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Pestome. AHmnpocporvrmaHeivi cuHapPoM (APC) s1BASIETCS PACTPOCTPAHEHHBIM QYTOMMMYHHbBIM 3060Ae-
BAHMEM, BbI3bIBAEMbIM MATOreHHbIMY QHTUGOCHOAUMUAHBIMU QHTUTEAQMU U MPUBOASILLUM K PELMAVBUPY-
IOLLMM TOOMOO3AM U/UAN QKYLLIEPCKMM OCAOXKHEHUSIM. ANST HEGPDOAOIOB BAXKHO 3HATH, HYTO COBOKYIMHOCTb
HAAWYMST QHTUPOCPHOAUMUAHBIX QHTUTEA, QCCOLIMUPOBAHHBIX C PASANYHBIMU KAUHNYECKUMU MO OSIBASHWSIMUA
MOPQYKEHMST MOYEK, OOYCAOBAEHHBIMU PA3BUTUEM TDOMOO3Q KPYIMHBIX MOYEYHBIX COCYAOB, CTEHO30M r0Yey-
HOWVI QpTEPMIM 1 BHYTPUMOHYEYHBIMU MOBPEXKAESHUSIMI, MPUBOAMT K PA3BUTUKO QHTUGOCHOAUMMAHON HEGPOMQ-
TN, D10 COCTOSTHNE QCCOLMMPOBAHO C OCTPOM TPOMBOOTUYECKOM MUKPOQHMOMNQATAEN PASANYHOM CTEMNEHMN
BbLIPQYKEHHOCTY, MPOANGEDLATUBHBIMU 11 GUODO3HBIMIU MOPCXKEHUSIMIA BHYTOUMOYEYHBIX COCYAOB U MLLIEMU-
YECKUMU UBMEHEHMSIMI MOYEYHOM NMAPEHXUMbI. TedeHne 3Q60AeBAHMSI MOXKET BOPbUPOBATL OT MEAAEHHO
rporpeccupyroLen Hepponamm A0 YroOXKQIOLLEN XN3HW OCTPOM MOYEYHOM HEAOCTATOYHOCTY. Hambo-
Aee U3YHEeHO U LUIMPOKO M3BECTHO PQA3BUTNE BTOPUHHOM QHTUGHOCHOAUMMAHON HEGPOMATM, CBSIZ3QHHOM C
QHTUPHOCHOAUMUAHBIMU QHTUTEAQMU B KOHTEKCTE CUCTEMHOM KPACHOM BOAYQHKM. HAMPOTUB, KAMHUYECKOe
3HQYEeHME N30AMPOBAHHOW QHTUGOCHOAUMUAHON HEGDOMATMN OCTAETCST HEOMPEAEAEHHBIM U MOAOUCCAE-
AOBQHHbIM. AOKQ3ATEABLHQS 6Q3Q MPENAPATOB, HAMPABAEHHbLIX HQ A@HEHUE MOYEYHBIX OCAOKHEHA ADC,
orpaHu4yeHa. OAHAKO HEAQBHWE UCCAEAOBQAHWMSI reTePOreHHbIX MOAEKYASIOHBIX MEXAHM3MOB, AXALLUMX B
OCHOBE MPOrPECCUPOBAHMSI BHYTDUMOYEYHbBIX COCYAMCTLIX MopaxkeHui rpu AQC, oTKpbIAO MHOroo6eLLa-
roLme ryTv ANSI MOHUTOPUWIHIQ MALUMEHTOB U LIEAEBOIO TePArneBTNYECKOro BMELLQTEALCTBA.

KAloueBble CAOBQ: QHTMHOCHOAUMUAHBIF CUHADOM, QAHTUGOCHOAUMMAHBIE QHTUTEAQ; HEepPONaTMs;
TPOMBOTNYECKAST MUK OQHIMOMNATHS, TOOMBOO3 MOYEYHbIX COCYAOB

BeepeHue

Antudochomunuaneiii  cuHapom (ADC) npeacras-
JiieT co0oif ayTOMMMYHHOE CHCTeMHOe 3aboJyieBaHUeE,
XapakTepusylolieecss PelUINBUPYIOIIMMU TPOMOOTHYE-
CKUMHU COOBITUSIMU WM/WIM TaTOJIOTuell OepeMEeHHOCTH,
aCCOLIMMPOBAHHOE C HATMUYMEM aHTUMDOCHOIUTTMIHBIX aH-
tuten (aDJI-AT) [1]. Kpurepun nnarnosa ADOC ykaszaHbl B
T1aba. 1. luarHo3 onpeaeneHHoro ADC ycraHaBIMBaeTCs
MpY HAJIMYUU Y TIALIMEHTa XOTSI Obl OJTHOTO KJIMHUYECKO-
ro W OIHOro JiabopaTopHoro Kputepusi. [IpenBapurenb-
Hasl KJlacCuUKalMsl U TUarHOCTUYECKUE KPUTEPUM LTSI
Bepudukanun ADC ObLTM yCTAHOBJIEHBI MEXIyHApO.I-

HbIM KOHCEHCYCOM Ha KoH(pepeHuMnu B ropoae Camnrmopo
B 1999 rogy. C MoMeHTa BbIXoJa pabOThI TOSIBUIMCH HO-
Bble KJIMHUYECKHUE, Ja0OpPATOPHBIE M SKCIIEPUMEHTAb-
Hble JaHHBIE, YTO TMOCTYXUJIO OCHOBAaHUEM IJIsi HOBOTO
OCMBICJICHUS MOJYYEHHOM HAyYHOU M KJIMHUYECKOW WH-
dopMmanuu. JInarHocTuuecKrue KpuTepumn 1 Kiaccupuka-
LIKs OBUTH TTEPECMOTPEHBI U ONy0IMKoBaHbI B 2006 roay u
cranu u3BecTHbI Kak CunHerickue kputepuu ADC [1].
Hnst  nuarHoctuku ADPC  Tpebyercsl MPUCYTCTBUE
KOMOMHALUU 1O MEHbLIEH Mepe OJHOTO KIMHUYECKOTO
1 ogHoro JjadopatopHoro kputepusi. [TomuepxuBaetcs
MPUHLIMITHATILHOE 3HAYeHUE JUTUTEJIbHOCTU TIPUCYTCTBUS
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BO BpPEMEHM IOJOXUTENbHBIX DPE3YJbTaTOB JIabopaTop-
HbIX TecToB. B kpurepusax Camrmopo (2006) mis rnpusHa-
HUS Pe3yJIbTaTOB J1ab0OpaTOPHBIX TECTOB ITOJIOXUTEIb-
HBIMU TIpeIarajJoch MCMOJb30BaTh MHTEPBaJl HE MEHee
6 HemeNlb, TTOCKOIbKY OBLTA BBICKA3aHBI CYIIECTBEHHBIE
OIMaceHusI, YTO M3-3a TPAH3UTOPHOTO TMOBBIIICHUS] TUTPa
a®JI-AT, He UMEIOLINX MTATOreHeTU4YecKoi cBsa3u ¢ ADC,
YTO HE SIBJISIETCS PEAKOCTHIO B KIMHUYECKOW MPaKTUKE, a
Takke BO3MOXKHBIX SMUTCHETUIECKNX (DEHOMEHOB CyIIle-
cTtByeT puck runepauarHoctuku A®C. DTo ucrpapieHO
B CHIHEMCKUX KPUTEPHUSIX, B KOTOPBIX MHTEPBAT MEXITY
TMOBTOPHBIMU UCCEAOBAHUSIMU YUIMHEH A0 12 Hememb.
Takum obpaszom, auarHoza ADC cieayer usderarb, eciiu
MEXIy pe3yJibTaTaMU OTAEJIbHBIX MOJOXUTEIbHBIX TECTOB
M KJIMHUYECKUMU TTPU3HAKAMU UMEETCsl MHTEPBal MeHee

Knununueckas kaptuna ADC noauMopdHa, uTo cBsiza-
HO C pa3JIMYHOM JIOKaTU3alueil TpoMOOB HE TOJILKO B KPYTI-
HBIX BEHaX W apTepusiX, HO U B MEJIKUX BHYTPUOPTaHHBIX
cocynax. CouetaHue TPOMOOTHUECKON OKKJIIO3UU TEpU-
(bepuyeckux cocymoB U cOCyA0B MUKPOLUPKYJISITOPHOTO
pyciia opMUpyeT KIMHUYECKYIO KAPTUHY MOJUOPraHHOMN
WIIeMUN, TIPUBOJSIICH K TOJMOPTaHHOW HEIO0CTaTOY-
Hocth. ADC MOXKET ObITh MEPBUYHBIM WIM BTOPUYHBIM,
MOCJIEIHUI CBSI3aH C OCHOBHBIM ayTOMMMYHHBIM 3200J1€-
BaHMEM, TJIaBHBIM 00pa30oM C CUCTEMHOW KpacHOW BOJI-
yankoii (CKB). Knunuueckue npusHaku ADC, He BKITIO-
YeHHbIe B KPUTEPUU KiIacCU(PUKALIMU, — 3TO MOpaxeHue
KJamaHoB cepaua, livedo reticularis, TpoMOOLIUTOIIEHUS,
HedponaTrs U HEBPOJIOTMYECKHE MPOSIBICHUS.

[TopaxxeHnue nouek npu ADC sBisieTcs r1aBHbIM 00-

12 Henmenb 1 OoJiee S JIeT.

pasoM pe3yJabTaTOM PEHOBACKYJIAPHBIX TpOM603OB C

Ta6bnuya 1. lNepecmoTpeHHble kputepun (2006) ansa A®C

KnuHuveckue Kputepum

MpumeyaHve

1. CocyaucTbivi TPOM603

OnOWH U HECKONBKO 3NM30[40B TPOM603a BEHO3HbIX, apTEPUASIbHbIX U MENTKNX
BHYTPUOPraHHbIX COCYA0B NM060M nokanusaummn. Tpom6oTnyeckoe cobbiTre [OMXK-
HO 6bITb NOATBEPXXAEHO C NMOMOLLBIO MHCTPYMEHTAsbHBLIX METOL0B UM MOPAOSOrk-
Yyecku

2. AKyLuepckasi natosiorusi

a) OguH nnu 6onee HEOHBACHMMbIX ANN30[0B CMEPTU MOPKONOrMYeCKM HopMalb-
Horo nnopga Ha unu nocne 10- Hegenu 6epemMeHHOCTH, C HOPMasbHON MOPONOru-
en nnopa, AOKYMEHTUPOBAHHOW MPU YrbTPa3ByKOBOM MUY NAaTOMOPdONIOrM4ecKoM
nccnefosaHnu;

nm

b) oonH unn 6onee anNn3oa NpeXaeBpPEMEHHbLIX POAOB MOPGONOrMYECKN HOpMarb-
HbIM HOBOPOXEHHbIM [0 34-/ Hefenn 6epeMeHHOCTN BCNeACTBME 3KNamMncum unm
TSXKENOW Npeaknamncum, AnarHoCTMPOBaHHOW Ha OCHOBAHUM CTaHAAPTHBIX KpUTe-
pvieB U AMarHoCTMPOBaHHbIX MPU3HAKOB MnaueHTapHON HeJoCTaTO4HOCTH;

nim

C) TpY 1nn 6onee HeO6bACHNMbIX CMOHTaHHbIX abopTa noapsA Ha cpoke go 10
Hepenb 6epeMeHHOCTM Npu OTCYTCTBUM Y MaTepy aHaTOMUYECKNX U FTOPMOHab-
HbIX HAPYLLEHUA 1 MPU UCKITFOHEHUN XPOMOCOMHBIX MPUHUH MO MATEPUHCKON 1IN
OTLIOBCKOW NMNUHUM

Jla6opaTopHble KpuTepumn

MpumeyvaHne

1. Bonn4aHo4HbIVI aHTUKOary-
JISIHT

B nnasme npucyTCcTBYET BOMHAHOUHbIV aHTUKOArYNSHT, BbISBNIEHHbIV ABa pasa 1
605ee Ha NPOTSXXEHWUM N0 KpariHen Mepe 12 Hepenb Npu NPoBeAeHUN nccneno-
BaHMS HAa OCHOBaHWM pekomeHdaunii MexgyHapogHoro obLecTsa no n3y4eHuro
TPOM6030B 1 remocTasa.

Bepudmkaumsa dakta yannHeHns pocconunmuasaBnmcnumon asbl CBEPTbIBAHUSA
nnas3mbl MO pe3dynbTataM CKPUHUMHIOBbLIX TECTOB, Taknx kak AYTB, kaonnmHoBoe
Bpems, TecT Paccena ¢ passefeHnemM, NpoTpoMOMHOBOE BPEMS, TEKCTAPMHOBOE
BpeMms.

HeBO3MOXHOCTb OTKOPPEKTUPOBAaTb YASIMHEHHOE BPEMS CKPUHUHIOBbIX TECTOB
nyTeM CMELLUNBaHUS C HOPMarbHOW 6€CTPOMOOLMTaPHOM LOHOPCKOW MNIa3Mon.
YKOpOY€eHMEe BPEMEHN CKPUHUHIOBBIX TECTOB MM €ro HopManuaaumsa nocse godas-
NeHns B UCcnegyemyto nnasmy nabbitka oconmnmaos.

VicknioveHne gpyrux koarynonartun, Hanpmumep, Hanu4due narnéutopa VIl dhaktopa
nnu renapuvHa (yovHsaoLWmx ocdonMnuasaBucMMble TECTbl CBEPTLIBAHNUSA KPOBM)

2. AHTUTENa K KapauorunmHy
19G vnn IgM

MpucyTCTBYIOT B Na3me Mn CbIBOPOTKE B CPEQHEM WU BbICOKOM TUTPE ABaXAbl C
WHTEpBasioM He MeHee 12 Hepernb B COOTBETCTBUM CO CTaHOapTU3npoBaHHbiM MDA

3. AHTuTena Kk -
rivkonpoteunry 119G nnn IgM

MpucyTcTBYIOT B Ma3mMe unm CbiIBOPOTKE B TUTPe 6onee 99 npoueHTUnen aAsaxapl C
WHTEpBasIOM He MeHee 12 HefleNb B COOTBETCTBUM CO CTaHAAPTU3UPOBaHHbIM VDA

Mpumeyarnunsa: AYTB — aKTUBUpOBaHHOE YacTUYHOe TpomMmbornnacTuHoBoe Bpemsi; UPA — uMmMyHOhepMEeHTHbIN

aHanns.
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BOBJICUEHMEM TOYEUHBIX apTepuil, BHyTpUIIapeHXUMa-
TO3HBIX apTePUI, KITyOOUKOBBIX KAMWJISIPOB UJIX TIOYEY-
HBIX BEH C pa3BUTHEM TaK Ha3blBaEMOI TPOMOOTHUYECKOM
mukpoanruonatu (TMA) BHYTPUIIOUEYHBIX COCYIOB
[2]. BeimenepeuncieHHbie COOBITHSI TIPUBOAST K pa3Bu-
TUIO UILIEMUU TTIOYEK U TIPOrPEeCCUPYIONIEI MOYEUYHON He-
JIOCTaTOYHOCTU BCJIEACTBUE HapacTalollero Hedpockie-
po3za. Iunarnoctrika ADC-Hedponatuu TpedyeT HaTudust
OJIHOTO WJIM HECKOJBKUX OCTPBIX WJIM XPOHUYECKUX TH-
MUYHBIX BHYTPUITOYEUYHBIX MOPAXEHUU IO pe3ysibraTam
TUCTOJIOTUH [2] mocie UCKIIOUeHUsI APYTUX TIPUIYMH T10-
yeyHoll MukpoaHruomnatuu [3]. ObocTpeHue Hebpomna-
tiu, cBsg3aHHoli ¢ CKB, nporpeccupyoliee XpoHU4YeCcKoe
3a00JieBaHUE MOYEK U paHHsII NoTepsl GyHKUUU MOoYey-
HOTO TpaHCIUIAaHTaTa TakXKe SIBJISIOTCS YacThlO CIEKTpa
KJIMHUYECKUX MPOSIBIICHU MopaxkeHus: mouyek mpu ADC
[3] (Tab6m. 2).

B nanHoM 00630pe 000011IeHBI COBpeMeHHbIE HaydHEIS
nMaHHbIe opaxeHus mouek rmpu ADC ¢ akIIleHTOM Ha KJIM-
HUYECKUe, JIabopaTOpHblE U TUCTOIMATOJIOTUYECKUE pe-
3yJIbTaThl 1 BO3MOXKHOCTH JiedeHUs1. Hamu ObuT TIpoBeneH
TMOMCK aHIJIOSI3bIYHBIX CTATEM, TOCBSIIEHHBIX TOPAXEHUIO
nouek rmpu ADC, 3a neproa 2008—2018 rr. B 6a3ax JaHHBIX
Medline/PubMed u Scopus ¢ UCTIOJIb30BAHUEM KJTFOUEBBIX
cJI0B «aHTUGhOCHONIUNUIHBINA CUHAPOM», «aHTU(OChOTH-
MUIHbIE aHTUTENA», «HedpOMaTusi» U «TPOMOOTUYECKas
MUKpoaHThonaTust». [Ty6aukauuu BKIOYAIN CEPUN KU -
HUYECKUX CJIydyaeB, KIMHUYECKHUE MCCIIeI0BaHUsI, 0030p-
Hble paboThl. beuta cobpana nHMOpMaIIUs O KITMHUYECKHUX
NposiBIeHUIX (KIMHUYECKash KapTuHa HedporaTuu, 3BO-
JIIO1IHMST), UMMYHOJIOTUYECKUX MapKepax, TMCTONaToJ0T -
YECKHUX JAHHBIX U JICUEHUU.

Accounaumnst aHTMGOCHOAUNMUAHDBIX
GHTUTEeA U NopaXKeHUne novyek

B MHOro4mucjiaeHHBIX MCCIEIOBAaHUSIX YCTAaHOBJIEHA
cuibHast Koppensiuust mexny Hanmnunem a®dJI-AT u pas-
BuTHEM HedponaTtum [2]. BoauaHOUHBII aHTUKOATYJISIHT
(BA) cuuTaetcst aHTUTEI0M, HanbOJIEe TECHO CBSI3aHHBIM
¢ ADC-Hedponartueii [4]; TakKe eCTb JaHHBIE O TECHOM
KOppesIMoHHO#N cBs3u ADC-HedponaTud ¢ aHTUKApP-
muoymnHoBbiMu aHTuTenamu (aKJI-AT) [5]. Bonee Toro,
JacToTa MOPaKeHMsI TIOYeK 3HAUUTETHHO BBIIIE Y TIallieH-
TOB C JBOMHOI WJIM TPOIHOM MO3UTUBHOCTBIO 110 aDJI-AT
[6]. B moarBepxkaeHune 3THX pe3ynbratoB R. Silvarino u
coaBT. (2011) oOHapyXkuau, 4yTo Oojiee BbICOKAsl pacIpo-
crpaHeHHOCTh ADC-HedponaTuu HabIOIaIach y TMalu-
eHTOB, Mo3uTUBHBIX 0 BA u aKJI-AT IgG [6]. OnHoBpe-
MeHHo H. Zheng u coant. (2009) npuIuii K BbIBOMY, YTO
y TIAlIMEHTOB C TIOJIOKWUTEIbHBIMU aHTUTeIaMU K BA u
B,-rmukonporenny 1 (B,I'T11) yaie HabmogaeTcss MUKPO-
TpOoM0O03 KITyOOUuKOB [7].

AKJI-AT u BA gaBnsgroTcsa Hambosee pacpocTpaHeH-
HbIMU aHTUTeNaMu y mnauueHToB ¢ ADC-HedponaTueit
(50—100 %), omHako OHM, KakK IPaBUJIO, BCTPEYAIOTCS B
Hu3kux tutpax [8]. Antu-B,I'TII, B cBolo ouepenn, ABs-
IOTCSI HaMMEHee YacTO BBISABISIEMbIMM aHTUTEJaMU TIPU
ADC-Hedponaruu. Kak HemaBHO cOOOIIANIOCh, MOBBI-
weHHas perynauus skcnpeccuu B,ITI, nabmonaemas B
MOYEYHBIX 3HAOTEIUAJbHBIX KJIETKaX MAallMeHTOB C BOJI-
YaHOYHBIM He(hpUTOM, UTrpaeT pojib B pa3Butun ADC-
Hedponatuu [9].

CucreMHasi aprepuanbHasi tunepreHsusi (Al) mipu
ADC sBisieTcsl OMTHUM M3 OCHOBHBIX KIIMHUYECKUX IMPO-
SIBJICHUI, accounupoBaHHbIX ¢ Hanmnunem a®JI-AT [10].

Ta6bnuya 2. OCHOBHbIE MPOSIB/IEHNSA MOPaXKEHNS MOYEK NMpu aHTUGHOCHONMMNUAHOM CUHAPOME

PacnpocTpaHeH- KnuHn4yeckue mcTonaronornyeckue
MopaxxeHune no4exk
P HOCTb 0CO6EHHOCTU OCOGEHHOCTH
Tpom603 NoYe4HONM BEHDI - MpoTtenHypwus, rematypus, | Tpom603
HepPOTUYECKUIN CUHOPOM
CTeHo3/TpomM603 MO4EHHON Pepnko MMnepTeHauns, CHxXeHne CTeHo3, 6onee gucTanbHbil, Yem
apTepum CK® NPOKCMManbHbIn
Hedponatus npu nepsuny- 90-100 % MnepToHus, npoTenHypus, | OcTpas: TpoMboTUYeCKas MUKPO-
Hom ADC cHwxeHne CKO aHruonaTus. XpoHn4eckas:
unbpo3Has runepnnasvs MHTUMBI,
Tpy64aTas atpodus, OKKNO3nmn
apTepuor, o4arosasi KOpTUKasnbHas
aTpocums
ADC-HedponaTus npu CKB 14-67 % MMnepToHus, NnpoTenHypwus, | TpomboTU4EeCKas MUKPOAHr1o-
remaTtypus, CHUXeHWe natus, néposHasa rmnepnnasus
CKO® WHTUMbI, MEMOpPAHO3Has rnomepy-
nonaTus, UIMMYHHbIE KOMINJIEKChI U
dhopmMmpoBaHue NnonynyHui
Kartactpoduyecknin AGC > 50 % MMnepToHus, npoTenHypus, | OcTpas: TpomboTUYecKas MMKpPO-
1 no4ka cHxeHne CKO aHruonaTus.
XpoHuyeckas: hubposHas runep-
nnasus MHTMMbI, 04aroBas KopTu-
KanbHas atpodus
XBI1 1 noYeyHbIn TpaHc- Penko CHuxeHHasa CK®, paHHsaa | Tpom603
nnaHTar noTeps TpaHcnnaHTaTa

Mpumeyanuns: XbI1 — xpoHnveckasn 60ne3Hb noyek; CK® — ckopocTs Ki1y604KOBOW UbTpaLnuu.
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AT 0cO0eHHO YacTo BCTpeyvaeTcsl y MaleHTOB C MepBUY-
HeiM ADC, y a®DJI-AT-no3utuBHbIX NanueHToB ¢ CKB
[10] u y a®JI-no3UTUBHBIX OepeMeHHbIX XeHuuH [11].
YcraHoBneHo, uTo Al 00ycaoBIeHa BHYTPUIIOYEUYHBIM CO-
CYIMCTBIM TPOMOO30M U TOCJEAYIOUIEH TIIOMEepYISIPHOI
nmemueii [10].

IMpucyrctBre ADC-accolMMPOBaHHBIX AHTUTET JaXkKe
Mpu  OTCYTCTBUM ompeneaeHHoro AMPC-cuHIpoOMa BbI-
3bIBa€T M3MEHEHUS B MOYEYHON (DU3UOJIOTUM BCIICACTBUE
TpOMOOTHYECKUX SBJISHUI B ITOYEYHBIX cocynmax [2]. YBe-
JIMYeHUe YacTOThl TPOMOOTHUECKUX SIBJIEHUH, CBSA3ZAHHBIX
¢ HannuueMm adJI-AT, Takxke HabIIOAAIOCh Y MALUEHTOB
¢ XxpoHMueckoi 6ose3nbio ouek (XBIT) [12]. [Ipu s3Tom
adJI-AT-MO3UTUBHOCTH Yallle BCTpeUyaeTcsl y MalueHTOB
¢ XBII n11060i1 3THONIOrMK B CpaBHEHUM C HACEJIEHUEM B
nesnom [12]. DTo crmocoOCTBOBAIO POCTY 3aMHTEPECOBAH-
HOCTM HCCJIeJJOBaTe/Ieil U TIOMbITKAM OLIEHWUTh BIWSIHUE
nosutuBHocTy 1o adJI-AT Ha pacnpocTpaHEHHOCTD IJIO-
MepyJISIpHBIX TTopaxeHuit u iporHo3 XbBI1. O6HapyxeHo,
YTO TIIOMEPYJIOCKIIEPO3, DOPMHUPOBAHKE TIOJYTYHUI U He-
KpO3 KJIYOOUYKOB Yalile BCTpeyatoTcs y narueHToB ¢ adJI-
MOJOXUTEIbHBIM CTaTyCOM, a TPOMOO3 KITyOOUYKOBBIX
KaInmuuISIpOB ¢ OOJIbIlIel BEpOSTHOCTBIO MPOTPECCUPYET B
IJIOMEPYJISIpHBIN cKiiepo3 y nanueHToB ¢ CKB ¢ monoxu-
teabHbIMU TUTpamMu a®JI-AT [13]. HaGnronaemast cBsi3b
npeanonaraet, uto adJI-AT sBisieTcst He3aBUCUMbBIM Map-
KEpOM-TIPEIUKTOPOM HEOIarornpusiTHOro MoYeyHOro npo-
rHo3sa [13].

Eme omHa accoumanust mopaxkeHust mouyek u ADC-
aCCOLMUPOBAHHbBIX aHTUTEN ObLla OOHapyXeHa y peulu-
MUEHTOB TToYeYHoro TpaHcrianTaTta: adJI-mo3uTUBHOCTD
Obl1a CBSI3aHa C TTOBBIIIEHHBIM PUCKOM paHHETO Hapyllle-
HUS GYyHKIUK TTo4eK [14]. Y malumeHTOB ¢ BHICOKMMU TH-
Tpamu aKJI-AT mo TpaHCIIaHTaUMU 4allle HaOIromanach
paHHsISL ToTeps (YHKLMM TpaHCIUIaHTaTa ITOYKU, Oblia
BBIIIIE YaCTOTa TPOMOOTUYECKHUX SIBJICHUI Y HUXKE BbIKH-
BaeMOCTb nocJje TpaHcraHTauu [14]. ITo3uTuBHOCTD MO
IgA B,I'TII sBsieTCA He3aBMCUMBIM (haKTOPOM pHCKa pas-
BUTHUsI TpoM0OO3a TpaHCIUIAHTaTa, paHHEH MOTEpPU TpaHC-
TUIaHTaTa U TO3[IHEr0 BOCCTAHOBJEHUSI (PYHKIIMU TMOYEK
nocjie TpaHcruiaHTauuu [15]. MexaHu3M BbllIeNepevmnc-
JIGHHBIX SIBJIEHUI UCCJIENOBaTe CBS3bIBAIOT C BIUSHU-
eM 00pa30BaHHBIX ATUMM aHTUTEJaMU LUPKYIUPYIOIINX
WMMYHHBIX KOMIUIEKCOB, UTO TIOBBIIIAET PUCK Pa3BUTHSI
TpoM003a TpaHcIIaHTaTa [16].

NMaropunsnoArormyeckmne MexaHm3mbl

Marogusmnonorus rpom6éo3a npu AGC

IIpu ADC anTUdOCHOMUIIMIHBIE AHTUTEIA CBSI3bI-
BAlOTCSl C SHAOTEIUATbHBIMU KJIETKaMU, TPOMOOIIMTAMU
¥ MOHOLIMTaMU, (DOPMUPYs TTPOBOCIIATIUTEIbHYIO U MPO-
TPOMOOTHYECKYIO CUTYalll0, OTBETCTBEHHYIO 3a TPOM-
0OTUYECKHUE OCIOXHEHMS. BONBIIMHCTBO aBTOPOB TMO/I-
Jep>KUBalOT rumnote3y o ToM, uro adJI-AT He sBisiIOTCS
MpsIMO TIPUYMHOUN TPOMOO3a, HO BBI3BIBAIOT COCTOSIHUE
MIPOKOATYJISIINU («IIepBBIA ygap»), IIpU KOTOPOI TOIOJI-
HUTEIBHOE TIOBpeXIeHNe («BTOPOM ymap») BBI3BIBAIOT
TpoMmOoTnueckue spaeHus1 [17]. MHoXeCTBEHHBIE MO-
JIEKYJISIpHbIE MEXaHU3Mbl ObLIM MCIIOJIb30BaHbI UISI 00b-

SICHEHUSI «BTOPOrO yjaapa»; HauOoJbllee KOJIUYECTBO
JTAHHBIX KacaeTcsl JUIMOMNOoJMcCaXapuJaHOro mopora, Ona-
TONMPUSITCTBYOIIETO B3aumoaeicTBuio Mexay adJI-AT u
SHAOTEMMANTbHBIMU KieTKamu. CoBpeMeHHasl Tapajaurma
pasBuTHs TpoM603a cocynoB nipu ADC ocHoOBaHa Ha ABYX
MexaHu3Max: Tpsimoe B3anmoneiictere mexmy adJI-AT u
OesikaMu, peryaupyoimumMy (GuOpMHOIUTUYECKNE U KOa-
TYJISIIUOHHBIC ITyTH [18], ¥ aKTUBaLUMs 3HIOTEINATbHBIX
KJIETOK, MOHOIIMTOB U TPOMOOIIMTOB TOCPEACTBOM B3au-
MozeiictBust mexay a®dJI-AT u (pochoaunua-cBa3bIBaO-
UMM OeJIKaMU TJ1a3Mbl KPOBU, B3aUMOJICUCTBYIOIIMMU C
MeMOpaHamu 1 ux petentopamu [19].

K dochonunun-cBsa3biBaoOIUM IJIa3MEHHBIM OeJIKaMm
B TIepByto ouepenb oTHocutes B,ITII, a Takxe MpoTpOM-
OuH, TPOMOOMOIYIVH, KUHUHOTEHbI, aHTUTpoMOuH 111,
oenok C, 6emok S, annekcuH I, II m V [20]. HanGonee
BaXXHBIM (pOoCcOIUNUIOM, C KOTOPHIM CBSI3BIBAIOTCSI 3TU
oenku, siBisieTcst ochaTUaUICEPUH, PACTIOIOXEHHbBI
Ha BHYTPEHHEI MOBEPXHOCTU KJIETOUHOW MeMOpaHbI.
DochaTunuacepuH TOSBISIETCS Ha MMOBEPXHOCTU MEM-
OpaH aKTMBUPOBAHHBIX WIM alONTOTUYECKUX KJIETOK, B
TOM uuciie TpodoOIaCTOB, MOHOLIMTOB, HAOTEIUATBHBIX
KJIeTOK 1 TpoMOouuToB [21]. B MoHOIIUTaX 1 3HAOTENN-
abHBIX KIeTkax aHTuTea npotus B,I'TII MoryT BbI3BaTH
aKTHMBALMIO TKaHEBOro (hakTopa, KOTOPbIA UTPAET KIIIO-
YEBYIO POJIb B MHUIIMALIMY BHEIIHETO KOAryJIsLIMOHHOTO
kackana [20].

N3BectHO, uTOo a®JI-AT CBSI3BIBAIOTCS C aKTUBUPO-
BaHHBIMU (DaKTOpaMU CBEPTHIBAHMS, BKIIIOUasi TPOMOUH,
akTuBUpoBaHHbIEe (akTopel [X m X, mpemoTBpainas ux
WHAKTUBALUIO U CHUXasl (PUOPUHOINS, YBEIUIMBAST TEM
CaMBIM BEPOSTHOCTb TPOMOOTHUYECKUX COOBITHI [22].
ADA-AT cnocoOHbI aKTUBUPOBATb TPOMOOLIUTHI, KOTO-
pble YBEIMYMBAIOT 3KCcIpeccuio raukomnporenHa IIb/111a,
CHHTE3 TPOMOOKCaHa A, M CEKPELIMIO TPOMOOLIUTAPHOIO
¢axkTopa-4, XeMOKMHA C MPOKOATYJSIHTHBIM 1 MPOTPOM-
6otnueckuM sdpexrom [23]. Kpome TOro, B pesysbrare
MpSIMOTO WJIM KOCBeHHOro B3ammoneiicTBus a®JI-AT ¢
IJIa3MMHOTEHOM W/MJIM aKTUBAaTOpaMM TUIa3MUHOTEHA
MPOUCXOIUT HapyllleHne PUOPUHOIM3a U TPOTPOMOOTH -
YeCcKOoro aucbanaHca MeXIy KoaryJssiyeil 1 GuopuHoIm-
30M [23].

Eme onuH MexaHU3M, yJ9acTBYIOLIMIT B TPOMOOOOpa-
3oBaHuu ipu ADC, — 3T0 aKTUBALIMS AaHTUTEN, HalleJIeH-
HbIx Ha {3,['TIl. Bputo mokasaHo, YTO NPUCYTCTBUE AHTH-
TeJI, CBSI3BIBAIOIINXCS C TIEPBBIM U3 MSATH JOMEHOB [321"1'11,
yBEJIMUMBAET pUCK TpoMbo3a [25]. CeasbiBanue adJI-AT
¢ B,I'TII B sHAOTENNATBHBIX KIIETKAX, MOHOLUTAX U TPOM-
OolLMTaX MHIYLIMPYET Mepeaavy KIeTKaMu CUTHAJIOB, CIO-
COOHBIX CTUMYJIMPOBATh MPOKOATYJISIHTHBIE W MPOBOCHA-
JIUTEJIbHbIE WU3MEHEHUsI, IKCIPECCUI0 MOJEKYJ aare3uu
U BBICBOOOXIIEHUE TKAHEBbIX (DAKTOPOB M MHTUOUTOPOB
(ubpunonuza [25].

larogpusmnonornyeckne MexaHu3Mbl
ADC-Hedpponarumn

Heckonbko wucclieoBaHUN yKa3adu Ha IEHTpaTb-
HyI0 pOJIb TIyTM KOMILIeMeHTa B maroreHese a®dJI-
uHayuupoBaHHoii TMA u cBsizaHHBIX ¢ ADC TpoMOGOTH-
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YEeCKUX U aKyllepcKux mposisjieHuit. Komriekcol aHTuTeNn
¢ B,I'TII moryT renepuposath obpaszosanue C5a, KOTOPbIIA,
B CBOIO o4epeb, MHAYLIMPYeT pa3BuTue BocnaaeHus. CSa
MOXET TakKXKe CBSI3bIBaTh U aKTMBHUPOBATb HEUTPODUIIHI,
YTO TIPUBOIUT K 3KCIPECCUU TKaHEBOTO (hakTopa, B3auMO-
nerictBytoniero ¢ ¢akropoM Vlla, akruBauuu dakropa X,
reHepauuu TpoMOMHA U, B KOHEYHOM UTOTe, K TPOMO000-
pa3oBaHwmio [23].

VY kpric, nonydaBmnx ounineHHbI [gG manmmueHToB ¢
a®JI-AT, paszpwiuce TMA KiIyOOUYKOB, a MOBPEXICHUE
MoYeK ObLIO MEHEe TSKEIbIM Y KPBIC ¢ Ae(PUIIUTOM pe-
nernropa CSa [25]. B ucciaenoBaHusIX Ha JIIOASIX MCIIOJIb-
30BaHUE MOHOKJIOHAJIbHBIX aHTUTE], WHTUOUPYIOLIMX
pacuieruiene CS5S B KOMILUIEKCE MeMOpaHOATaKyIoIEero
koMmIuieMeHTa (c¢5b-c9) u anapwiarokcuHa CSa, yMeHb-
wayio naayurposaHHbie aDJI-AT TMA nopaxeHusl.

ITpumeHeHne sKynu3ymada, o0anaoIIero BBICOKOM
adduHHOCTBIO K C5-KOMITOHEHTY KOMILIEMEHTa, acco-
LIMMPOBAJIOCH CO 3HAYUTEIBHBIM YJIYYIIIEHUEM ITOPaXeHU I
npu TMA, 4To KOppenmpoBajio CO CHIKEHHEM KaK OT-
noxeHnii C4d, Tak 1 amornro3a 3HIOTEINATbHBIX KJIETOK
[26]. Dxynu3ymab BIiepBble ObLI IIPOTECTUPOBAH Ha Iia-
LMEHTE ¢ TEPMUHAJIBHOM CTaMEN TTOYEUHOM HEAOCTATOY-
HocTH, BbI3BaHHOI KaTtactpoduueckum ADPC (KADC),
Mocje TpPaHCIUTAHTALIMKM TMOYKKM OT KMBOTO JoHOpa [26].
[MaunreHT mnonydyan npo@uIaKTUYECKOe BBEACHUE 3KY-
Jm3ymaba BMeCTe ¢ MOCTOSIHHOM CUCTEMHOM aHTUKOAary-
JISHTHOM Tepanuell M CTaHJAPTHOW WMMYHOCYIIpecCuein
st nipepotBpaieHus peuuansa KAD®C. Dra crpaterust
onpapjaana cedsl M okasajgach yCHEIIHON B 3TOU OYeHb pU-
ckoBaHHOW cutyanuu. [lociie mepBoro cirydyast 1mocjeno-
BaJIM YCTIEHTHBIE COOOUICHUSI O JICUEHUU 3SKYIU3yMaOoM
nocrrpaHciuianTauonHon a®JI-unaynuposanHoin TMA
umn pedpakrepHoro KADPC [27—-29]. [elicTBUTENBHO,
BCE 3TU JIaHHbIE MOATBEPXKIAIOT POJIb MyTH KOMILIEMEHTA
B a®JI-unayuuposanHoit TMA u/unu KA®C. Cuenyer
OTMETUTb, UTO 3KYJM3yMad BbI3biBaeT pemuccruio TMA B
ciayyasx HeaddekTuBHOCTH MazMadepesda. HecmoTps Ha
CIOCOOHOCTh 2Kyau3ymada BbI3bIBaTh peMuccuio TMA,
ero MCIOJIb30BaHME HE CHUXKAJIO YPOBEHb (PUOPO3HOI -
Mepruia3uy HTUMBI. DTO YKa3blBaeT Ha TO, YTO IyTh KOM-
TUIEMEHTA SIBJISICTCS HE €IMHCTBEHHBIM KOMITOHEHTOM B
naToreHe3e TaKuX IopaxkeHuii [27].

HenaBHo MexaHucTMueckasi Liefib MyTM KOMILIEKCA
panamunmHa (mMTORC) Obuta moeHTH(UIIMpOBaHA Kak
MOTEHIMAbHbII TocpenHuK Hedpomnatun mpu ADC.
ADJI-AT Takke CBSI3BIBAIOTCS C peLIENTOPAMU DHIOTEIM-
aJIbHBIX KJIETOK, BbI3bIBasi PEKPYTUPOBAHMUE CUTHAJIBHOTO

nyti AKT/(mTORC) u pasBurue GpuOpo3HOIi rumnepIia-
3ur UHTUMBI [30]. DTO BBI3BIBAET MOCTENEHHYIO 00CTPYK-
LIMIO MpPOCBeTa cocyla U (POPMUPOBAHUE MIIEMUYECKUX
30H C 04aroBO KOPTUKAaJIbHOI aTpodueii u auaataunueit
KaHaJIblieB. BaXkKHO OTMETUTB, UTO 3TU TOPAXKEHUsT MOTYT
peLMIMBAPOBATh HA aJUIOTPAHCIUIAHTUPOBAHHON TTOYKeE,
0CO0EHHO y TalMeHToB ¢ HamuyueM BA [14]. Cuuraercs,
YTO MASHTUMUKAIIUST OTIIOKESHUST KOMITJIEMEHTA U,/ WJTH aK-
tuBauuu mytu AKT/mTORC moxer nmomoub B Oyayiiem
crpatuduumpoars teueHne ADC-uedponaruu [30].

KAMHMYecKkas KapTUHA

B 3aBucuMOCTH OT JlOKaau3alMu TPOMOO30B B COCY-
JIICTOM pycJie TIOYeK, MPOTSDKEHHOCTH M TeMIIa Pa3BUTUS
rpoiiecca TPOMOOTHYECKON OKKITIO3UN KIMHUYECKash Kap-
tuHa ADPC-accounupoBaHHON HedpoIraTuu BapbUpyeT OT
octporo nospexaeHus nouek (OINIT) u TsKesnoii, nuHorIAa
3JI0KaYeCTBEHHOM, apTepUaIbHOW TMIEPTEH3UU 1O MUHU-
MaJIbHOTO MOYEBOTO CUHIPOMA, MSTKON WU YMEPEHHOI
Al 1 MemIeHHO MPOTPECCUPYIONIETO HapyIIeHUs (QYHK-
LMY IToueK (Taoi. 3).

TPpOM60O3 Mo4YEe4YHOU BEHbI

Tpom603 moueuHoii BeHbl BcieacTBue ADC MoxkeT
MPOSIBJISATHCS MTPOTEUHYPUEH B HEPPOTUUECKOM Auara3o-
He, TeMaTypuei, oJurypueil U aHypueii BCaeICTBUE OCTPO-
ro nospexiaeHus rnoyek. CiaenoBarebHO, YXyAIICHUE Te-
yeHus1 Hedponatun y mamueHToB ¢ CKB, Mmo3uTuBHBIX
o adJI- u aKJI-AT, B Bume HEOOBSICHUMO HapacTaroliei
MPOTEUHYPUU, TeMATypUu WIM OCTPOIl 3alepKKU MOUYU
[31] mosxHO HACTOPOXMUTH Bpaya B IJIaHE TPOMOO3a I10-
YEYHOU BEHHBI.

Tpom603/CTEHO3 MOYEeYHOU apTepumn

Hawnbomnee yacThIM KIMHUYECKUM TIPOSIBIEHUEM TPOM-
003a MOYEUHOI apTepUU SIBJISIETCS TsKesasi TUMEPTEH3Us
WIM YXYIOIIEHWE TEYEHUS IIPEIIIECTBYIOIIEH CUCTEMHOM
apTepuaibHoOil runepreH3uu. COMyTCTBYIOIIME CUMITO-
MbI BKJIIOYAIOT MOYEYHbIN UHOAPKT ¢ 0OJIbIO B MOSICHULIE,
reMaTypuIO U TMOSIBJICHUE OCTPOI WJIU MPOrpecCupoBaHUE
XpPOHUYECKOU IToueyHoil HemoctarouHocT [32]. CteHo3
MOYEYHON apTepuu TakXKe SBJISIETCS TUMTMYHBIM MOpaxe-
HMEM, aCCOLIMMPOBAHHBIM C TOJOXUTEIbHBIMU adDJI-AT.
HauGonee pacrpoctpaHeHHBIM MopaxkeHueMm rpu adJI-
OTOCPEIOBAHHOM CTEHO3€ TOYEYHOM apTepuu SIBISIETCS
HEKPUTUYECKUI CTEHO3, AUCTAIBHBIA MO OTHOLIEHUIO K
ycThio modeuHoii aprepuu [33]. HampotuBs, mopaxkeHus
MPOKCUMAJILHOTO CErMEHTa WM YCThsl, KakK IpaBuio,

Ta6nunya 3. Oco6eHHOCTU TPOMBOTUYECKOIO ropaXKeHus cocynoB rno4vek rnpu A®C
(apanTuposaHo Hamu o [2])

Jlokanusauunsa Tpom603a

KnuHun4yeckue nposiBneHus

[No4eyHasn BeHa

Ol npoTenHypusi, remaTypus

CTBON NoYeyHon apTepum

PeHoBackynsapxas Al', O

BeTBu noveyHon aptepun

MHdapkT noyku, AT, OMMN

Menkue BHYTpMNOYeYHble apTepun, apTepuorsbl, Kanusi-
nsipbl

TMA
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00YCJIOBJIEHbBI ATEPOCKIEPOTUUECKUMU MTPOLIECCAMMU, a T10-
paXeHUsI B CPEAHEM CErMEHTE TUITUYHBI 1 (pUOpPOMBI-
meyHoii aucruiazuu [33]. TpoBouupylomyuMu pakropamMmu
JUTS Pa3BUTHSI TPOMOO3a MTOYEUHBIX COCYIOB Y ALMEHTOB C
ADC gBrsioTcss MHOEKIUS, XUPYPrUUecKre BMeIaTeTb-
cTBa, OEPEeMEHHOCTb, POJibl, OTMEHA MpUEMa aHTUKOAry-
JISHTOB W/WJIM TUAPOKCUXJIOpoxuHa [31].

AQC-Hepponarus

ADC-Hepponatusi — OCHOBHas (opMa IMOpaxKeHUs!
nouek nipu ADC, koropas BeisBasgeTcsa B 90—100 % ciayda-
€B Yy MalueHTOoB ¢ epBUYHBIM ADC, UMEIOIINX MPU3HAKU
MopaxkeHMsI Touex [4].

OcHoBHbIMU cuHApoMamu ADC-HedponaTuu sIBIsI-
10TCS:

1) AprepuanbHas runepteHsusi. Kak mpasuio, yme-
peHHasi WM TsDKesasi, oOyCJIOBJIEHHasi aKTHUBallMeil pe-
HUH-aHTUOTEH3WH-aJIbIOCTEPOHOBOI CUCTEMbI B OTBET Ha
WIIEMUIO TIoYeK, TTpudeM y manueHToB ¢ KADC Bo3MOXKHO
pa3BuUTHE 3710KadecTBeHHOU Al

2) Hapymenune ¢dyHkuuun mouek. iz  ADC-
HedpoMmaTuM XapakTepHO paHHee W30JMPOBAHHOE CHU-
xkeHue CK®; nmouyeuyHass HEIOCTATOYHOCTh, KaK MPaBUIIO,
MMeeT MEeUIEHHO TIPOrPEeCCUPYIONIUI XapaKTep; pacrpo-
CTPaHEHHOCTh OCTPOro MoBpexIeHus movek a0 20 % [4].
IMpu KAD®C B psne ciyyaeB pa3BUBaeTcsl HeoOpaTUMast
ocTpasi ToYeyHast HeIOCTaTOYHOCTb.

3) MoueBoii cuHApPOM. B GOJIBILIMHCTBE cliyyaeB Mpeji-
CTaBJICH YMEPEHHOW U30JIMPOBAHHOM MPOTEUHYPUEN Me-
Hee 1,5 r/cyr [4]. [IporeuHypusi HepOTUUECKOTO aua-
Ma3oHa HabJogaeTcs B PeAKHUX CIyJasX U30JIMPOBAHHOMN
ADC-Hedponatuu, 1 3TU 1abOpaTOpHbIE JaHHbBIEC AOJK-
HBl HalleJMBaTh Bpauya Ha BO3MOXKHBIN CTEHO3 TOUECYHOM
apTepuu, TPoMOO03 GOJIBIINX TTOYEUHBIX COCYIOB WM CO-
YeTaHHYI0O UMMYHHYIO IJioMepyionatuio [34]. MeHee yem
y 50 % maiueHToB oTMevaeTcss MUKporemarypus [8].

ADC-Hedporatust pexke MOXET IPOSIBIATbCS M Kak
ocTpoe 3abosieBaHue. OcTpasi movyeyHasi TpooMOoTHYeCKast
MUKPOAHTUONATUSI TIPEACTABISIET COOOI, BEpOSITHO, Hau-
oosiee Tsoxenyo (opmy octpoit ADC-Hedporatuum [4].
DTO KJIMHUYECKOE TMPOSIBIEHUE ACCOLIMUPOBAHO C ObI-
CTPBIM CHYDKeHMEM (DyHKIIMM TTOYEK C pa3IMYHbIMU CTeTIe-
HSIMU TeMaTypuH 1 poTernHypuun. OcTpoe TeueHne Xapak-
TEPU3YETCS Pa3BUTUEM OCTPOHEMPUTUUECKOTO CUHApOMA
¢ OBICTpO HapacTarllell KpeaTuHMHeMuell. B Hambonee
TSDKENBIX CTydasx BO3HUKAET OBICTPO IPOrpeccupyromiast
MmovyeyHasi HeIOCTaTOYHOCTh, KaK MPaBUJIO, B COUYETAHUU C
TsKeI0i muau 3nokadyectBeHHOU Al OcTpast aHypusi, Bbl-
3BaHHAsl KOPTUKATbHBIM HEKPO30M, MPEICTaBIsIeT CO00it
penkoe, HO ApaMatuyeckoe nposineHne ADC, kotopoe
MOXHO TMarTHOCTUPOBATH C MTOMOILbI KOMITHIOTEPHOI TO-
Morpaduu WK peHajibHoi apTepuorpacduu [35]. [Tomgo6-
Ho apyrum mnposiBieHusM ADC, ADC-HedponaTust 4acTo
MPOBOLIMPYETCS] HAUYaJIOM MpueMa KOHTPalleNTUBHBIX Tpe-
mapaToB, 6epeMEeHHOCTBIO, POIaMy WX MHMeKueit [36].

MuKpOTPOMOOTHYECKHUIT TIpOIIeCC YacTo  pacIpo-
CTpaHsIeTCSl HA APYTUe OpraHbl, COOTBETCTBYSI KPUTEPUSIM
KA®C. Jlerkue, cepiue, LiEHTpalbHAsE HEPBHAs CUCTEMa
M KoxXa — HauOoJiee yacTo mopaxkaeMble opraHbl. MHTe-

pecHo, uTo KADC MOXKET MpOoSIBISITLCS KaK JIErOUHO-I10-
yeuyHbIi cuHapom [37]. Haubonee sspko cumnromsl TMA
nposiBisitorest 'y 60nbHbIX KADC, npu KOTOpOM yacToTa
MopaxkeHUs MUKPOLIMPKYJISITOPHOTO pycJia TTOYeK MPeBbI-
maet 70 % [38].

f'mcronaroAornyeckas KApTUHA
npv Hedpobuoncum

B ocnoBe pasputus ADC-Hedponatuu jgexutr TMA,
KOTOpasl XapaKTEepU3yeTCs HEBOCHAIUTEIbHOM OKKITI03MEeN
IMOYEUYHBIX KpOBEHOCHBIX cocynoB. [t TMA TunuyHo Ha-
Juyue (pUOPUHOBBIX TPOMOOB B KIyOOUKaX M BHYTPUIIO-
YEeYyHOU COCYAMCTOU CeTH B OTCYTCTBME BOCHAIMUTEJbHBIX
KJIETOK WM UMMYHHBIX OTJIOXeHUI B cocymax. OcTpble
nopaxeHusi mpuHumaiotr Gopmy TMA, B TO Bpemsi Kak
XPOHUYECKHE TOpaXKeHUs TIPOSIBIISIIOTCSI B BUJIE apTepUO-
cKJIepo3a apTepuii U aprepuos, ¢GuOpo3HOIl rumnepria-
3UM UHTUMBI, KaHaJIblIEBOW TUpeounan3aiuu, puopo3Hoit
obysiuTepallMu apTepuii U apTepuos U (hOKaJIbHOW KOp-
TUKaJbHOW aTpodueir [38]. DubposHas TUMepIUIa3us
WHTUMBI XapaKTepU3yeTCss WHTEHCUBHOW MPOAYKIIMEH
M10(pHOpPo06IACTOB, MPUBOIIIICH K YTOJIIEHUIO NHTUMbBI
Y M3BUJMCTOCTU MEXJIOOYISIPHBIX apTepuii. DokaabHas
KOpTHUKaJIbHAsl aTpodusl MopaxaeT y4aCTKU Ha MOBEPXHO-
CTU CYOKarcyJ/JsapHON KOpbl ¢ HEOOJbIIMMU CKIEPOTUYE-
CKUMU WU TICEBJOKUCTO3HBIMU KIyOOUKaMu (OOBIYHO B
CKOITJICHMSIX), aCCOLIMMPOBAHHBIMU C KaHAJIbLICBO aTpo-
dueit [38].

@oKaNbHBII ~ CETMEHTApHBI  TJIOMEPYJIOCKIEPO3
(OCI'C) (mocnenctBue KiyboukoBoit TMA) sBisier-
cq XapaKTepHBIM TIpM3HAKOM TMo3aHel craguu ADC-
Hedpomnatuu [4].

K npyrum Gosiee peakum TMCTONATOJOTUYECKUM W3-
MeHeHUsIM ADC-Hedpomatuu OTHOCIT MeMOpPaHO3HYIO
Hedponatuio, 00Je3Hb MUHMMAJIbHBIX W3MEHEHUM, Me-
3aHIMaJbHYI0 He(pPOIaTUuI0O U pauci-UMMYHHBIN OBICTPO
Mporpeccupyloinii raomMepynonedpur [39].

ITockonbky rucrongornyeckuii marrepH TMA cxomeH
C TUCTOJIOTMYECKUM TMOPaKEHUEM TMOoYeK, HaOMI0IaeMbIM
MpU IPYrMX MUKPOAHTUOIATUSIX, HEOOXOMUM TILATEIb-
HbIit cOOp aHaMHe3a U KIMHUuYeckoe oocieaoBaHue. bosee
TOTO, JJAOOPATOPHBIE JaHHbIE, TAKUE KaK TsKesiast TpoMOo-
LIMTOTIEHUSI, IIMCTOLUTHI B Ma3Ke repucepruieckoin Kpo-
BM, MUKPOAHTHOTIATUYEeCKasl aHEMMSI U HeraThBHasl pe-
akuust Ha a®DJI-AT, aBasitoTcs BaxXKHBIMM (haKTOpaMu JIJist
OIpe/ieSIeHUs] 3TUOJIOTUUA 3TOTO TMCTOJIOTMYECKOro TaT-
tepHa [40].

JuddepeHiianbHas 1MarHOCTUKAa COCTOSIHUI € I10-
paXeHUSIMU TTOYEK, COOTBETCTBYIOIIMX KpuTepusiMm TMA,
BKJIIOYAET TPOMOOTHUYECKYIO TPOMOOLIMTONEHUYECKYIO
Myprypy, TeMOJUTUKO-YPEeMUYECKUIA CUHIPOM, 3JI0Kaye-
CTBEHHYIO U OBICTPO MPOrPeCcCUPYIOLIYIO TUIIEPTEH3UIO U
MOYEYHBIN CKiIepoaepMuueckuii Kpus. MccnenoBanue Ha
Hammuue adJI-AT sBisieTcst 06s13aTeTbHOM CKPUHUHTOBOM
MPOIIEYPOIi TSI AMATHOCTUKKM WiIn ucKimodeHuss ADC-
accouumpoBanHoit TMA [40].

[1pu olileHKe r’MCTONATONOTMYECKON KAaPTUHBI MO3IHEN
craguu ADC-HedponaTuu J0JKHA IPOBOAUTLCS audde-
peHIMaibHAs AUArHOCTUKA IPYTUX COCTOSIHUIA, TTPUBOAS -
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mwux K @CI'C: BoruaHOYHbIM HepUT, AuabeTruuecKast He-
¢ponaTus, ceprioBunHokIeTouHast aHemusi, BUY, nmpuem
JIEKapCTBEHHBIX MpenaparoB (Harnpumep, ouchocdoHaThl,
MHIMOUTOPHI KAJIbIIMHEBPUHA) U MATOJOTUYECKOE OKUpe-
Hue [41].

BaxHo otMetuth, yto ADC-HedponaTusi MOXET BO3-
HuKaTh y nanueHToB ¢ adJI-AT npu oTCyTCTBUU KpUTE-
pueB onpeneneHHoro AOC. DT mopakeHUs MOYEK MOTYT
OBITH HEBEPHO MCTOJIKOBaHbI KaK He(hPOAHTHOCKIEPO3
[42] 1 TpeOyIOT HACTOPOXKEHHOCTH U OCBEIOMJIEHHOCTHU
Hedposoros B oTHoleHUn ADC-Hedponatuu.

APC-Hedpponartmsa npu CKB

BosnukHoBeHne ADC-Hedpornatuu Mpyu BTOPUIHOM
A®DC Ha ¢pone CKB 6Obu10 McciaenoBaHo 6osiee IMPOKO,
yeM nopaxkeHue nouek rnpu nepsuuHom ADC. Dtomy cro-
CcOOCTBOBAJIO TO OOCTOSITETBLCTBO, YTO B JAHHOM KOHTEKCTE
OuorICUsl TIOUYeK TPOBOIUTCS cucTemMaTuiyecku. Pacripo-
crpaHeHHOCTh nopaxeHuit ADC-Hedponatun Ha (oHe
CKB BapbupyeT B IIMpOKUX Mpeaenax — oT 14 mo 67 %
[38]. Ilo manueiM EV. de Azevedo u coasrt. (2018), mmopa-
JKeHue mouek, accouuupoBaHHoe ¢ ADC-HebponaTuei,
ObL10 IUarHoctupoBaHo y 67 % manmeHntoB ¢ CKB ¢ BTO-
puurbiM ADC, ipuuem 32 % naureHTOB ObLIU TO3UTUBHbBI
o a®JI-AT u 4 % — HeratusHbI [43]. Y 94 % nanmeHTOB ¢
CKB u ADC-HedponaTueii, moaTBepKIeHHON OUONCUEi
mouku, 6buti o0HapyxkeHbl aKJI-AT; y 50 % Takux naru-
eHToB — BA [43].

IMpu BroprunoM AMC moBpexaeHUe MoYeK (Gopmu-
pyeTcsl 3a CYeT coueTaHus ABYX MaTOMOU3UOJIOTMYEeCKUX
MPOIIECCOB: NEMO3UIIMN UMMYHHBIX KOMITIEKCOB (ITO Xa-
paktepro mit CKB) u TMA [38]. X0oTs B OOJIBIIMHCTBE
ciaydaeB ADC-Hedporatis covetaeTcsl ¢ BOJTYAHOTHBIM
Hedpurom (BH), Bo3aMOXHO M301MpOBaHHOE €€ pa3BU-
e (0K0J0 3 %) B OTCYTCTBHE T'MCTOJIOTMYECKOM KapTH-
Hel BH. ¥ 6onbHbIX ¢ coueTaHuem ADC-Hedponatuu u
BH uaiue Habnmonatorcs 6osiee Tskesnas 3J10KauecTBEHHas!
AT, ocTpoe moBpexaeHue Mmoyek 1 MacCUBHasi MPOTENHY-
pusi; OTMEUEHO TaKxKe 0oJjiee ObICTpOe MPOorpeccupoBaHue
MOYEYHON HETOCTATOYHOCTU ¢ (POPMUPOBAHUEM TEPMU-
HaJIbHOM XPOHUYECKON TIOYEYHOU HEIOCTATOYHOCTU, a
Takxe 00J1bllasi BBIPAXKEHHOCTb TIIOMEPYJIOCKIEPO3a U Ty-
OyJoMHTEepCTULIMATIBHOTO (hrbpo3a [44]. [Ipu nposeneHUn
HeppoOMOIICMK Yy 3TUX NAIMEHTOB OBLIM OOHAPY:KEHBI
WIIEeMUYEeCKUe TTopakeHnsl B KiIyboukax 6e3 rpoandepa-
TUBHBIX U3MEHEHUI B IOTIOJIHEHUE K 04aroBomy hrodposy
WHTUMBI, CBSA3aHHOMY C BHYTPHUITIOYEYHBIM COCYIHUCTHIM
TpoMOO30M IpU OTCYTCTBUM BacKynuTa [44]. I1o cpaBHe-
Huto ¢ BH ADC-Hedponarust 6oJiee acCOLUMpPyeTcs ¢ U3-
MEHEHUSIMU MHTUMBI, TMIIEPTEH3UBHBIMU COCYAMCTBIMU
M3MEHEHUSIMU U TyOyJsipHOit aTpodueii [38]. dubposHas
TUIepIUia3us MHTUMBI OblIa Haubosiee pacrpoCTpaHeH-
HOI THCTOJIOTMYECKON HAXOAKOW TpU TPOBEICHUU He-
¢pooduoncuu y nauueHtoB ¢ CKB u AOC-nedppomnarueit
(46—100 %), Torma kKak pacrnpocTpaHeHHOCTh TMA ObL1a
3HaunTeIbHO HIKe — 40 % [38]. Bo MHOTHX MCcclienoBa-
HUSIX OTMEYAeTCs, YTO TJIOMEPYISIPHBIN TPoMOO3 Y 00JTb-
Hbeix CKB Berpeuaercs npu Hannunu a®dJI-AT gaxe B OT-
cyTcTBUE KIMHUKY onpeneneHHoro ADC [45].

Karactpodpunueckumnm AOC u nouka

Karactpopuueckuit AOC — 310 0coObIii, Hauboee
npamaruuyeckuii BapuaHt ADPC, 00yCIOBICHHbBIN OCTPHIM
TPOMOOOKKITIO3UBHBIM ~ MOpPaK€HUEM TPEUMYIIECTBEH-
HO COCYIIOB MMKPOUMPKYJISTOPHOTO pycia (COOCTBEHHO
TMA) *X1U3HEHHO BaXXHBIX OPraHOB (HEe MEeHee TPeX OJTHO-
BPEMEHHO) € Pa3BUTHEM TOJMOPTaHHON HETOCTATOYHOCTH
B CPOKM OT HECKOJIBKUX YacoB 10 7 AHel [46].

Huarnoctuueckue kputepuu KADC Bximouaror: 1) Ha-
Juue B aHaMmHe3e ADC UM CTOMKOI TTOJIOXKUTEIBHOM pe-
akuuu Ha adJI-AT, 2) pa3Butre TpoM003a B Tpex WK 0oJiee
opraHax MeHee YeM 3a He/les10; 3) TMarHOCTUKY MUKPOTPOM-
603a rpu 6uorncun [46]. TTopakeHue MOYEK SIBISIETCS OTHUM
13 Haubosee yacThix posieneHuit KA®C, oqHako rucTosio-
IMUYECKUE IETEPMUHAHTBI e1lie YETKO He OIpe/esICHBbI.

Oo6cnenys mamuentoB ¢ KA®C, M.G. Tektonidou
u coaBT. (2008) BeisiBUIM TMA 1ipy OUMOIICUM TIOYKU Y
100 % GoNMbHBIX, (PUOPO3HYIO TUTEPILIA3UI0 UHTUMBI —
67 % n ouaroBylo KOpTUKaJIbHYIO aTpoduio — y 50 % [8].
KpomMe Toro, y Bcex MalMeHTOB HaOJoaNach MpOTEeH-
Hypus > 500 mr/mn, y 50 % — cucreMHast aptepuaibHas
runepreHsusi, y 67 % — ocTpoe MOoBpeXIeHue MOYKU, 1
y 67 % mauueHTOB pa3BUIICS HEDPOTUYECKUI CUHAPOM.
Yro kacaercs anturena, To 100 % maunentos obutn aKJI-
MO3UTUBHBIMU, 67 % — mo3uTuBHBIMU 10 BA 1 17 % — B
otHomenuu B, [8].

Oty octpyto hopmy ADC-HedponaTuu Ype3BblYaiiHO
TPyAHO AudbepeHIpoBaTh OT APYTUX OCTPHIX MUKPO-
COCYIUCTBIX 3a00JIeBaHUIA, TAKUX KaK aTUITWMYHBIA TeMo-
JIUTUYECKUI YpeMUYECKUId CUHAPOM, TpPOMOOTHYecKast
TPOMOOIIUTOIIEHNYECKasT TypITypa, TelmapUHUHIYIUPO-
BaHHasT TpOMOOIIUTOTICHUS WK A dy3HasT BHYTPUCOCY-
muctasa koarymsauus [37]. [Ipu osictpom paszsutuu OINI1T
KA®C cnenyer nuddepeHIrpoBaTh ¢ ObICTPO MPOrpecCu-
PYIOIIMM BOJTYAHOYHBIM HEMPUTOM M OCTPOI CKiIepoaep-
MUYeCcKol HedpomaTueit.

XpoHuyeckast 60Ae3Hb nNoyek
nremMmoAnaAn3

Huanusnas XBII sgsasiercss penkoit dopmoit ADC-
HedponaTun. JlaHHbBIE JUTEpaTyphl, OMUCHIBAIOIINE 3TO
KJIMHUYECKOE MPOSIBIIEHUE, B HACTOSIIIIEE BPEMSI JIOCTATOU -
Ho ckynHbl. PacnipoctpanenHocts XBI1 cpenu nauueHTOB
¢ ADC-nedpormnarueit Ha ponHe nepBuuHOro AMC cocras-
nset 35—81 %, pu 3TOM y TTOIABISIONIETO OOJBITMHCTBA
MalMeHTOB 3TO COCTOSIHME MPOTPECCUPYET B CTAOMIBHYIO
XBII, a y menee 10 % pasuBaercss XBII, Tpebytonas 3a-
MecTuTenbHOU Tepanuu [47]. Heckonbko aBTOpoB 00-
HapyXWUJIU BBICOKYIO pacrpocTpaHeHHocTh ADC cpenu
naiueHToB ¢ XbII, nonxyyaBimnx reMoauanns, no cpaBHe-
HUIO ¢ HaceJieHueM B 1iesioM [47]. Ha camom nesie pacrpo-
crpaHeHHOCcTh BA u aKJI-AT Bbime y nauneHToB ¢ XBII,
MOJIyYaBIIMX TeMOIMATU3, YeM Y TallMeHTOB Ha KOHCEep-
BaTUMBHON Teparnuu, BO3MOXHO, BCJIEACTBUE Oojiee YyacTo-
T'O UCIOJIb30BaHUs KyrpodaHoBeix MeMOpaH [47]. Kpome
toro, a®JI-AT-1I03UTUBHOCTD BBIIIE CPEAU JIKII, IOIyda-
IOIIMX TEMOIUATN3, YeM Y TIAallMEHTOB, TTOIBEPTIINXCS TTe-
pUTOHEaTbHOMY ITuanu3y. TeM He MeHee pOJib 3TUX aHTUTeN
pu nuanu3Heix ¢popmax XBII octaercs HescHOIA.
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bepemeHHOCTb U ADC-HedponaTus

Knunuyeckue mposiBaeHusi, cBsizaHHble ¢ ADC-
Hedporatueit, BoO Bpemsi 0EpeMEHHOCTU TPYIHO OTJIM-
yuTh ot npeakiaamiicum U1 HELLP-cuHapoma (remonus,
MOBBIIIEHNE YPOBHSI TMEYEHOYHBIX (PEPMEHTOB U TPOM-
OOLIMTOIIEHUsI), KOTOpbIEe WMMEIOT OOIIKMe TPOSIBICHUS
¢ ADC-Hedpomnatueil — TUIEPTEH3UsSI, MPOTEUHYPUSI,
TpoMOo1MTONeHus. TeM He MeHee MOSIBJIEHUE TUTIePTEH-
3UM U MPOTEMHYPUU /IO IBAILIATONW Heneau OepeMeHHO-
ctu 1 Haamuue adJI-AT goJKHBI HABOAUTL HA MBICIb 00
ADC-nedponaruu [48]. A. Smyth u coasrt. (2010) o6HapY-
KWK CBsI3b Mexny Al' 1 mocaeponoBbIM MOpaXkKeHUEM I10-
YeK Y KEHILWH C MOJOXUTEIbHbIMU TUTPaMU BA Bo Bpemsi
OEepeMEHHOCTH, U CJIeAYeT MOAYEPKHYTh, UTO TUCTOMATO-
JIOTMYECKHME M3MEHEHUS Y 3TUX IMallMeHTOK, OOHapyKeH-
Hble B 0Opa3lax OMOICUM TTOYKM, ObLIM XapaKTEepHBI IS
TMA [11].

AeyeHue ADC-HedpponaTtmm n Tpombo3a
NOYEYHbIX COCYAOB

Henamu tepanun ADC-HedponaTuu Mpu OCTPOM Te-
YEHWU SIBJISIIOTCS yCTPaHEHUE TPOMOOTHYECKOUN OKKITIO3UU
MEJIKUX BHYTPUITOUEUHBIX COCY/IOB, a TIPU XPOHUYECKOM
TeUeHUU — TpodUIaKTUKa peluaAnBOB TpoMO0OOpa3oBa-
HUS BO BHYTPUIIOYEYHOM COCYAMCTOM pYCJI€ JIs 3aMejiie-
HUS MPOrPecCUPOBAHUS MOPAKEHUS TTOYEK.

1o HacTosI1Iero BpeMeHU HU OJTHO KPYITHOE MPOCIeK-
TUBHOE MCCJIeIOBAaHUE HE OLIEHUBAJIO BIUSIHUE aHTMKOA-
TYJISTHTOB U JIpYTux (popM Tepanmuu Ha BHYTPUTIOUCUYHYIO
TpOMOOTHYECKYIO Hedponaruio, cesi3aHHyo ¢ ADC. AH-
TUKOATYJISTHTHAsI Tepariusl sIBJISIeTCS] CTAaHAAPTHBIM TTOIX0-
JIOM K JICYEHUIO TPOMOOTUYECKUX COOBITUI, 3aTparnBao-
II1X KPYITHBIE TTOYEYHBIe COCYIbI WX KIyooukoByio TMA
[39]. HedpakunoHUpOBaHHBI M HU3KOMOJIEKYJISIPHBIN
renaputbl (HOT, HMT') ucronb3ytoTcs Mpu OCTPBIX TPOM -
OOTUYECKUX COOBITUSIX, MPU BTOM MPOAOKUTEIBHOCTh
JIEYEHUS M J03bl JIEKAPCTBEHHBIX CPEJCTB MOKA YETKO He
onpenesieHbl. [Tpu octpom teueHnu ADC-Hedponatum y
nauueHToB ¢ nipopwiem adJI-AT Bbicokoro pucka (rep-
cuctupoBanure BA u/wim aKJI B BBICOKOM M CpeTHEM TH-
Tpax, HaJIMure «TPOMHOI MTO3UTUBHOCTU» ) aHTUKOATYJISIH-
Thl HEOOXOIMMO TTPUMEHSITh ITTUTEILHO (MHOT/Ia B TEUCHUE
HECKOJIbKMX MECSILIeB) M3-3a COXPAHSIOIIErOCs TUIepKoa-
TYJISILMOHHOTO COCTOSHUS [39].

WHurepecHo, uto aeiictBue renapuHa npu ADC css-
3aHO HE TOJIbKO C €r0 aHTUKOATYJISIHTHBIMU CBOWCTBAMU.
Tenapun Takxe Hampsimylo B3aumoneiictsyer ¢ f,ITIL
Kak ussectHo, aktupauus f3,[TII BbizbiBaeT KoHdopma-
LIMOHHOE M3MeHeHue (M3MeHeHue (GopMbl OenKa ¢ Kpy-
TOBOW Ha OTKPBITYIO M 3KcNo3ulmu aoMeHoB | u V Ha
MOBEPXHOCTU), TEM CaMbIM MOJBeprasi €ro JOMEHbI BO3-
neiictBuo uupkyaupytomux a®JI-AT. [lepBuuHbIM Me-
CTOM CBSI3bIBaHUSI TEIapyuHa SIBJISIETCSI JOMEH V, KOTOPbBIit
Takxke sBisieTcst Toukoit npwioxeHuss adJI-AT. Tenmapun
YCWIMBAET OMNOCPEIOBAHHOE TUIA3MUHOM paculelljieHue
Lys317-Thr318 B B,I'TII, TeM caMbIM Hapymias €ro CIO-
CcOOHOCTh pacmno3HaBaTh (HOCHONMUIIUIBI, WHAKTUBUPYS
MPOTPOMOOTUYECKYIO aKTUBHOCTb aHTUTEJ, HalpaBjeH-
HbIx Ha 3,TTII [49].

Y a®JI-nonoxutenbHbix namueHToB ¢ CKB 1 AQC-
HedponaTueli Mo TaHHbIM OUOTNCUN (OTAEIbHO WK B CO-
yeraHuu ¢ BH) HeoOxonuMo npoBeieHre paHHEeTro Jieue-
HUs JUISL TIpeAOTBpallleHUs TOYeUYHON HEeIO0CTaTOUHOCTH.
AHTUKOATYJISIHTBI BHACTOSIIIIEE BpeMs SIBJISIIOTCS TIperapa-
TaMM BbIOOpa 115t maieHToB ¢ ADC-MHIAYIUPOBAaHHBIMU
nopaxeHusmu novyek npu CKB, Ho BnusiHUe 3TOTO TUITA
Tepanmuv Ha QYHKIWIO W TIpenoTBpalleHue Topaxe-
HUSI TIOYEeK BCe ellle ocTaeTcs HeompeneaeHHBIM. [Ipu
octpoM TeueHuu ADC-HedpornaTud MOpearnodYTeHue
cinenyetr otnaBath HOI wium HMI. Bcem mamueHTam c
CKB u ADC-Hedponarueil, HE3aBUCUMO OT HaJUUYUS
win orcytcTBusl BH, cienyer HazHavyaTh TMAPOKCHUXJIO-
poxuH [44]. TIpu BropruHoM ADPC, accOUMUPOBAHHOM
¢ CKB, B kauecTBe MNepBUYHON TpOoMOOTpPODUIAKTHU-
KA TIPUMEHSIIOT HM3KME JI03bl alleTUJICAIUIINIOBOM
KUCJIOTHI W Tuapokcuxiaopoxu (200—400 wmr/meHb).
AHTUTPOMOOTUYECKHE MEXaHMU3Mbl T'MAPOKCUXIOPOXUHA
OCHOBaHbI HAa UHTMOMPOBAHUU TPOMOOIIUTOB, YMEHBIIIE-
HUM CBA3bIBaHMA KoMiuiekcos 3, I'TII ¢ pochonumunamu,
a Takxxe ymeHbiieHun TutpoB adA-AT u ux npokoary-
JnsiHTHOTO 3¢ dekra [23]. bonpusiM ¢ CKB mpu couera-
Huu BH ¢ ADC-Hedponarueii, Kpome aHTUKOATYJISIHTOB,
HEOOXOIMMO Ha3HaYeHUEe TIIOKOKOPTUKOMIOB M IIUTO-
CTaTUKOB B 103aX, OMpPeAeaseMbIX aKTUBHOCTbIO 00JIE3HU
u Mopdoaornyeckum Kiaccom BH.

Kak yxe mnomguepkuBayioch, y nauueHToB ¢ CKB u
a®JI-AT HedponaTus BcaeaAcTBUE JHoMyc-HedpuTa (MM-
MYHOKOMIUIEKCHOE 3a0o0jieBaHME) JOJKHA OBITh YETKO
otmuddepeHIINPOBAHA OT M30JUPOBAHHOIO TMOPAKEHMS
nouek BcaenctBue ADC (kimyboukoBast TMA). B Takux
ciyyasix TpoBelieHre HeGpOOMOTICUU SIBISIETCST KPUTHY-
HO HeobxommMmbiM. BH TpeOyeT 00s13aTeIbHOIT MMMYHO-
CYIIPECCUBHOI Tepanuyu IUTOTOKCUYECKUMU areHTaMu,
torga kak ADC-HedponaTus MpeanoiaracT NpUuMeHEHUE
aHTUKOAryJssHToB [50].

O4yeHb BaxKHO MPU MPOBEIEHUN aHTUKOATYISHTHOM
Tepanuu Ha ¢poHe ADC-HedponaTun KOHTPOJIMPOBATH
yYpOBEHb AHTUKOATYJISLMU TPU MOMOIIM MEXIYHAPO.I-
Horo HopMaiuzoBaHHoro otHoueHusi (MHO). IMouey-
HBbIC MCXOAbI MOTYT YJIYUIIUTHCS MPU AHTUKOATYJISIHT-
HOI Tepaluu ¢ 1ejeBuIM nuanazonom MHO 3,0—4,5. B
uccinenosanuu D. Puente u coat. (2009) y nmaimeHTOB
¢ yposueM MHO sBreime 3,0 HaGmI0manoCch CHIDKCHUE
apTepuaJbHOTO JaBJIeHUs, CTAOUIN3ALUS WK YITydIIe-
HUe (QYyHKUMU ITOYEeK M, B HEKOTOPBIX CiIydasx, oOpa-
TUMOCTh cTeHo3a [51]. OmHako, yUUTHIBask KOJIUUECTBO
HexXeJaTeJbHBIX TOOOUHBIX 2(D(PeKTOB Ha (hoHEe Ipuema
aHTUKOATYJISHTOB ¢ TakuM BbicokuM MHO, niepopaib-
Hasl Tepalnusl aHTaroHucramu ButamMuHa K (BapdapuH)
¢ ueneBbiM quanazonomM MHO 2,0—3,0 aBasercs 6oJiee
MPEeANOYTUTEIbHBIM TTOAXOAO0M IPU JIUTEJIbHONW BTO-
puuHOil TpomOonpodunaktuke [52]. OTHOcHUTEIbHOE
MPOTUBOTIOKAa3aHWE K Ha3HauyeHUIo0 BapdapuHa, Kpo-
Me Tsexenoir Al y 6onpHBIX ADC-HedponaTueit — 310
XBIl na mpegauanu3Hoil ctagnmu. Bcem mammeHTam C
PELMANBUPYIOIIMMUA  TPOMOOTUYECKUMU  COOBITUSIMU
HeoOXoayuMa BBICOKOMHTEHCHUBHAsI Tepamnus Bapda-
puHoMm (muamazon MHO 3,0—4,0) [51]. IlauueHTsl C
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ADC-accolMrpoBaHHBIM CTEHO30M IOYEUHOM apTepuun
JOJIKHBI MOJTyYaTh Tepanuio aHTUKOATYJISTHTAMMU C 1ieJie-
BeiM MHO > 3,0, kpoMe Toro, as(ppeKTUBHBIMU METO-
JaMU JIeYSHUS SIBJISTIOTCS] YPECKOXKHAsI aHTMOTIIAaCTUKA U
nHoraa HedpakTomus [34].

IMpu KA®C ¢ nopaxeHHEM TOYEeK HCIOIb3yeTCs
KOMOMHAIIMS ~aHTUKOATYJISIHTOB, TIIIOKOKOPTHKOWIOB,
miasMadepe3a W BHYTPMBEHHOTO WMMYHOTJIOOYIMHA,
YTO OOecTeunBaeT HAWIYUIIyI0 BBDKMBAEMOCTb OOJBHBIX
(77,8 mpotuB 55,4 % nipu npyrux meroxax jJedenus) [53].
OnHako B MOMEHT OCTPOIO 3Mu304a Hauboyiee Mpearo-
YTUTEbHBIM TOAXOAOM SIBJISIETCS IyJIbC-TEPATUS METUII-
npeaHu3onoHoM u HazHaueHue HDI. Kcnonb3oBaHue
pUTYKCUMaba UCCaeN0BATIOCh U PEKOMEHIYETCS B ClIydasix
pedpakrepHoro KADC [54].

[TepcniekTUBHBIM HarpaBjieHreM B jedeHUn KADC
SIBJIIETCSl TIpUMEHEHWEe JKyau3ymMaba — TyMaHU3UPO-
BAaHHOTO MOHOKJIOHAJIBHOTO aHTUTeJa K OelKy KOM-
ruiemeHta C5 [55]. MHrubupoBaHue IMyTH KOMILIEMEH-
Ta MOHOKJIOHAJIBHBIMU aHTUTEJaMM, HalleJeHHBIMU
Ha Oemok C5, yMeHbIIAET BBIPAXKEHHOCTh ITOPAXKEHUSI
a®JI-ungyuupobanHoit TMA. HenaBHue ucciieqoBaHust
COOOIIAIOT O CJIydyasx YCMEIIHOTO MCIOJb30BaHUS 3KY-
Ju3ymMaba v Tepanuy aHTUKOAryJIssHTaMu [IJIs1 TPeloTBpa-
meHus peurausa TMA y mocTTpaHCIIaHTaLIMOHHBIX Ta-
reHToB ¢ ADC [56]. YeroituuBas pemuccust TMA 6blia
3apeructpupoBaHa y namueHToB ¢ KADC, noayyaBmimnx
9KyaM3yMab mocie HeddhdeKkTuBHOTO Mmiadmadepesa [26,
29]. OnHako 4eTKMe PeKOMEHIAlIMU OTHOCUTEbHO -
TEJbHOCTU Tepanuu SKYIu3ymMaboM Ha CEeroiHsi OTCYT-
CTBYIOT.

Crneundudyeckuit nHruoburop penenropa C5a B Ha-
cTosiIee BpeMsI TECTUPYETCsSl B Ka4eCTBe MOTeHIIMATbHOMN
MMIIIEHU TS JIeYeHUsT BOCITAJIUTENbHBIX 3a00JIeBaHUI C
ydyactueMm komiuieMeHTa. Penenrrop CSa akcmnpeccupyer-
Csl HE TOJIbKO TeMOIMOATUYECKUMHU, HO U pa3IMYHbIMU He-
WMMYHHBIMU KJIETKAMU, TaKUMU KaK TOYEYHbIe KJIETKHU
M dHAOTeNUaIbHbIe KIeTKU cocynoB [57]. B xome ucmbi-
TaHW MHTHOUTOP perentopa C5a (CCX168) npogeMoH-
CTPUPOBAJ BBICOKYIO 3(P(HEKTUBHOCTb B KOHTPOJIE aKTUB-
Hoct! 1 TedyeHUsT ANCA-accolMMpoBaHHOTO BacCKyJINTa
¢ nopaxeHueM rovyek. Kpome Toro, ormeuanoch, 4To npu
HCTIOJb30BaHMM 3TOTO areHTa yIaBajoch OOXOMUTHCS 6e3
BBICOKUX 03 TTIOKOKOPTUKONIOB [57]. B oxxumanuu mom-
TBEPXKICHUSI 3TUX PE3yJbTaTOB TEKYIIME WMCCIeTOBaHMS
YKa3bIBalOT, 4TO MHIuomTop peuentopa Cda sBmsieTcs
MepCHeKTUBHBIM cpeacTtBoM JiedueHnst ADC-HedponaTtuu.
Kpome TOro, kak mokasaau HelaBHUE MCCIEN0BaHMS,
MHTUOUTOPHI AeTUIeUU B-KJIETOK M KOMILJIEeMEHTa MOTYT
CIAYXUTb ambloBaHTamMu B Tepanuu ADC y maiueHToB,
PE3UCTEHTHBIX K aHTUKOAryJssHTHoil tepamuu [58]. He-
00XOIUMBI JaTbHENIINEe KIMHUYECKUE UCCIIeIOBAHUS PU-
TyKcuMmaba, 6enrmymata, aKylIm3ymada u Ipyrux MHTuou-
TOpPOB KOMILUIeMeHTa. MccinenoBaHusi HEKpUTEPUATbHBIX
nposiBiieHnit y a®JI-TToIoXKUTeIbHBIX MarueHToB ¢ ADC
MOATBEPIIN IPOpUIb 6€30IMacHOCTH puTyKcrumaoa. Om-
HaKO COOOIIAETCs, YTO Pe3yJbTaTOM Teparuu pUTyKCHUMa-
OOM SIBJISIETCSI JIUIITb YACTUIHBIM OTBET MJIM CTAOWIIM3ALIMSI
nopaxeHui mouek [59].

HoBble npsiMble opajibHble aHTUKOATYJISIHTHI (1adura-
TpaH, puBapokcabaH W amukcabaH), UCMOJb3yeMble MPU
JICYEHU U TPOMOOTUYECKUX COOBITUI y manneHToB ¢ ADC,
BBISIBUJIA TIPOTUBOPEUMBBIC PE3YJIBTAThI, TO3TOMY TTOCIIE/I -
HHMe peKoMeHmauuu 1o yedeHuto ADPC neMOHCTPUPYIOT
clep>KaHHOE OTHOIIIEHNE K HUM U OTPaHWYEHUS B IPUME-
HeHUM. DhGEKTUBHOCTh U 0€30MacHOCTh pUuBapokcabaHa
nipu eueHun ADC B HacTosIIee BpeMsl OLIEHUBAECTCS B
KJIMHUYECKMX UCTIbITaHusIX [60].

Hosbie ¢dopmbl jeueHus: ADC-Hedpormatuu Haxo-
ISITCS B CTaguM pa3padoTku. Komruiekc-MulleHb pa-
nmaMuivHa B kjetkax muekonutaronmx (mTORC) 6w
WACHTU(MDUUUPOBAH KaK TMOTEHIMAIbHbI  MeIuaTop
xpoHuyeckoit BackynsipHoii ADC-nHedpomnaruu [30]. B
uccienoBaHuu mnamreHToB ¢ ADC-Hedponartueit, nepe-
HECIIMX TPaHCIUIAHTALMIO, JICYeHUE C CHUPOJIUMYCOM U
0e3 Hero CpaBHMBAJIOCH C TOUYKM 3PEHUSI KIMHUYECKOTO
HUCcXola M TOYEYHOUW TucTomnaTtojioruu. B repBoil rpym-
e He ObUTO PeIUAMBOB COCYIMCTHIX MOPaXXeHUi, a TpHu
OUOTICUM OTMEYaJIOCh CHUXKEHUE COCYIUCTOM Tposnde-
pauuu. AHaJOTUIHBIM 00pa3oM JIeUeHUE CUPOJUMYCOM
acCOLMMPOBATIOCH C PE3KHUM CHIKEHUEM TMposndepanun
COCYIMCTBIX KJIETOK, WHTMOMPOBAHUEM pPa3BUTHUSI XPO-
HUYECKUX TOopaxeHuil (TakuxX Kak ¢uOpo3Hasi rumep-
MJa3usi MHTUMbI) M 0oJiee JIUTEIbHBIM COXpaHEHUEM
dbynkuuu nouek [30]. ITyte (MTORC) urpaer BaxkHyIO
pPOJIb B COCYAMCTBIX MOPaXeHUsIX, CBsi3aHHbIX ¢ ADC, u,
BO3MOXKHO, TIPEACTABISICT LIECHHYIO MOTCHLMATbHYIO Te-
paneBTUYECKYI0 MUIIeHb. HeoOXonnuMbl MpOCTIEKTUBHBIE
WCCIIeTIOBAaHUSI IS BBISICHEHUST TOTO, SIBJISIETCS JIM aKTU-
Baunss mMTORC omHOBpeMeHHO LENbIO JICUeHUSI U Ou1O-
MapkepoM akTuBHocT ADC-HedponaTtuu.

Ha mocnennem koHrpecce EBporieiickoil MpoTHUBO-
pesmatuyeckoit turu (EULAR) B Manpune ObLiu mpen-
CTaBJIeHBbI TIOCJIeHNE OOHOBJIEHHBIE PEKOMEHIAIMU TI0
MeHexkMeHTy manreHToB ¢ ADC [61]. Bo Bpems Oepe-
MEHHOCTM JIeYeHHUEe aCIMpPUHOM B HM3KUX no3zax (75—
100 Mr/cyT) ciemyeT paccMaTpuBaTh Y XKEHIIUH ¢ Tpodu-
siem aPL BbIcOKOTO prcKa, HO 6e3 uCToOpur TpoMO03a WIn
OCJIOKHEHUII OepeMeHHOCTU. Y OepeMEeHHBIX >KEHIINH C
> 3 MOBTOPHBIMHU BBIKMBIIIIAMU B aHamMHe3e 10 10-i1 He-
Jiei 0epeMeHHOCTH WM € MOTepeii 1012 B aHaMHe3€e Ha
10-i1 Henene 6epemeHHocTu uiam nosxke EULAR peko-
MEHIyeT KOMOMHUPOBAHHYIO Tepariio HU3KUMU T03aMH
acrMpHHa 1 rerapruHa B TpoMUIaKTUIECKuX Hessix. ZKeH-
mrHaMm ¢ akymepckum AQPC, moyJaBIIvM remapuH, clie-
JIyeT MPOJIoJIKaTh MPUeM rerapuHa B MpohuIaKTUIeCcKoi
J103¢ B TeueHHe 6 Helesib MOCIe POAOB, YTOObI CHU3BUTH
pucK TpoM0Oo3a. A XEHIIUHBI C KPUTEPUSIMU aKyllep-
ckoro ADC, KOoTopble UMEIU PELMIUBUPYIOIINE OCTOXK-
HEHUSI OEPEeMEHHOCTH, HECMOTPsI Ha PEKOMEHIOBaHHOE
JIeYEHUE, MOTYT PACCMOTPETh BO3MOXHOCTb YBEJIMUCHUSI
O3Bl TerapuHa J0 TepareBTUYECKOW WIn a00aBIeHUS
IMIPOKCUXJIOPOXMHA WJIM TIPEIHU30JI0HA B HUBKUX J0-
3ax B IEpBOM TpuMecTpe. B 0coOBIX ciTydasix Bpauu MOTYT
paccMOTpeTh BOBMOXKHOCTh MIPUMEHEHMST BHYTPUBEHHOTO
MMMYHOTJI00YTMHA.

Pexomenoayuu no nepeuunoii mpombonpogurakmu-
ke y a®JI-AT-nosumuenvix cybsexmos [61]. TIpodunak-
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TUYECKOE JIeUeHUE HM3KUMMMU J03aMu acnupuHa (75—
100 Mr/neHb) peKOMEHIYeTCsI ISl 66CCUMITOMHBIX JIUII C
npoduiem a®JI-AT BbicoKOro prcka (¢ TpaaAulIMOHHbIMU
dakTopamu pucka uian 6e3 Hux) u namnueHToB ¢ CKB 1
OTCYTCTBUEM TPOMOO30B WU OCJOXHEHUII OepeMeHHO-
ctu. Huskue 10361 acniuprHa MOTYT ObITb PEKOMEH/I0Ba-
HBI JUIS1 JIeYeHUsT HeOepeMEeHHBIX XXEeHIIUH C aKyIIePCKUM
ADC B aHaMHe3e TOJIBKO MOCTe afeKBaTHOW OLIEHKU PH-
CKa/TIO0JIb3HI.

Pekxomendayuu no emopuunoii mpombonpoghurakmuke
npu A@C. Tlocne HauanbHOM Tepanuu rermapuHoM EULAR
peKoOMeHIyeT JeunTh narueHToB ¢ ADC 1 nepBbIM BEHO3-
HBIM TPOMOO30M aHTaroHucTamu ButamMuHa K ¢ 1eneBbim
MHO ot 2,0 o 3,0. [Ipy HEBO3MOXHOCTU JTOCTHKEHUSI
neseoro MHO, HecMOTps Ha Xopoliiee coOJIIoIeHUE pe-
KMMa MpueMa aHTaroHUMCTOB BuTaMMHa K wium mpu Ha-
JIMYUU TIPOTUBOTIOKA3aHUI K UX TIPUEMY, PEKOMEHIYEeTCS
paccMOTpeTh BO3MOXKHOCTb TIPUMEHEHUSI TepOpaibHbIX
AHTUKOATYJISTHTOB. [lallMeHThl ¢ TPOMHON IMOJOXUTEb-
Hoil peakuueir Ha a®JI-AT (Haauuude BOJIYAHOUHOTO
aHTHUKOATYJISTHTA, AHTMKApIUOJIUIMHOBBIX aHTUTENT |
aHTU-[3,-IJIMKONPOTENHOBLIX aHTUTEN 1) He NOJLKHBI Je-
YUTHCSI pUBAPOKCA0AHOM M3-3a BHICOKOTO pHCKa IMOBTOP-
HBIX TPOMOOIMOOINYECKUX OCJIOXKHEHUIA. Y MalMeHTOB
C HECIPOBOIIMPOBAHHBIM MEPBBIM BEHO3HBIM TPOMOO30M
ceayeT pacCMOTPETh BO3MOXHOCTD JJIUTEbHON aHTUKO-
aryJIstHTHO# Teparnuu; TMalueHThl, KOTOpble AEMOHCTPU-
pyroT npoduian Beicokoro pucka a®JI-AT B OBTOPHBIX
M3MEPEHUSIX WIN TeMOHCTPUPYIOT (haKTOphI prcKa peru-
JIMBa, MOTYT TaKXe PACCMOTPETh BO3MOXKHOCTb O0Jiee -
TEJIbHOU aHTUKOATYJISILIUU.

[MpenmyiiecTBeHHOE TTPUMEHEHNE aHTaTOHNUCTOB BU-
tamMmrHa K pekoMeHIyeTcs Mo cpaBHEHUIO ¢ HU3KUMHM J10-
3aMM acCIIMpUHA TOJIbKO y nauueHToB ¢ ADC u nepBbIM
apTepuaTbHBIM TPOMOO30M; UCXO/IS M3 pUCKA TOBTOPHOTO
TpoM0O03a WM CUJIBHOTO KPOBOTEUEHMS, PEKOMEHIYETCS
nenaeBoe 3HadeHrue MHO ot 2 no 3 wiu ot 3 10 4. B kaue-
CTBE aJIbTePHATUBBI MOXKHO PACCMOTPETh JIEUeHUE aHTaro-
Huctamu ButamuHa K ¢ uenessim MHO ot 2 no 3 muttoc
aCTIMPUH B HU3KHUX J103aX. Y TALIMEHTOB C apTepUaIbHbBIMU
TPOMOOTUYECKUMU COOBITUSMU U TPOMHOM TTOTOXUTEb-
Hoit peakuueit Ha aDJI-AT peKOMEHIYIOTCSI KaK puUBa-
pokcabaH, Tak U MpsIMble MIEPOPaIbHbIE aHTUKOATYJISTHTHI.
V nauuentoB ¢ AOC U peuUIMBUPYIOIIUM TPOMOO30M
HEeOO0XOIMMO U3YUYUTh MTPUBEPXKEHHOCTh MAIlMeHTa K MPH-
eMy aHTaroHucToB ButamuHa K, a Takcke nH(popMupoBaTh
MaIMEHTOB O COOJIIOEHUM PEeXUMA JIEYEHUS U TIPOBOJUTH
yactele TecTbl MHO. Eciu Obu10 AOCTUTHYTO 1iejieBoe
3HayeHne MHO ot 2 10 3, BO3MOXKHO J00aBJIeHe HU3KUX
103 aclMpUHA B CXEMY JIeYEHMUSs, YBEJIUYEHUE LIEJIEBOTO
3HayeHuss MHO no 3—4 unu nepexon Ha HMT.

Bcem naunentam ¢ AOC-HedponaTreil peKoMeHayeT-
CsI MPOBOJUTD CTPOTUIA PETYJISIPHBIN KOHTPOJIb 32 YDOBHEM
apTepuabHOTO JaBJIEHUS U TIPOTEUHYPUEA.

BbiBOADI

TMopaxenue mouek y 6ombHbIx ADC 10 Hacrosiie-
TO BpPEMEHM OCTaeTcs] HeMOOlleHEHHBIM. B0O3MOXHO,
3TO 00YCJIOBJIEHO TeM, YTO y OOJIbHBIX nepBUUHBIM ADC

KJIMHUYECKUE TPOsIBICHUS HedpornaThuu OTCTYyNalT Ha
BTOpPOI TUIAaH MO CPAaBHEHUIO C TSKEJIBIM MOPAXXEHUEM
LHHC, cepaua u jerkux, TPOMOOTUYECKUMU SMU30AaMU,
torga kak rpu CKB n100bie cuMITOMBI TTOpaXXeHUS! T10-
yek paccMmaTpuBalTcsl Kak maHudectauust BH. OnHako
ADC-Hedpormatus SIBISIETCS CAMOCTOSITEIbHBIM 3a00J1e-
BaHMWEM, KOTOPOE HE aCCOLIMUPYETCS C JIIOIyc-He(PUTOM
U apyrumu Bugamu Hedponatmii. [momepymsgpuas TMA
SIBJISIETCSl XapaKTEPHBIM TMCTOMATOJIOTMYECKUM MpPU3Ha-
koM ADC, TecHO KoppeaupyoiuM ¢ HaanureMm adJI-AT.
Kpome Toro, AOC-Hedponatus yaiie BCEro pa3BUBaeTCs
y MallMEeHTOB C apTepUaIbHBIMUA TPOMOO3aMU B aHAMHE3eE.
OTU pesieBaHTHBIC TPU3HAKK MTOMOTaT auddepeHIInpOo-
BaTh ADPC-HedponaTuio OT APYrUX MPUYMH MOPaKEeHUs
MOYeK M MMEIOT BaXKHbIE TeparieBTUYECKUE MOCIEICTBUSI.
CnenosartenbpHo, uccienoBanue a®dJI-AT ciemyer mpo-
BOJUTb PETYJISIPHO Y MAllUEHTOB CO CTEHO30M IMOYEYHOI
apTepuy B aHaMHe3e, MEPCUCTUPYIOLIEH WIM HapacTaro-
LIei MPOTEUHYPUEN, BTOPUYHOU TUIEPTEH3UEN U Hapy-
EeHUIMHU (PYHKIIMU TToUeK 6e3 BUIUMOI Ha TO TPUYMHBI.
Heobxonumo mpoBeneHue IIUTETbHBIX MEPCIEKTUBHBIX
UCCIeqOBaHUI 1Sl OLeHKU 3(D(HEeKTUBHOCTU aHTUKOAry-
JISHTOB WJIM Ba30MPOTEKTHMBHBIX areHTOB Ha TOYEUYHBII
MporyHo3 u onpeneieHue BausHus AOC-HedponaTuu Ha
MPOrpeccupoBaHue MOPAXKEHUS MOYEK Y 3TON KaTeropuu
MalMEeHTOB.

KoHduKT uHTEpecOB. ABTOPHI 3asBISIOT 00 OTCYT-
CTBUM KaKOTO-JIMOO KOH(MIUKTA MHTEPECOB IMPU IMOJr0O-
TOBKE TAHHOM CTATbHU.
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YPaXXeHHs HUPOK HA TAi AHTUPOCHOAINIAHOTO CUHAPOMY

Pesiome. Antudocdonininuuit cunapom (ADC) e mommpe-
HUM aBTOIMYHHMM 3aXBOPIOBAaHHSM, 1110 BUKJIMKAETbCS MaTO-
FeHHUMU aHTU(OCHOTIMIAHUMU aHTUTIIAMU Ta TPU3BOAUTH
0 peUMAVBYIOUUX TPOMOO3iB i/ab0 aKkylIepCcbKUX YCKJIaJAHEHb.
[ns HedposoriB BaxkJIWBO 3HATH, IO CYKYIMHICTh HAsSBHOCTI
aHTUGhOCGhOMIMAHMX AHTUTLI, acOLiMOBAaHUX 3 PI3HUMHU KJli-
HIYHUMM MPOSIBAMU YPAXKEHHSI HUPOK, sIKi 3yMOBJIEHI TPOMOO-
30M BEJMKUX HUPKOBUX CYAMH, CTEHO30M HUPKOBOI apTepii Ta
BHYTPIIITHBOHUPKOBUMU YPaXKEHHSIMU, TIPU3BOAUTH 10 PO3BU-
TKy aHTudochominiaHoi Hedponartii. Lleit ctan acolilfioBaHui
3 TOCTPOIO TPOMOOTHYHOIO MiKPOAHTIONAaTi€I0 Pi3HOTO CTYIEHS
BUPaXeHOCTi, npoJidepatuBHUMU i (hiOPO3HUMU ypaKeHHSIMU
BHYTPIIIIHBOHUPKOBUX CYAUWH i illIeMiYHUMU 3MiHaMU HUPKOBOI
napeHximu. Ilepebir 3axBopioBaHHSI MOXe BapiloBaTUCS Bil MO-
BUJILHO TpOrpecyovoi HedpornaTii 10 3arpoxyioyoi XUTTIO TO-

CTpPOi HUPKOBOI HemocTaTHOCTI. HaiibinbIn BUBUEHUI i IIMPOKO
BioMUIi PO3BUTOK BTOPUHHOI aHTUdOChominmiaHoi Hedponarii,
noB’si3aHoi 3 aHTU(OCHOINMIAHUMU AHTUTIIAMU B KOHTEKCTI
CHCTEMHOTO YepBOHOTO BoBYaka. HaBmaku, KiliHiYHE 3HaUCHHS
i30;1b0BaHOI aHTU(OChOMIiAHOI HedpomaTii 3aJIUIIAEThCS He-
BU3HAUECHUM i ManomociimkeHuM. JlokazoBa 0a3a npenaparis,
CIPSIMOBAHUX Ha JIiKyBaHHSI HUpKOBUX ycKiIanHeHb ADC, oome-
keHa. OgHaK HeAaBHE BU3HAHHSI F€TEPOreHHUX MOJIEKYJISIPHUX
MeXaHi3MiB, 1110 JieXXaTb B OCHOBI MPOrpecyBaHHSI BHYTPIIIHbO-
HUPKOBUX CYIMHHUX ypaxeHb npu ADC, Bigkpusio 6aratoo0i-
LSIFOYi LUTSIXU 1151 MOHITOPUHTY MALLIEHTIB i LIJIbOBOTO Teparnes-
TUYHOTO BTPYYaHHS.

Kmouosi ciioBa: antudochoniniqunii cungpom; antudocdo-
JIimiaHI aHTUTINA; HedponaTisl; TPOMOOTMYHA MiKpOaHTiomNaris;
TpoMO03 HUPKOBUX CYIUH
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Kidney damage associated with anti-phospholipid syndrome

Abstract. Antiphospholipid syndrome (APS) is a common
autoimmune disease caused by pathogenic antiphospholipid
antibodies, leading to recurrent thrombosis and/or obstetric
complications. It is important for nephrologists to know that
the combination of the antiphospholipid antibody presence as-
sociating with various clinical manifestations of kidney damage
caused by thrombosis of large renal vessels, renal artery stenosis
and intrarenal lesions leads to the antiphospholipid nephropathy
development. This condition is associated with acute thrombotic
microangiopathy of varying severity, proliferative and fibrous le-
sions of the intrarenal vessels and ischemic changes in the renal
parenchyma. The course of the disease can range from slow pro-
gressive nephropathy to life-threatening acute renal failure. The

development of secondary antiphospholipid nephropathy associ-
ated with antiphospholipid antibodies in the context of systemic
lupus erythematosus is the most studied and widely known. In
contrast, the clinical significance of isolated antiphospholipid
nephropathy remains uncertain and poorly understood. The evi-
dence base for drugs aimed at treating renal complications of APS
is limited. However, the recent recognition of heterogeneous mo-
lecular mechanisms underlying the progression of intrarenal vas-
cular lesions in APS has opened up promising ways for monitoring
patients and target therapeutic interventions.

Keywords: antiphospholipid syndrome; antiphospholipid anti-
bodies; nephropathy; thrombotic microangiopathy; renal throm-
bosis
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