMCK KaKOTO-TO OOIIEero
(akTopa W/MIM MeXaHU3Ma, KOTOPBIM 0OecreYrBal
OBl peanu3aluio Mpolecca MHUKPOIUPKYIATOPHOTO
TpoMO00Opa30BaHHs B IOYESYHOM COCYMICTOM pyclie
HE3aBHCHUMO OT MaTOreHe3a COCYIIECTBYIOIIEH C HUM
[JIOMEPYJIONaTHH.

AHanu3 onmyOJMKOBAaHHBIX K HACTOSILEMY BpeMe-
HY HaOmonenui al'YC, codeTaromerocs ¢ TeM Wiu
WHBIM MOP(OJIOrHYCCKIM BapUAHTOM TITIOMEpYIIOna-
THUU KaK y B3pOCJBIX, TaK U y JEeTei, MoKkasaj, 4To B
MOJIABIISIFOIEM OOJILIIMHCTBE clydaeB 3a0oJieBaHue
Pa3BUBAJIOCH Yy MAIIMEHTOB, UMEBIINX K MOMEHTY Jie-
6rotra octpoit TMA Hedporuueckuit cunapom. Hare
MHEHHE COBNAJAET C TOYKOW 3peHus L. Manenty u
COAaBT., KOTOpBIE, TPOAHAIU3UPOBAB OITyOJINKOBAH-
weie k 2013 1. Habmropenwusi, oOHapyxwiu, 9to al' YC
661 muarnoctupoBan y 17 mauuentoB ¢ HC, 10 u3
KOTOPBIX — C paHee YCTAaHOBJIEHHBIMHU JMArHO3aMHU
OCI'C u BMU u 7 — ¢ nuarno3zom MH. B Toit ke my-
Onmukanuu aBTOpbl coodmwn o 17 6ompuex MIITH,
13 KoTopeiX y 9 arunmunomy ['YC mpenmiectBoBal
HC, npuyem y cemepbIX U3 HUX paHee ObLI TUArHO-
ctupoBaH UMMyHOKoMIUTeKCHBIM MIII'H [6]. Takum
oOpa3oM, MbI monaraeM, yto HC MoxHO paccmarpu-
BaTh KaK elle OJIMH TPUITEP, XOTS U PeIKUN, aTUITNY-
noro ['YC y mpeapactonoKeHHBIX JIUII.

B mpuBenennom nabmogennn HC Ttaxke mpen-
mecTtBoBan pazButuio al YC. XapaxTtep TeueHus
HepomaTHH y Hallled NalueHTKH aHaJIOTHYeH OIIHv-
cannomy R.L. Siegler u coaBrt. 20 neT Ha3zam y Mo-
JIOZOTO YenoBeKa 22 JeT, OJTHe Tofbl CTpajaBliie-
IO YaCThIMM PEIUINBAMHU CTEPOUIIYBCTBUTEIHHOTO
HC. Tlocne nmatuneTHell peMHUCCUH Y HEro BO3HHUK
OYepeHON peruIuB 3a00JIeBaHus, KOTOPBIN HE OTBE-
THJI Ha CBOEBPEMEHHO Ha3HAYE€HHBIE BBHICOKHE JI03BI
npenHu3onona. CoCTOsTHUE MalMeHTa OCIOKHUIOCH
pa3BUTHEM TSDKEIIOW aHEMHUH, TPOMOOIMTONCHUU C
KOYKHBIM T€MOpPparndeckKuM CHHIPOMOM, HapyIIeHH-
eM ¢yHkuun novek c¢ nopeimenuneM CKp mo 5,9 mr/
Ul U apTepHasIbHON runeproHuei. Yposuu C3- u
C4-KOMIIOHEHTOB KOMILJIEMEHTa B CHIBOPOTKE OBLIH
HOPMaJIbHBIMU. B pe3ynbrare npoBOIUMON CUMIITO-
MaTHYECKOW Tepanuy COCTOSHUE MalleHTa YIaloch
CTaOUIIM3UPOBaTh, U TIOCIE HOPMAJIM3ALUU KOJTUYe-
CTBa TPOMOOIIMTOB €MY BBHITIOTHHIN OHOTICHIO TOYKH.
CaeroonTHueckas KapTHHA COOTBETCTBOBAJIA OCTPOM
TMA ¢ TpoM06030M KanMUTSIPHBIX TIETEh KIIyOOUKOB,
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MpU  DIEKTOPOHHO-MUKPOCKOITMYECKOM HCCIIE0Ba-
HUU BBISIBIIEHBI PacIIaCThIBAHHE HOXKEK IOIOITOB
M OTeK SHAOTENUANbHBIX KJIETOK, YTO IT03BOJIUIIO
nuarHoctupoBarh ['YC y maruenTa ¢ 00JIe3HbI0 MU-
HUMaJbHBIX W3MeHeHui [2]. B to Bpems al'YC Ob11
MaJi0 M3BECTeH KIMHHUIIMCTAM M Yalle BCEero 000-
3HaYaJCs TePMUHOM «BTOpUYHBINH ['YC», KOTOpBIM
U TIOJIb30BAJIMCh aBTOPHI B cBOeM omnucaHuud. OHHU
MIOTIBITAINCE OOBSICHUTH CBSI3b IMEPBUYHON TJIOME-
pysipHoit Oone3nu u BTopmuHoro ['YC Hammumem
THIEPKOAryJISIIUOHHBIX M3MEHEHUH, CBOMCTBEHHBIX
HC, n mpennonoxunu, ato TMA MOXeT OBITH ClIeI-
CTBUEM JucOanaHca MEX/1y MOBBIIIEHHBIM YPOBHEM
MPOKOAryIsiHTHBIX OenkoB (daxtopel V, VII, don
Bunnebpanga) U CHHKEHHBIM YPOBHEM €CTECTBEH-
HBIX aHTHKOAryiasHTOB (antutpomObun I, mporenn
C) u mIa3MHUHOTEHA, a TaK)Ke aKTUBaIueld Tpomobo-
IIUTOB, aHAJOTHYHO TOMY, KaK 3TO UMEET MECTO TpHu
BEHO3HBIX TpoMOo03ax, Hepeako ocnoxusonmx HC
[2]. Takoe oOBsICHEHNE MIPEACTABIIACTCS HAM BIIOJHE
OTIpaBJaHHBIM M O0OCHOBBIBAET BO3MO)KHOCTH MpPHU-
MEHEHHsI aHTHKOAryJIsHTHON Tepanuu y MalueHToB
¢ coueranneM HC u al'VC. IMeHHO 103TOMY MBI U
Ha3HAUWIM Halled MarueHTKe HU3KOMOJEKYISIpHBINA
rerapyH, OJHAKO CHMIITOMaTHuYeCcKas Teparus BpsiI
JM MOIJIa OKa3arhbesi 3 (PeKTUBHON B OTCYyTCTBHE Te-
panuy NaTroreHeTUYeCKOM.

CeromHs MpuU3HaHa BOBMOXKHOCTD pa3BuTist TMA
y MaIMEHTOB C MAaCCHUBHOM MPOTEUMHYpUEH, KOTOpas
MIPUBOJUT K MOTEpe OEIKOB-aHTUKOATYIISTHTOB, PETY-
JUPYIOMNX aKTUBHOCTh CUCTEMbI TeMocTasa, U, Ha-
MIPOTHUB, U30BITOYHOMY CHHTE3Y IE€YEHBIO MTPOKOATy-
JITHTHBIX (PaKTOPOB CBEPTHIBAaHUS. Pe3ynbrarom 3To-
T'0 CTaHOBHTCSI YOPMHUPOBAHKE IPOTPOMOOTHUECKOTO
COCTOSIHMSI, peajn3yeMoro TpomOooOpa3oBaHHEM B
cocyaax pazHOro KaiauOpa, BKIIOYas MUKPOLUPKY-
nstopHoe pycio [18]. Kpome Toro, MMEIOTCsl KIIMHU-
YEeCKHE M JKCIIEPUMEHTAIbHbIE TaHHBIE, CBUIETENb-
CTBYIOIIME O BKHOW PONN AUCPYHKIIUU SHAOTENUSA
B Ppa3BUTUU TPOMOO30B TMPH TNPOTEUHYPHUUECKHX
romepyionaruax [18-23]. YcranosieHo, 4To mpo-
TEUHYpHsI HE(PPOTHUECKOTO YPOBHS acCOIMHPOBAaHA
¢ N30BITOYHBIM OCBOOOXKICHHEM M3 SHI0TETHATBHBIX
KJICTOK TpoMOoMoyuHa, ¢haktopa Gon BuieOpan-
Jla ¥ 9KCTIpeccreli Ha nX MeMOpaHax MOJIEKYI afire3un
PECAM-1 [20, 22]. UMeroTcst Tak)Ke T0Ka3aTeIbCTBA
TOT'0, YTO MOBPEKICHHBIA HI0TEINH, HE3aBUCUMO OT
MeXaHu3Ma MOBPEXKIEHUS, CTAHOBUTCS MCTOYHUKOM
00pa30BaHus HHAOTETHATBHBIX MUKpodacTHil (EMP),
CONleprKAIUX MOIIHBINA MPOKOATYSTHTHBIA OeloK —
TkaHeBoil (aktop (TD), sBASFOLIMIACS HHIYKTOPOM
aKTUBAIIMM TUIA3MEHHOTO Kackama Koarymsimuu [18,
21, 22]. Takum o6pazom, mpu HC Bo BHyTpHIOUCU-
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HOM MUKPOLHPKYISITOPHOM PYCJIE€ CO3MaI0TCA yCIO-
BUS [ JIOKAJIBHOM aKTHBAllUK CUCTEMBI TeMOCTa3a,
BKJIIOYAsA KaK HHIOTEIHATIbHO-TPOMOOIIUTApHOE, TaK
Y TJIa3MEHHOE 3BEHO, C MOCIEAYIONMM MHUKPOTPOM-
6oo6pazoBanuem [19]. O6pazoBaBunecs TpoMObI, B
CBOIO OYepe/ib, MOAACPKUBAIOT TUCHYHKIIUIO SHIO-
Tenusi, GOpMHUPYSI, TAKMM 00pa3oM, MOPOUHBINA KPYT,
MIPUBOASIINI K epcucTupoBanuio TMA.
I'emoKkoarynanyoHHble HapyIIEHUs, XapakTep-
weie s HC, GeccriopHo, BHOCAT CEPhE3HBIN BKIIAT
B pa3ButHe al ' YC mpu npoTenHypHIeCcKUX TIIOMepy-
JIOTIATHSIX, OHAKO, ITO-BUUMOMY, STOT MEXaHHU3M He
MOJKET CUUTAThCSI OCHOBHBIM, IIOCKOJIBKY OH B 3HAYH-
TeJbHOM CTENeHH BTOPUYEH MO OTHOIICHHIO K Maro-
JIOTHH SHJIOTENHS. A TIaBHYIO pOJIb, C HAIIeW TOYKU
3peHus, UTpaeT OINOoCpeoBaHHAs NE(PUIUTOM BHY-
TPHUKIYOOUKOBOTO COCYIUCTOTO 3HIOTEIHAIBEHOTO
(akropa pocra (VEGF) nuchyHKIMs SHA0TENNS [J10-
MepYJSpHBIX KamwuisipoB. [locienusas pasBuBaercs
KaK CJICACTBUEC MOJOLMTOIIATHH, CBOMCTBEHHON BCEM
MIPOTEHMHYPUUYECKUM TIIOMEPYIONaThsM, U B MEPBYIO
ouepens, — bBMU, ®CI'C u MH, 4t0o 1 moaTBepKaa-
eTcs onmyOnukoBaHHBIME HaOmoneHusmu al Y C, pas-
BUBIIETOCS MPEUMYIIECTBEHHO y MAIllUEHTOB C JaH-
HBIMU MOP(OJOrHYCCKIMHU BapraHTaMu Hedpura [2,
5, 6]. U3BectHo, uto VEGF cexpeTtupytoT oTpocTKu
MOJIOLIUTOB, @ PEIENTOPhl K HEMY 3KCIIPECCUPYIOT
KJIETKH JHJOTENNs KIyOO4KOB. DTO 00YyCIOBIMBAET
Ba)kKHEMIIIee JOoKajdbHO-TIoueuHoe 3Hadenne VEGF
Kak (axkTopa, CHOCOOCTBYIOIIETO TOIICPKAHHIO
HOPMAJIbHOM CTPYKTYphl M (PYHKIIMH SHIOTENINATb-
HBIX KJIETOK 32 CUET PETYJSAINH KITyOOUKOBOM IPOHH-
aeMOCTH, 00pa30BaHMUs U COXpaHEHUs (PeHeCTpaluu
SHOTENHS KaWUTAPOB KiIyOoukoB. Takum oOpazoM,
MTOBPEXACHNE MTOIOIINTOB, XapaKTEPHOE [l TPOTEH-
HYpUYECKUX IJIOMEPYJIOTNATHA, T0-BUTUMOMY, BBI3bI-
BaeT Hapyuienue nponykuuu VEGF u ero nuddysnn
K KJIETKaM 2HJ0TEIHS KITyOOYKOB, UYTO MOYKET IpPHBE-
CTH K UX MOBPEXKICHUIO WU YCYTYOUTh YK€ NMEIo-
mieecsi, UHAyLIUpys pazsutue octpoir TMA [19]. He-
(bpoTHyueckuii CHHIPOM SIBISIETCS HE €IUHCTBEHHBIM
COCTOSIHMEM, PUBOJAIINM K peHaiabHoi TMA uepe3
VEGF-3aBucumblii Mexanu3M. BriepBbie cymiecTBo-
BaHHe Noo0Horo Myt (hopmupoBanus TMA Obuio
JTOKa3aHO TMPH NMPUMEHEHHH TaK Ha3bIBAEMON aHTH-
VEGF-tepanuu ass 1edeHus MalueHToB C 3JI0Kade-
CTBEHHBIMH omyxoiisiMu. biokama VEGF monOKIO0-
HaTbHBIMH aHTUTeNaMu (OeBarm3ymad) BBI3BIBAIA
pa3BUTHE apTepHUaIbHON THIEPTOHUM W HAPYIICHUS
(yHKIMH TIO4eK ¢ MOpP(OIOTHYECKON KapTHHON
octpoiit TMA, KoTopbIe perpecCupoBaIu IOCIE OTME-
HBbI Mpenapara. AHaJOrHuHbIH 3()(EKT ObLT MONTyUYCH
B OKCIIEPUMEHTE ITPH BBEACHNH MbIiaM anTu-VEGF-

aHTHUTEJI, OJTHAKO TIOCIIeNyIOIIee BBEACHNUE TIpernapa-
ta VEGF yctpanso ero [24]. OTu maHHBIE CBHIE-
TEJILCTBYIOT B MTOJIb3Y TOTO, YTO JIOKAJIBHBIN JCQUIIUT
VEGF B nmoukax croco6ctByet pa3zsutuio TMA. He-
CKOJIBKO JIET Ha3aj ObLIM MOJY4YeHBl HOBBIE JIaHHBIE,
JIOTIONTHSAIONME HAIlX TpeacTasienus o ponu VEGF
B pa3utu TMA. B skcnepuMeHTe Ha MBIIIMHBIX
Mojeax Obut0 nmokazaHo, 4yro VEGF nmonornurapHoit
NPUPOJIBI MHIAYIUPYET JOKAIBHBIH cuHTE3 (hakTopa
kommuieMenTta H (CFH) B kimeTkax rioMepyisipHOTO
suporenus. biokana VEGF mpuBoauT K CHUKXCHHUIO
skcnpeccun CFH B kimy6oukax, 9to ocinabiseT 3amu-
Ty OT aTaku KOMIUIEMEHTa U MOXKET MHAYIHPOBATh
pa3BuTHE KOMIUIeMeHT-onocpenoBanHoii TMA, o
4eM CBUACTEIbCTBYIOT nAeno3uthl C3d u C4d B kiy-
Ooukax [25, 26]. Takum obpa3om, ociabiieHre mapa-
KpuHHOTO netictBus noporutapHoro VEGF B otHo-
IICHUN SHJIOTENHS KIyOOYKOB, CIIPOBOIMPOBAHHOE
MOJIOLMTOIIATHEN, BBI3BIBAET HE TOJBKO IOBPEXKIE-
HUE SHAO0TENNATBHBIX KJIETOK, HO M HapyIlIaeT uX aH-
TUKOMIUIEMEHTAPHYIO 3alllUTy B pe3yjbTaTe CHHXKe-
HUS aKTUBHOCTH JIOKAJIbHBIX MEXaHU3MOB PETYISIINN
aJbTEPHATUBHOTO IMYTH KOMIUIEMEHTa, YTO MOXKET
croco6cTBoBarh pa3putuio al' YC B 0cobeHHOCTH Y
JUII C TEHETHYECKUM JIe(PEKTOM CHUCTEMbI KOMILIE-
MenTa. C aedunurom kinydooukoBoro VEGF moxer
OBITH cBsI3aHO Takke pa3Butue al ' YC y marueHToB ¢
IgA-Hedponarueii, MOCKOIBKY, Kak ObLIO YCTaHOBIIE-
HO, TNTUKO3UJIMPOBAHHBIN UMMYHOTIIOOYJIMH A CIIOCO-
6en Hapymarts cuate3 VEGF [19, 27].

B mpencraBneHHOM HamMM HaAOMIOAEHUM y Talld-
EHTKH OTCYTCTBOBAJIM MYyTalldH, aCCOLMHPOBAHHBIC
¢ pazsutueM al ' YC, ogHako ObLTH BBHISBICHBI 2 TEHE-
tnyeckux Bapuanta CFH ¢ HescHBIM KIMHMYECKUM
3HaueHneM. MO)KHO TIpejmnosararb, 4YTo UX COYeTa-
HHUE C ONMUCAHHBIMH BbIIIIE MEXaHU3MaMHU U TIPUBEJIO
K pazsututo al 'Y C B momenT pennausa HC mocie Ts-
JKeJlo# BupycHol uHpekiuu herpes zoster, kotopas u
cama 1o cebe Moria ObITh TPUITEPOM KOMILIEMEHT-
onocpenoBanHor TMA.

SAKJIKOMEHUE

Atunnunsiit I'YC MoeT pa3BUTBCS Kak «BTOpas
0ose3Hb» Kak y pebeHka, Tak U y B3pOCJIOro Maiu-
€HTa C paHee JUarHOCTHPOBAHHBIM TIIOMEPYIAPHBIM
3a0oneBanneM modek. Hambonee yacThIMU MepBUY-
HBIMH 3a00JIeBaHUSAMHU CJEIyeT CYUTATh OOJIEe3Hb
MuHUMaIbHBIX M3MeHeHuii 1 ®CI'C, a Taxke MeM-
opanonponudeparuubiii 'H. OnHako ciemyer mom-
HUTB, 9T0 al ' YC MOXET 0CHOXKHUTH J1I060i Mopdo-
JIOTHYECKUI BapuaHT HepuTa Kak NepPBUYHOTO, TaK
Y TIPY CUCTEMHBIX 3a00JIeBaHUAX — CUCTEMHOM Kpac-
Hoii Bomuanke u AHI[A-Backynurax. Knuauueckas
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KapTuHa HedpHUTa, TPEAIICCTBYIOMIECTO PA3BUTHIO
KOMIUIEMEHT-oriocpefoBannoii TMA, wamie Bcero
OBIBacT IpecTaBiIcHa HEPPOTHISCKUM CHHAPOMOM,
KOTOpBIi Ha HECKOJIBKO JIET OIEepPEekKaeT pa3BUTHE
al'VYC 1 MOXeT UMEeTh PEeIMINBUPYIOMINI XapakTep.
Huarnos al'YC HeoOxoauMo mpeanoiararh Ha OCHO-
BaHUH TpaHCHOpMaIMK KJIMHUYSCKON KapTHHBI 3200-
JICBaHUS — MPUCOCTUHCHUS K HEPPOTUICCKOMY CHH-
JIPOMY TPU3HAKOB OCTPOHE(PPUTHUSCKOTO CHHIPOMA,
apTepHuagbHON TUIICPTOHUHN W/WJIU HAPYIICHUS (PyHK-
MU TIoYeK, a Taxke mpuoOperenuss HC cpoiicTBa
crepouape3ucteHTHOCTH. CoueTaHue IepeuncicH-
HBIX CHMIITOMOB C OBICTPBIM pPa3BUTHEM aHEMHUHU B
OTCYTCTBHEC OYCBHIHON €€ MPUYHUHBI U TMOSBICHHEM
TPOMOOITUTOIIEHUHN TIPSIMO YKa3bIBACT HA MPUCOCIU-
nenue TMA. B atom ciyyae marpieHTa HE0OX0IUMO
obcnenoBaTh B COOTBETCTBUU C PEKOMEHIAITHSMH,
npuHATEIME 4711 TMA, u He3aMeIUTEeIFHO Hauu-
HATh TEpaIUIO CBEKE3aMOPOKEHHOM IJIa3MOM, MpeI-
MOYTUTEIbHEE B PEXUME I1a3MooOMeHa. buorcus
[MOYKHU TSI OKOHYATEIbHOH BEepU(HUKAIIMKA JTHATHO3a
MOKET OBITh BBITIOJIHCHA TI0CIIC HOPMAJTU3AI[IH KOJIH-
4eCcTBa TPOMOOIIUTOB.
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