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Ha ¢oHe kak ADC, tak u CKB.
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ANTIPHOSPHOLIPID SYNDROME AND SYSTEMIC LUPUS ERYTHEMATOSUS:
WHAT DISEASE IS A CAUSE OF ORGAN DAMAGES?
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The paper describes a clinical case of a male patient with verified systemic lupus erythematosus (SLE) and manifesta-
tions of lupus nephritis with impaired renal nitrogen excretory and filtering functions, central nervous system lesion
(focal epilepsy), hematological (hemolytic anemia) and immunological (anti-double-stranded DNA antibodies,
hypocomplementemia, positive antinuclear factor) disorders, and antiphospholipid syndrome (APS). The disease
originated from APS: thrombosis in the radial and ulnar arteries. Subsequently, organ damages were considered as a
consequence of thrombotic microangiopathy, which can occur with both APS and SLE.
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AHTUdOChHOMUNUAHBI CUHIPOM
(ADC) — ayToMMMyHHasi MaTOJIOTUsI COCYIOB,
KJIMHUYECKU TPOSIBISIONIAsiCS PeLUUAUBUPYIO-
UMY TpoMOO3aMU COCYIOB JIIOOOH JIoKaau3a-
MU ¥ Kanubpa M aKyIIepcKOil IrmaTosorneii —
PECLIMANBUPYIOIIMMU TIOTepsAMU Tuioma [1, 2].
Ceponornueckumu Mapkepamu ADC sgBisitorcst
aHTudochonunuaaeie antutena (adJl): IgG-
win IgM-antutena x kapauonununy (aKJI),
1gG- wnu IgM-aHTuTena K B2-rauKonporenHy 1
(aHtu-p2-I'TI1), BOAYaHOUHBIN aHTUKOATYJISIHT
(BA), xoTopble TOJKHBI ObITh CpeHE- UJIU BbI-
COKOTO3UTUBHBIMU JABAaXIbl C WHTEPBAJIOM
>12 Hen. HaubGonee yactro ADC BhisiBIsIETCS
npu CUCTeMHOU KpacHoil BoayaHke (CKB) —
6osee ueM B 50% ciyuyaeB. OKKIIIO3UU MEJTKUX
COCYIOB — TPOMOOTHYECKAass MUKPOAHTUOTIATUS
(TMA) ¢ mopaxkeHHEeM COCYIOB CeTYaTKU, HOT-
TEBOTO JIOXXa, KOXU, TTIOUYEK WX OPTaHOB OPIOTII-
HOM TTOJIOCTH, TaKMX KakK IeYeHb WJIM KUIed-
HUK, — HE OTHOCITCS K YacThIM IpU3HaKaM
ADC [3, 4]. DTH OKKITIO3UY OB OIMMCAHBI KaK
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npu kiaccuyeckomM ADC, cesazanHoMm ¢ CKB,
tak ¥ npu nepsudHoM ADC, Ho TMA y aTux
OOJIbHBIX SBJSIIACH BeAylllel B KIMHUYECKOU
kaptuHe. MHTepec kK TMA moBbIcUiICSl TIOCIE
nsyueHus Karactpodpuueckoro AOC (KADC),
TaKXKe M3BECTHOTO KaK CHHIPOM AIepCcoHa,
KOTOPBI YacTO 3aKaHUYMBACTCS CMEPTEIbHBIM
HWCXOJIOM M BO MHOTOM OTJIMYAeTCs OT KJIACCU-
yeckoro ADC [4, 5].

MBI IpUBOIUM ONMCAHWE KIMHUYECKOTO
Habmonenus 3a namueHToM ¢ CKB 1 A®C co
MHOXECTBEHHBIMU OPraHHbIMU TTOBPEXIAECHUSI-
MU, KOTOpble MOTYT BO3HUKATh Ha (poHE 000OMX
3a00JIeBaHUIA.

IHlayuenm b., 38 aem, Habawoaemcs
6 OI'BHY HUUP um. B.A. Haconosoii ¢ eecHvt
2016 e. U3 anamuesa uzsecmuo, umo 6 sHeape
2005 a. (8 so3pacme 24 nrem) neperec mpomoo3 10-
Kmeeoil u Ay4egoil apmepuil npu OmMCymcmeuu
nposouyupyrouux paxkmopos. Iloayuan ¢hpaxcuna-
puH 1,2 ma/cym ¢ nepexodom Ha eéapgapun 5 me/cym
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¢ noaoxcumenvruim agppexmom. Ilpuem eapghapuna npexpamun
nocae ebinUcKU U3 cmayuonapa. B meuenue nocaedyrowux 9 rem
CamocmosmenbHo 3NU300UHecKu NPUHUMAA ACRUPUH, YYE8CME0-
ean cebsi y0oeaemeopumenvHo, ambyiamopHo He HaOAHOANACA.
Becnoii 2014 e. (8 33 200a) npu o6caedosaruu enepavie Obiaa 6bi-
seaena npomeunypus (0,1 e 6 pazosoii nopyuu), no noeody Ko-
mopoii He obcaedosancs. Becnoi 2015 e. cmaau 6ecnokoums
KpamkospemenHble muepupyroujue 004U 8 KOAeHHbIX, 204eHO-
CMONHBIX CYCMABAX, CYCMABAx CMon; mo2oa dce NOABUAUCH YP-
MUKAPHble BbICLINAHUS HA KOdice epyou u naey. Bviau ebisigreHbl
onuUCmopxo3 u Aamoauo3 (ucusem 6 sndemuunom paiione). Ilpo-
600UAGCy SMUOMPONHAS. NPOMUBONPOMO30UHAS Mepanus ¢ Ho-
A0NCUMENBHBIM Shhexmom — ompuyamensvhsle pe3yromanmoi Ou-
A2HOCMUKU ¢ UCNOAb308AHUEM NOAUMEPA3HOU UENHOU peaKyuu
Ha onucmopxo3 u aamoauos. C mas no cenmsbps 2015 e. uyecm-
6osan cebs y0061emeopumenbHo, nepuoouuecKu 0ecnokKoulu
Muepupyrouue KpamrkospemeHHvie 00AU 8 KOAEHHbIX, 20NeHO-
CMONHbIX CYCMABAX, NPABOM NACHEBOM CYCMABe, MEAKUX CYCMa-
6ax Kucmell u CmMon ¢ NPURYXAHUEM U CeUOamenbHbIMU KOHMPA-
kmypamu cycmaeos kucmeii. B oxkmsaope 2015 e. 604 6 cycma-
6ax ycuaunace, cmaiu 6ecnokoums 6046 6 epyOHOl Kiemke Ha
gvicome 6doxa u nogviuienue memnepamypul measa do 38 °C.
Dmom 3nu300 coenan ¢ KAUHUHECKOU KapmuHoil 0Cmpoll pecnu-
pamopHoil supycHoii ungexyuu (OPBHU). Cocmosnue 6vi10 pac-
YeHeHo KaK peakmuerblii apmpum. Jleuenue no mecmy xcumens-
cmea (Hazeanue NPenapamos He NOMHUM) C HE3HAUMEAbHbIM
N0A0JCUMENbHBIM IPPEKMOM: NPUNYXA0CMb CYCMABO8 NPouind,
HO coxpansaucy apmpaneuu. B gespane 2016 2. obcaedosan no
Mecmy Jcumenbcmed, 6ulieeHvl AHMUAOepHble AHMUmend.
I1o dannbim yavmpaszeykoeoii donnaepoepaguu cocyoos 6epxHux
KOHe"YHOCmell COXPAHANACH OKKAIO3UA NAe4eeoll apmepuu 1e60il
6epxHeil KOHeYHOCMmU 8 CMmaouu HenoAHOU PeKaHaiu3auyuu.
Ilpu sxokapduoepagpuu (IxoKI) evisenren evinom 6 nepukapde
no 3aoueii cmenke neeoeo dceaydouka (JIK). B cea3u c nepuodu-
YeCKUMU XCanobamu Ha 20408HYH0 60aub Oblia nposedeHa mae-
HumHo-peszonancHas momoepagus (MPT) eonosnoeo mo3zea.
B nepusenmpukyasaprHom 6eaom eéeujecmee GONbUUX ROAYULAPULL
6 pexcumax T2 u T2-trim eu3yairuzupogasuco eunepuHmeHcuUe-
Hble ouacu CAUBH020 Xapakmepa, OpueHmupogaHtvle 8001b cocy-
006. bvin nocmaenen ouaenoz CKB u naznauern eudpoxcuxiopo-
xun (T'X) 6 doze 200 me/cym.

B mae 2016 e. enepsvie eocnumanuzuposan ¢ PIbHY
HHUUP um. B.A. Haconosoii. [lIpu ocmompe obpaujano Ha cebs
BHUMAHUE MeAKosueucmoe, NPAsUNbHOI (Hopmbl cemuamoe Au-

Puc. 1. Mopdonorunyeckoe ncenefosasune noyku naumeHTa b. a — cBexxuin Tpom6 B BeHe NoY-
Kn. ATpodhus KaHanbLeBoro annapara. JIMMorncTMoLmTapHble BOCNANUTESbHbIE MHEUIILT-
patbl. OKpacka reMaTtoKCUIMHOM 1 3031HOM. x150; 6 — MH(HAPKT NOYKN, KPOBOU3NUAHNE

11 OPTraHN30BaHHbI TPOM6 (CTPenka) apTepum Menkoro kanuépa ¢ 06nutepauein npoceera.
OKpacka remaToKCUAMHOM 1 303NHOM. x250
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6€00 Ha K0JIce 8ePXHUX U HUICHUX KOHeuHocmell. Buia visenen
soicokuil yposenv a®JI — mpoiinas nosumuenocms (aKJI IgG
>120 GPL, aunmu-B2-T'll IgG >100 MPL, BA+), anmumena
K deycnupanvnoii JIHK (anmu-oc/IHK) >200, aumumnykaeap-
uotil pakmop (AH®D), moueesoti cunopom (maba. 1). Ilo danuvim
IxoKT evissasaucy npusnaxu sndoxapouma Jubmana—Cakca
(6ecemayuu Ha KAAGNAHAX), HE3HAYUMENbHOE KOAUYECMBO HCUO-
Kocmu 6 nosocmu nepukapoa. Takce Obin 8bi61eH NOAUMOP-
@u3sm 6 eeHax cucmembl 2eMOCMA3A: 20MO3ULOMHBLI NOAUMOD-
pusm (4G/5G) 6 eene uneubumopa akmueamopa NAA3MUHO2e-
na-1 (PAI-1), 1I/D-noaumopgusm 6 eene aneuomenH3uHnpespa-
waroweeo gepmenma (AID); eemepozucomuviii norumoppusm
6 eere yumoxpoma P450 (CYP2C9*2), omeemcmeennozo 3a me-
maboausm éappapuna. Haruuue ¢ anamuese apmpuma, ceposu-
ma, 8bicok020 ypoeHs anmu-ocIHK, AH®, eunoxomniemenme-
Muu no360auno noomeepoums ouaenos CKB. Haauuue mpombo-
306 6 aHamHe3e U 6bicoK020 YposHs aDJI 6biio ocHoganuem 05
noomeepacoenusn duaenoza ADPC. Bviau naznaueHvl eAoKoKop-
muKouosl, Om npuema KoOmopwix nayuenm omkasancs. Amoyaa-
mopHo npodoaxcanr npuem I'X 200 me/cym, pusapokcabauna
(kcapeamo) 15 me/cym.

Ha ¢one omunocumensvro ydoeremeopumensHoco cocmosi-
Hus 18.05.2018 2. nosunuce 60ab 6 nesvix omoenax xugoma,
obwas carabocms, cyxocms 80 pmy. Xupypeom Oviaa 3anodospe-
Ha Kuuweunas koauxa. 23.05.2018 e. cocmosiHue yxyouunocw:
004U 8 1€6bIX OMOCAAX HCUBOMA YCUAUAUCH, YEEAUHULACH 00U
caabocms. bpueadoii cxopoii meduyunckoi nomowju 604bHOU
Obin docmaenen 6 xupypeuveckoe omoeneHue ¢ OUACHO30M:
«Cnonmannblii paspuié neeoil NouKy. 3a6pIOUWUHHAS 2eMamoMa
cneea». 24.05.2018 e. Ovinra vinoaneHa He@pIKMOMUA CAe€8d.
Ilo dannvim mopgonoeuneckoeo uccaedosanus, 6 npenapame
nouxu Ovlau npedcmasnenvl 6ce ee omaoenvl; CyOKancyaapHo on-
pedensinace 0OWUPHAS CMeAWACs 2eMamomMd, OKPYICeHHAas
MO0N0001 2PAHYASUUOHHOU MKAHbI, 8 NAPAHePPANbHOU Kaem-
yamke UMeNAch AHANOUYHAS 2eMAmMOMA; 4acms KAYOoUK08
NOUKU ObLAU ¢ He3HAYUMEAbHOU Npoaudepayuesi Me3aHeUaNbHbIX
KACMOK, 6UOCAUCH COUHUUHBLE <NPOBOAOUHBIC NEMAU»; UMENUCH
COUHUYHbIE CKACPO3UPOGAHHbBIE U CUANUHUSUPOBAHHbIE KAY00U-
Ku; onpedeasauce kKaemouHvle u puopo3Hbvie NOAYAYHUSA, KANUA-
AAPbL KAYOOUK06 NOAHOKPOBHYIE, MECIMAMU C AUUPOBAHHOU KPO-
6b10; BbIABAANUC CBEICUE U OPeAHU308AHHbIE MPOMObL 8 COCYOax
nouku (puc. 1). Kposv onpedensinace u 6 nonocmu Kancya Hegh-
POHA; 8 UHMEePCMULUU OMMeHaiucy eQuHUUHble AUMPoOyUmap-
Hble (OKYCbl 8OCnaNeHUs; MHONCECMEEHHble KPOBOUSNUAHUS,
ckaeposa He 0bl10; hpoaughepayus Kie-
MOYHbIX 3AeMeHmMOo8 cocyd08 cpedHezo
Kaaubpa, énaoms 00 obaumepayuu npo-
c8emoe; uwemMuvecKuil uHGapKkm nouxu
¢ eemMoppazuiecKkum NponUMblEAHUEM
(em. puc. 1, 6). Mopgonoeuueckoe 3a-
KAIOYeHUe: 8AcKyA0namus, MHOdNCecm -
6eHHble KPOBOU3NUAHUA 8 NOUKe C Npu-
3HAKAMU OpeaHU3ayu, Uemu4ecKuil
UHGapKm NOUKU C 2eMoppazudeckKum
nponumviéanuem. Ouazosulii enromepyno-
negppum (T'H) [kaacc 111, undexc ak-
muenocmu (MA) — 3, undexc xponusa-
yuu (UX) — 2].

B npedcmasaennom mamepuane
npeobaadanu nposeaeHus mpomoéoguiuu
u ADC (sackysonamus, uuieMmuveckui
UHpapkm ¢ eemoppazuuecKum HPoOnU-
moleanuem, Kposousausnus). Boaua-
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nounwtii I'H (BI'H) umen nuszkuii A, 00-
Hako obpawan Ha cebs eHumanue HUX
npu He6oAbU ol 0agHOCMU 80N4AHOYHORO
npoyecca.

boin naznauen HuzkomonexyasapHolil
eenaput — 3Hokcanaput 0,8 me/cym ¢ no-
credyruum nepexodom Ha eapgapun
6,25 me/cym nod Koumponem mexncoyHa-
POOHO20 HOPMAAU308AHHO20 OMHOUIEHUS
(MHO:; yenesvie 3nauenus — 2,0—3,0, 00-
Haxo Heobxooumvlii yposens MHO npu
JUHaMUYECKOM MOHUMOPUPOBAHUU AMOY-
saamopHo He docmueancs), IX 400 me/cym,
Kypanmun 75 me 2 paza 6 cymiu. buvia 6bi-
nucan 8 y0081emeopumenbHoM COCMosi-
HUU ¢ npodoadcenuem amoyaamopHo2o
HabA00eHUs peemMamonocom no mecmy
JCUMenbcmea.

Puc. 2. MPT-1n306paxkeHne opraHoB 6ptoLu-
HOV nonoctu naumeHTa b. CoctosiHue noc-
e NIeBOCTOPOHHEN HedYP3IKTOMIY, B N0XKE
YAANEeHHOII NOYKM COXPAHAETCS XIUAKOCT-

nokazamenu COKpAMumMenvHol @YHKuuU
MUOKApPOa 000UX cenydouKo8; He GblAe/sl-
AACH NAMONOUMECKAs HCUOKOCHb 8 HOA0-
cmu nepukapoa.

Takum obpazom, no 0aHHbIM NPO-
6edenHo20 00caedosanus Obla NOCMAs-
snen duaenos: «CKB, xponuueckoeo me-
yenus, axkmueiHocms 3 (SELENA-
SLEDAI — 14): BI'H (kaacc 111, HA —
3, UX — 2, mukpoeemamypus) eduncm-
6€HHOU NOYKU C HAPYUWEHUEM A30MO8bl-
deaumenvHoll u QuAbLMPAUUOHHOU PYHK -
yuu, nopaxncenue YeHmpaibHol HepeHoll
cucmemnt (L[HC) — pokanvras snunen-
cusl, eemamono2utecKue HapyueHus (ee-
MOAUMUYECKAA aHeMUs), UMMYHOA02U-
yeckue HapyuieHusi (6vlCOKUU YPOGeHb
anmu-0c/IlHK, eunokomniemenmemus).

Ha puc. 2 npedcmasaeno MPT-u3o0-
Opadicenue opeanos GPOULHOI NOAOCMU OM
mapma 2019 e. (cnycms 10 mec nocae
Heghpakmomuu).

Tloemopnas 20CNUMANU3ayus
6 OI'FHY HUUP um. B.A. Haconoeoii
6 ghespane 2019 e. Jlannsie kaunuko-rabopamoprozo obcaedosa-
Hus npueedenvl 6 maon. 1.

ITo danHbIM OYyNAEKCHO20 CKAHUPOBAHUS APMEPUL BEPXHUX
KOHeuHocmell ¢ yeemosvim Kapmuposanuem nomoxa (04.03.2019)
OblLA BbIAGACH CMEH03 Aesoll Aokmesoll apmepuu Ha 50—60% be3
2eMOOUHAMUMECKU 3HAYUMO20 CIMEHO3UPOBAHUSL.

IIpu nposedenuu IxoKI evia61510c6 dughghysnoe ynaomme-
Hue 3HO0Kapda u 4acmu4Ho MUOKApOa HUjCHell U 3a0Hell CMeHOK
JI2K 6e3 napyuwenus nokanvroil cokpamumocmu (puc. 3). Ilo cpas-
HeHuio ¢ uccaedosanuem, 8binoanerHvim 6 mae 2016 e., cHuzuAUCH

HOE CKOMEHMe NPeXHMX pasMepos.
CTpenkoit NnoKasaHo OTCYTCTBME NIEBON
MOYKU U XXMKOCTHOE CKOMMeHWe B napa-
HeppanbHo 06nacTu

Hnoekc noepexcdenus SLICC — 3 6arna
(Hegppakmomus, ungapkm muokapoa,
anusenmugopmusvie npunaoxu). ADC,
mpomb03 neeoil N0KmMesol apmepul,
TMA nouex, uumgapkm .aegoii nouku,
be3bonesas uuwemus muokapoa, nopa-
acenue I[HC, ummynonrocuneckue napyuwenus (anmu-pB2-I111,
aKJl, BA). Puck mpombosza evicoxuii. OcaoxicHeHUs: CHOHMAH -
HbLll paspulé neeoil nouxu om 24.05.2018 e. CocmosHue nocae
Hegppakmomuu negoil nouxu om 24.05.2018 e. Apmepuanvnas
eunepmen3us 1-ii cmenenu. Xponuueckas 060ne3nb nouex cma-
ouu 3a (52,19 ma/mun/1,73m> no MDRD). Conymcmeyiowuii:
2eHemuyeckas mpomoouaus: e0MO3UCOMHASL MYMAYUs 8 2eHe
uneubumopa naazmunoeena- 1 (PAI-1),  eene eauxonpomeuna 111,
6 eene AIID, cemepozucomuas mymayus 6 eeHe YUMOXPOMA
P450».

Ta6nuua 1 ﬂaHHbIe na60paT0prlx nccnefoBaHuin 3a BeCb nepuop HabnaeHNnsa 3a 60NbHbIM
[lara
JlabopaTopHble nokasatenu theBpanb maii HOA6pPb MIOHb  CeHTAbGpb OKTAGPL  HOAOp>  Aekabpb  sAHBapb  heBpanb
2016r. 2016r.  2016r. 2018r. 2018r. 2018r. 2018r. 2018r. 2019r. 2019r.
ADC-accoummpoBaHHbIe:
aKJ1 (cymmapHble) + 2790
aKIl IgG >120 0,1
aKIl IgM 57 0,9
aHTn-B2-IM (cymmapHble) 2433
aHTu-p2-IM IgG >100 180,1 100,0
aHTn-p2-M IgM 7,6 16,9
BA (A4TB) 1,5
CKB-accumnpoBaHHble:
AHO 1/320 1/640
auTu-acHK, ME/mn >200 >300 360,5 >200
C3, r/n 0,46 0,62 0,64 0,65
C4, r/n 0,042 0,05 0,06 0,09
aHTuTena K Sm 4,4 59
CPB, mr/n 15,3 4,46 mr/gn 0,925 mr/an 8,1 71 18,4
[Tokasarenu PyHKLMN NoYek:
KpeaTuHWH (MKMOJTb/M) 104 81 160 141 136 123 131 135 141
MOYeBUMHa (MMOITb/TT) 6,1 10,4 75 7,10
lMokazarenu KNMHNYECKOro aHanu3a Mo4n
6enok, r/n - - + + 0,1
3pUTPOLUTI, B N/3p. 4-5 + + 17-20
neiikoumTbl, B N/3p. 0-1-2 0-1-2
MHO 1,3 1,32 1,17 1,75 1,86 1,79 2,04 1,85 2,01
lpumeyanne. AHTB — akTMBM3MPOBAHHOE YacTMYHOE TpomMGonnacTuHosoe Bpems, C3 u C4 — KOMNOHEHTbI koMnnemeHTa, CPb — C-peakTuBHbIi 6enok.
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Yuumoeieasn evicokyro akxmuernocmo
CKB (SELENA-SLEDAI — 14), peuyudu-
supyowue apmepuaishole mpomoo3ul,
evicokuil yposenv a®DJI, cnonmawnHwlil
Daspulé 1e6oil NouKu Ha Gore uHgdapKkma
nouku, cocmosHue nocie HegpIKmMomuu
A1€e60l NOYKU, UHUYUUPOBAHA aHmu-B-
KAemouHas mepanus — pumykKcumad
6 dose 1000 me, npodoaxcen npuem I'X
400 me/cym, k mepanuu dobasreH Me-
muanpeonusonon 8 me/cym. Jlosza eapgha-
puHa ygeauuena 0o 8,75 me/cym, noo KoH-
mpoaem MHO (uenesvie ypoeuu — 2,5—3;
maba. 2).

B mae 2019 e. 6 pamkax yuxauue-
CK020 NeveHus Obia 20CNUMAAU3UPOBAH
6 OI'BHY HUHP um. B.A. Hacornosoii.
Tossuauce xearobvr Ha 3nU300bl Kpam-
KOBPEMEHHbIX Nepuodos <«nOMYMHeHUs
CO3HAHUs» 6 meueHue 6 mec, CONPOBOIC-
darouwjuxca Henpou3eOAbHbIMU COKPAUCHUAMU HEKOMOPbIX
epynn muiuiy, noemopsouwuecss 1 pas é densv uau 1 paz 6 2 ous.
Dnuzo0det He conpogodcoarucy, nomepeil cosnanus. boiau 3ano-
do3speHbl dnusenmuyeckue NpUnadku 8 pamkax Heeponozuue-
ckux nposeénrenuii APC. Ilposedena nosmoprnas MPT 2on06H0-
20 M032a, npu KOMOPOIl 8blsI6AEHA KAPMUHA HePe3K0 acuMmem-
PDUHHBIX 30H 2Au03a 00eux MeMeHHbIX U 3aMblAOUHbIX 004ell
¢ NpU3HAKamu A0KAAbHOU ampoguu,; HeMHO20MUCAEeHHble CYN-
pamenmopuanvHole ouazu uzmenenuss MP-cuenana, 6onree ge-
DPOAMHO, COCYOUCMO20 eeHe3d; eOUHUYHble MeaKUe NaKYHAPHble
Kucmol; Hepe3Ko GblpadceHHas HapydlcHas euopouyegparus
(puc. 4).

boira nposedena snexkmposnyepanroepagus, npu Komopoii
Ha poHe COXpaHHO20 KOPKOB020 PUMMA Bbls8AANACH POKANbHAS
anusenmu@opmuas aKkmueHocmy 8 gude 0maoeabHbIX 0CMPbIX 80NH
U peoyyupo8aHHviX KOMHACKCO8, OCMpasi-Me0NeHHAs 60AHA peel-
CMpUPOBANACs 8 BUCOUHBIX OMBEIeHUX KAK 1€6020, MAK U NPago-
20 noaywapus acunxponno. boaee evicokuil undexc napokcus-
MANbHOU AKMUBHOCMU OMMEHAACS 8 €60l 8UCOUHOU 00aacmu.
TlapokcuzmanvHas aKmueHOCMb BblABAANACH 8 (POHe, Hepe3KO
yeuauganacy npu eunepgeHmuaayuu. /lanHoie 31eKkmposHyedano-
epaguu no3eoauau 8epuGuUUUPO8amy SNUNPUCMYNbL HO MUY
«nmu manv» (petit mal), 6 céa3u ¢ uem Kk mepanuu Ovin 000a61eH
kapbamasenun 200 me/cym.

Puc. 3. 9xokapanorpamMma nayuenTa b.
YnnoTHeHMe aHA0Kapaa U MUOKapa HUX-
Hel 1 3aaHei CTEHOK NEBOro XeNyao4ka
(cTpenka)

Coxpanenue 6bICOKOU AKMUBHO-
cmu 3a001e6aHUS, NPOAGAAIOUCHCA HA-
pyuieHuem a30Mo6bI0eAUMENbHOT
U QuabmMpayuoHHoOU GYyHKUUU eouHcm-
6eHHoll houku (npomeunypus — 0,1 e/a,
apumpoyumypus 5—7—8 6 n/3p., seiko-
yumypus 0—1—3 6 n/3p., cHudceHue cKo-
pocmu  Kay00oukoeoill guabmpayuu no
CKD-EPI do 58,01 ma/mun/1,73 m?,
no MDRD — 0o 52,19 ma/mun/1,73 m?
yeeauueHue ypoeHs KpeamuHuHa Kpoeu
do 131,0 mkmons/a, mouegunvl do 7,56
MMOAb/N), UMMYHOA0SUMECKOU aKMUG-
Hocmoio (aumu-0cIHK — 193,2 ME/ma,
eunoxomnaemenmemus: C3 — 0,648 ¢/a,
C4 — 0,082 2/n), evicoxuii yposerv aD.JI
(aKJ IgG — 98,8 GPL, anmu-p2-TI'll
IgG — 91,8 Ed/ma) nocayucuso ochoga-
Huem 045 npodoadcenus mepanuu pumy-
Kcumaobom 6 doze 1000 me.

Ha gpone mepanuu ommeuanacs nosoxcumenvhas OUHAMU-
Ka: He NOBMOPSNAUCH CYOOPOICHbIE NPUNAOKU, YAVHULUAUCS A30MO0-
gvldeaumenvHas u QUABMPAYUOHHAS QYHKUUU eOUHCMEEHHOL
nouKu: apumpoyumypus — 0o 5 é n/3p., npomeunypus — 0,2 ¢/a,
He 0bta0 mpom60308. TIpodoaxcaem npunumamo MemuanpeoHu30-
a0n 8 me/cym, I'X 200 me/cym, éappapur ¢ uesevim 3HaUeHUEM
MHO om 2,0-3,0 e0. (onpedeasem MHO 1 pa3z é mecsay,).

O6cyxpeHue

TMA BxJtouyaeT TpyIiy 3a0oJieBaHUli, XapaKTepu3ylo-
IIMXCS BHYTPUCOCYIMCTOW aKTHMBAllMEl M CceKBecTpalueit
TPOMOOLIMTOB, MPUBOASIIMX K OTJIOXKEHUIO TPOMOOTUUECKUX
Macc, 6oraTbelx TpoMOOLMTaMU U (PUOPUHOM, B MUKPOLIUPKY-
JIITOPHOM pyCJie C MOCJIEAYIOIUM Pa3pylIeHUeM 3TOro pycia
(OT€eKOM MHTUMBI M (PUOPUHOUIHBIM HEKPO3OM CTEHKHU COCY-
na), hparMeHTaleil SpUTPOIIMTOB, KOTOPHIE MPOXOIST Yepe3
npoceeT cocyna [6—9].

Tepmun «TpoMOOTHYECKAsT MUKPOAHTUOTIATUIECKAsT Te-
monuTtudeckass aHemusi» (TMI'A) kak cuHoHumM TMA Obut
npemioxkeH B 1952 . W. Symmers [10] m1st onmricaHust KITMHAYE-
CKUX HapylIeHWi, CBSI3aHHBIX C HaJTUYUEM JIOKATbHBIX WU
TUPEOY3HBIX MUKPOCOCYIUCTBIX TpoMO030B. TMI'A xapakre-
pU3yeTcsl TPOMOOILIMTOIIEHNE, MUKPOAHTHOIIATUIEeCKOM Te-
MOJIMTUYECKON aHeMMeil (B Ma3kax nepudepuyeckoil KpoBU

Tabnuua 2 JlekapcTBeHHaa Tepannus 3a Becb Nepunoj HabnaeHna 3a 60bHbIM
JlaTa Ha3Ha4YeHus/KoppeKLun Tepanuu

Mpenapat AHBapb  anpenb-aBrycT aBrycT-Hof6pb HOAGpPb  AHBapb mait UIOHb uonb aBryctT  fHBapb mapt

2005 . 2016 . 2016 . 2016r. 2018r. 2018r. 2018r. 2018r. 2018r. 2019r. 2019r.
@OpakcunapuH, ma/cyt 1,2 Ne10
JHOKCanapwH, mr/cyT 0,8
BapdhapuH, mr/cyt 5 6,75 6,75 6,75 7,5 8,75
X, mr/cyt 200 400 200 200 200 400 200 200 400 400
Kcapento, mr/cyt 15 15 20 10
Lunupugamon, mr/cyt 75
Hudongenuu, mr/cyt 10
Kypantun, mr/cyt 150 150 150 150 150
Jlozan, mr/cyt 25 25
Metunpeg, mr/cyt 8
Putykcumab, mr 1000
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BBISIBJISIIOTCST (PparMeHTUPOBAHHBIE 3PUTPOILIUTHI), COMTPOBOXK-
JTaeTCsT OTPUIIATEIBHBIM pe3yibTaToM Tecta KymOca, muxopani-
KOIi, HEBPOJOTUYECKUMH CUMITTOMaMHU U TTOpaXkKeHUEM ITOYEK.
TunuyHasg THCTOJOTMYECKAas] KapTHMHA IMPH 3TOM CUHIPOME
BKJTIIOYAeT THUAJWHOBBIE TPOMOBI, cocTosue u3 GudpuHa
W TPOMOOIIMTOB, KOTOPHIE 3aKPHIBAIOT MUKPOIIMPKYJISITOPHOE
pycio. Ilocie BBISIBJIEHUST CBSI3M TPOMOOTUYECKUX 3TM30/I0B
¢ a®JI npu CKB nosiBuinch paboThl, B KOTOPBIX OblIa TPU3HA-
Ha cBsa3b TMTI'A ¢ a®JI [11—15]. ¥ HEKOTOPHIX MAlEHTOB
¢ CKB 0bL10 BBISIBIIEHO, UTO MOPaXKeHUE MOYEK, XapaKTEPHOE
st TMIA, MoOXeT accoLMMpoOBaTbCS C TPOMOOTUYECKOM
TPOMOOITUTOTIEHUYECKOM TypITypoid, TeMOJUTUKO-YpeMUuye-
ckuM cuHapoMoM win ADPC, He3aBUCMMO OT OCHOBHOTO CY-
mectBytotiero Tuna BI'H [15—19]. TMA moxeT Takke pa3Bu-
BaThCs (XOTS M HAMHOTO PeXe) IPH APYTUX ayTOMMMYHHBIX 3a-
6oneBanusx [20, 21].
B npuBeneHHOM OIMMCcaHWM y MAalMEeHTa UMeeTCsl mopa-
JKeHHe yeThIpex opraHoB: ouek, LIHC, cepaua u Koxu.
TpoM0603 kKak Hedposorndyeckoe mpospieHne ADPC
BCTpeYaeTcsl JOBOJIbHO PEIKO U TpeOyeT B MEPBYIO OUepelb Uc-
kmoyeHust CKB u cucteMHbIX BacKya1uToB. [TopaskeHue nmoyek
npu ADC conpoBoxaaercs HannuneM B Kposu adJI B codera-
HUM C TUCTOJIOTMYECKUMU npu3Hakamu TMA, BoBieKarolei
KaK apTepyoJibl, TaK ¥ KaWJUISIPbI KITYOOUKOB, W/ WJIN HATNYM -
€M OJTHOTO MJIY OoJjiee U3 CACIYIOIINX ITPU3HAKOB:
— (pubpo3Has runepIa3us MHTUMBI, BOBJICKAOIIas Op-
raHU30BaHHBIE TPOMOBI C peKaHalMU3aLuueil Wi 6e3
Hee;
— (ubpo3 nnu GubpPo3HO-KIETOUHAS OKKIIIO3US apTe-
puii WM apTepUoJ;
— OosblIe 30HBI aTPO(MUPOBAHHBIX KaHAJIBIIEB, COIEP-
JKaluxX 203UHOMUIbHBIE HUJIUHAPLI [22].
[Ipy HamMyuM TOJBKO TPU3HAKOB IMOPAXEHHUs TMOYeK
u a®Jl mpaBomepeH nuarHo3 «AMC-accounnpoBaHHas Hed-
ponartusi» (ADCH) [23]. CyiiecTByeT MajIo JaHHBIX O PACIIPO-
crpanenHoctu ADCH. B 6o:bioi Koropre mamueHToB ¢ ADC
MoYeyHasi HeIOCTaTOYHOCTh BeTpevanach B 2,7% ciydaes [6].
Ilo maHHBIM MOpP(OJOTMUYECKOTO HCCIeNOBaHUS OMOMITATOB
nouek, yactora TMA nipu AOCH cocrasisier okoso 30% [24].
A®DCH, cBa3annast c TMA, 00bIYHO TIPOSIBIISIETCS] OCTPBIM TT0-
BpEeXIeHUEM TTOUEK, HO MOXET TaKKe MMETh TIOJ0CTPOe Tede-
Hue. Hanuuue cucteMHbIX nposBieHuil, Bkiatovyas TMIA
¥ TPOMOOIIUTOTICHUIO, UCKITIOYAEeT, KaK MPaBUiIO, TIepBUYHBIN
ADC [24]. Octpas noyeuyHast HemocTatouyHocTh pu TMA, ac-
COLMMPOBAHHON C MOBPEXACHUEM TOYEK, OTIMYAETCS OT KJIM-
HUYECKOM KapTUHBI MOpaXeHUsl MOoYeK MPU KIACCUYECKOM

Puc. 4. MPT-n3o6paxxeHne rofoBHOr0 Mo3ra nauueHta b. 30Hbl 04aroBbIX N3MeHeHNA
(CTpenku) cocyamncToro reHesa B BELLECTBE FOSIOBHOMO MO3ra. a — CaruTTanbHas NinocKoCTb;
6 — (hpoHTaNbHAsA NNOCKOCTb

HayyHo-npakTtnyeckas pesmaronorus. 2020;58(2):225-231

ADC, nposBISIONIEcsS TUIIepTeH3UEH, CyOHe(ppOTUYECKOI
MPOTENHYPUEH, TeMaTypueil U MeIeHHOTIPOTPECCUPYIOIINM
cHUXeHrueM GYHKIUM ToueK. BHermovyeuHble TPOSIBICHUS
TMA, BkiTI0o4as mopaxkeHune Koxu, Jerkux u LHHC, onucanbr
nipu KADC [23, 25]. [1epBUYHBII CUCTEMHBI BACKYJIUT, TPOM-
GoTuyeckasi TPOMOOITUTOIIEHWYECKasl ITypITypa, TeMOJIUTHUKO-
YPEMUYECKUI CUHIPOM, 3JI0KAYECTBEHHAsl TUMEPTEH3US
U IpyTye MPUIMHBI XPOHUYECKOU MOYEYHOI HEAOCTATOUHOCTH
KUCKJTIIOYAIOTCS MMPU AMArHOCTHKe n3onrpoBaHHoir AOCH.

ITpu Hanuuuu CKB nepeuyncieHHbIe HAPYILIEHUST CISAY-
et nuddepeHIMpPOBaTh OT U3MEHEHUI, AaCCOLIMUPYEMBIX C BOJI-
YaHOYHBIM HEDPUTOM.

TMA c¢ pexkaHanu3anueili TpoMOOB, OOHapyXeHHas
B 6uomntare rmouek y 6oabHbIX ADC, mo3ponmiaa M.C. Amigo
U COaBT. [26] UCKJTIOUUTh BACKYJIUT U BBICKA3aThCs B MOJIb3Y
WIIeMUYecKoil mpuponsl mopaxeHust moyek npu ADC.
MopdonrornueckuM MPU3HAKOM TIOpaXkKeHUs IMOoYeK IpHu
ADC sisieTcsl HEBOCHMAIUTEbHAST OKKITIO3US TMOYETHBIX
COCY/IOB, KOTOpasi BapbUpyeT OT TpoMOO3a MIOMEPYISIPHBIX
KanuJIsIpoB 10 TpomMOoO3a IMOYEYHOU apTepuu U BEHHI.
IIpu 5TOM OOBIYHO BBISIBJSIIOTCS CJIEAYIOIIME TUCTOJIOTMYEe-
CKME U3MEHEHUS:

* apTepuu U apTepUOJIbl YACTO UMEIOT TPOMOOTUYECKHE
TIOBPEXIEHUS C PEAKTUBHBIM MyKOUIHBIM YTOJIICHU -
€M WHTUMBI U TUTIepIIa3uell MbIIIEYHOW 000I0UKY;

* B KalmwuIsIpax TJIOMepYN BBISIBISIOTCS TPOMOBI C Me-
3aHTHUOJIN3UCOM;

* dokasibHast aTpodust Kopbl BMecTe ¢ (UOPO30M MH-
TEPCTULIMS, KOTOPAsl, BEPOSITHO, SIBJISIETCS CIEICTBUEM
WIIEMUY TKAHEN.

ITpu Mopdosiornyeckom uccaegoBaHUM MOYKHY MallMeHTa
BBISIBJSUIMCH YTOJIIIEHME CTEHOK COCYIOB CpPEIHEero Kaaubpa
B CBSI3U ¢ mposnudepanneil KJIEeTOUHbIX 3JEMEHTOB, CBEXHe
U OpPraHU30BaHHbIE TPOMOBI COCYIOB UHTEPCTULIMS, UILIEMUYE-
CKUil MHMAPKT MOYKM C TeMOpPParuyeckKuM MPOMUTHIBAHNUEM
u KpoBousnustHus; oyaroBblii BI'H (kmace 111, A — 3, UX —
2). OrmeuenHbiit Hu3kuit MA T'H mosBossieT paccMaTpuBaTh
nopaxeHue Moyek ¢ 0oJibllied BepOosTHOCThIO B pamkax TMA
Ha ore ADC. [Ipun TMA moBpexaeHne MUKPOCOCYAUCTOTO
SHIOTENVS MHULIMKMPYET IIPOHUKHOBEHNE (GMOPUHOTEHA U IPY-
TMX KOMITOHEHTOB IJIa3Mbl, @ MHOTAA U (PparMeHTUPOBAaHHBIX
SPUTPOLIUTOB, B CYOIHAOTENNN KATUJUISIPOB, apTEPUO U MeJl-
KUX apTepUid, YTO MPUBOIUT K CY>KEHUIO TTPOCBETa COCY/Ia U IO~
chaeaylomein uiemMuu [27]. DTo 4acTo OCIOXHSIETCS] TPOMOO-
30M, KOTOPOMY CMOCOOCTBYIOT MOBPEXAEHHbIE SHIOTENNATb-
HbIE TTOBEPXHOCTH, UTO OTMEYEHO B MOP(OJIOrMIecKoil KapTu-
He yIaJeHHOW MOYKY MalleHTa.

YacroTa BoBIEUEHMS TTOYEK B Ta-
ToJlorMueckuii mpouecc npu TMA Ha
¢done CKB 6e3 comyrctBytomero AOC
cocrasisieT >50% [28, 29]. [MopaxeHue
3aTparuBaeT KiIyooueK, TyOYJOWHTEep-
CTULIMI 1 TToyevyHble cocynbl. Hanbonee
pacnpoCTpaHEHO MOBPEXIEHUE IJIOMe-
DY/, XapakTepusylolleecsi OTJIOXKEeHUEM
MMMYHHBIX KOMIUIEKCOB C Pa3IUYyHbIMU
MaTOJOTUYECKUMU  TPOSIBICHUSIMU.
TMA Ha ¢pone CKB MoxxHO paccmaTpu-
BaTh KaK OTAEJbHYIO KATETOPUIO B CIIEK-
tpe BI'H. UHTEepecHo, uTo Kinaccudu-
kauusa tunoB I'H BcemupHoit opranu-
31U 3APABOOXPAHEHUs U Kiaccudu-
Kauuss MexayHapoJIHOro oOliecTBa
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Hedposornu/odIecTBa moyeyHoi matojoruu (International
Society of Nephrology/Renal Pathology Society — ISN/PRS)
[28, 29] He BkITIOUAIOT TUCTONOTMYECKUE TTpu3HaK TMA.

B rucrosornueckoil KapTUHE IMMOYKHU Y MPUBEICHHOTO
nauureHTa goctoepHoctb BI'H He Bbi3biBaeT comHeHuit. O-
HAaKO CBOW BKJIAJl B TIOBpEXkIeHNE OpraHa BHOCUT TaKXke MUK-
poaHTHONaTHs, C KOTOPOUi, BUIUMO, U CBsI3aHO 3HaueHue UX,
paBHOE 2, TIpU HEOOJIBIIION TaBHOCTH MOPaKEHUsI TTOYEK.

Topaxenne LIHC xak mpu CKB, tak u nmpu ADC 3aciy-
JKMBAET OTACJbHOTO BHUMAHMSI, U B 00OMX CJIydasiX OHO SIBJIsI-
€TCsl TIPOTHOCTUYECKU HEOIaronpusTHbIM. [eHe3 mopakeHus
TOJIOBHOTO MO3ra, KakK 1 (DOKaJIbHOI SMUJICIICUN, TIBOSIKUIA: OH
BKJIIOYACT MMMYHOOITOCPEIOBAHHOE M TPOMOOTHYECKOE II0-
BpexneHue. [Ipy MPT roioBHoro Mo3ra y nauueHTta ObLIv BbI-
SIBJICHBI U3MEHEHUSI, UMUTHUPYIOIIUE TTPOSIBIICHUST pacCesTHHO-
To cKJiepo3a (TIoceTHUI UCKITIoueH HeBposioroM). Mimemuye-
ckue HapymieHust Ha hoHe ADC B GeJIoM BellleCTBE TOJIOBHOTO
MoO3ra MOTYT ObITh HeOTJIMUMMBI ipu MPT ot npusHakoB pac-
CEeSTHHOTO CKJIep03a, OHAKO CYIIECTBYIOT JaHHBIE, YTO KJIUHU-
YecKre CHHAPOMBI, UMUTUPYIOIIUE PacCesTHHBI CKIIepO3,
[JIaBHBIM 00pa3oM B €ro pelAMBUPYIOIIEM BapuaHTe, BCTpe-
yarorcs B couetanuu ¢ adJI [30]. CBsa3b MeKIy KOTHUTUBHBIM
ne(ULIUTOM U MOpakeHneM 0eJIoro BelecTBa roJIOBHOTO MO3-
ra o nanHeiM MPT moaTBep:kaaeT MHEHHUE O TOM, YTO Liepeo-
paibHasi MUKPOBACKYJIOMATUSI MOXKET OBbITh OCHOBHBIM MeXa-
HU3MOM KoTHUTHBHOMU nuchyHKimu npu ADC [31]. Takxke cy-
mecTByeT MHeHHue, yto adJl Hampsmylo B3aMMOICHCTBYIOT
C HEMpOHAIBHON TKAaHBIO — KaK Pe3yJbTaT UMMYHOOITOCPEI0-
BaHHOTO MexaHu3Mma mnoBpexaeHusi HelipoHoB [31]. TTopaxke-
Hre HHC npu ADC MOXeT MPOUCXOANTh U 3a CUET KapAaro-
TeHHOI SMO0IUN.

IMopaxeHue cepaedHo-cocynuctoit cucreMbl ipu ADC
YCJIOBHO MOXET OBbITh pa3fesieHO Ha IMaToJIOTMIO KJIalnaHHOTO
arnmapara cep/ua, MmopaxeHrue KOPOHAPHBIX apTepuil U MHO-
kapaa [32]. B npuBeneHHOM KJIMHUYECKOM HAaOJIOJEHUU OT-
MeYaloTCs BOBJICUEHME SHIOKapaa (Hajauyue BereTalMii Ha
KJIamaHax), TopakeHre KOPOHAPHBIX apTepuii (epeHeCeHHBIM
WHOApKT MUOKapJa HEW3BECTHON MAaBHOCTU — W3MEHEHUS
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BriepBbie BoisiBIeHbI HA DKI ot deBpans 2019 r). [Mopakenue
MEJTIKMX COCYIOB MUOKAp/ia KTUHUIECKN MOXKET He TPOSIBISITh-
cs [33]. Onucanbl cirydart BOSHUKHOBEHUST yIaCTKOB MUKPO-
nHbapKTa n3-3a TpoMO03a apTepuo, YTO MPUBOAWIO K 00-
LIUPHOMY HEKPO3y MUOKap/a U JieTajibHoMy ucxony [32—35].

Hanmuuue mopaxkeHust 6o1ee 4eM TpeX OpraHOB MOXKET
6bITh TpuurHO KADC. B TO ke BpeMsi B CBSI3U C ITOCTEIIEH-
HBIM BOBJIEYEHHEM OPraHOB B MATOJOTMUYECKUI MpoIece, He-
CMOTpSI Ha TMOJMOPTaHHOCTb, COCTOSIHME NAHHOTO MalMeHTa
Henb3s1 paccMmarpuBath Kak KADC. 3amemieHue mporpeccu-
poBaHUsI Tpoliecca CBSI3aHO CKOpee ¢ MPOBOIMMON Tepamnueit
Ha ¢one xponnueckoro teueHuss CKB u ADC.

VY manueHTa, HECMOTpPSI Ha MPOBOAMMYIO TE€paTuIio, CO-
XpaHsIeTCsI OYeHb BBICOKUI PUCK TPOMOO3a B CBSI3U C HATMIM-
€M BBICOKOU TpoitHo# mo3utuBHOCTU 10 adJl u coxpaHsio-
Ielcss UMMYHOJIOTUYECKO aKTUBHOCTBHIO. Hanmmuwe momm-
Mopdur3Ma FeHOB CUCTEMBI TeMOCTa3a B COUYETAHUY C BEICOKUM
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