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AKTYAJIbHAA NPOBNEMA

OcTpoe unu nporpeccupyiouiee yxyaieH1e
¢YHKLHUHK NOYeK NPU HMMYHOBOCNA/IUTENIbHbBIX
PeBMaTHYECKUX 3a00/1eBaHHUAX

C.B. Moucees, H.M. bynaHos

OcHOBHbIE NPHUYUHBI OCTPOTO WU NPOrPeCccHUpyto-
LLLEro NOpaKeHMs MOYEK MPH CUCTEMHbIX ayTO-
MMMYHHbIX 3a60/1€BaHUAX BK/IIOYAIOT B cebs
BbICTPONPOrPECCHPYIOLLUI FTOMEPYIOHePHUT
(AHLLA-accounmrpoBaHHble BacKynuTbl, aHTH-BMK
60ne3Hb, pexe Apyrue BaCKyIUTbl U CUCTEMHAS
KpacHasi Bo/l4aHKa), TPOMOOTUUECKYIO MUKPO-
aHrvonatuio (aHTUoCONUNUIHBIM CUHAPOM, B
TOM YKC/IE NPU CUCTEMHOMN KPaCcHOM BOYaHKe, a
TakKe cucteMHas cknepogepmus, AHLLA-accoum-
POBaHHbIE BACKY/IUTbl U Ap.) U JIEKAPCTBEHHO-
MHAYLMPOBAHHOE OCTPOE NOBPEXAEHHUE NOUEK
(HeKpo3 KaHanbues, 0ByCOBNEHHDIN HAPYLLEHHSI-
MW BHYTPHUMOYEYHON FrEMOAUHAMUKH UJTU pexKe
NpsIMbIM TOKCUYECKUM [EWCTBUEM JIEKAPCTB, OCT-
pbIi TYOYNOMHTEPCTULMANbHDIM HEPHT).
BarkHylo posib B 3TMONOrMK NOC/IEAHErO UrpaIoT
HecTepouaHble NPOTUBOBOCNA/IMTE IbHbIE Npena-
patbl. [pyUyMHaMK BHE3ANHOTO YXYALIEHUS (PYHK-
LMK NoYeK MOryT BbITb TakKe BacKyaonarms
nouekK Npy CUCTEMHOM CKJIepOAEePMUM (CKiepo-
LePMUYECKUI NMOYEUHbIM KPpK3), OCTpbil Ty6y-
JIOUHTEPCTULMATIBHBIM HEIPUT NPU CUHAPOME
Lerpena unu IgG4-accoummposaHHoi 6onesHu,
pabaoM1ou3 (MHOrnoBUHYpPUS) NPU MaKoNaTH-
YECKWX BOCTaNIUTEIbHbIX MUONATHAX, OCTpast
ypaTHas HecbponaTtus npu nogarpe, Tpombo3
NOYEYHOM apTEPUH UM BEHbI NPH aHTUPOCHONH-
NMMAHOM cuHApoMe. MOMUMO KIMHUYECKHUX AaH-
HbIX, B&XKHOE 3HaueHue B AuddepeHLUanbHOM
JLMarHOCTUKeE NPUUYMH BHE3AMHOTO YXYALIEHWUS
A30TBbILENUTENbHOU (DYHKLMHU MOYEK UMEIOT
pe3y/ibTaTbl CEPOJIOrMUYECKOro UCC/IE[0BAHUS
(AHLLA, aHTuTena k 6azanbHol MeMbpaHe Kiy-
60UKOB, aHTUHOCHONMNUAHDIE AHTUTENA, KPHO -
rnobynuHbl, aHTUHYKeapHbIH haKTop, aHTUTENa
K OHK v op.) 1 6roncumn noyek, KotTopas 4yacto
HeobxoauMa Ans Bbibopa TaKTUKK NedYeHus.
KnioueBble cnosa. MmmyHoBocnasumens -

Hole peBmamuyeckue 3a601eBaHus, ocmpoe
noBpexcdeHue noyek, ocmpas 60/€3Hb NOYEK,
6bIcmponpozpeccupyrowull 210Mepyao0Heqp-
pum.

OpaXEHHUE MOYEK HEPEJIKO pPa3BUBAETCS
MpU JIIOOBIX CUCTEMHBIX ayTOMMMYH-
HBIX 3200JIEBaHUSAX U MHOTUX ayTOBOC-
TTJIUTENIbHBIX 3a00JIEBAaHUSX U MOXET MPUBECTU
K Pa3BUTHUIO XPOHUUYECKON MOYEYHOI HemocTa-
TOYHOCTH, TpeOYIOIIel 3aMeCTUTEILHON MoUey-
HOW Tepanuu (IMalvM3 WM TPaHCIUIAHTALUS
noukn) [1]. OOBIYHO a30TBBIAEIUTEIbHAS
(byHKIIMS TTOYEK CHUXKAETCS! TIOCTENEHHO MO
JIEICTBUEM HE TOJbKO OCHOBHOTO 3a00JIeBaHMS,
HO U Jpyrux (HakTopoB, TAKMX KaK apTepuaib-
Hasg TUINEePTOHMS WIA CcaxapHblii auaber.
OnHAako BO3MOXHO U OBICTpOE YXyAlIEHUE
(yHKIIMM TIOYEK, KOTAa JIeYeHHE IUaTu30M
MPUXOAUTCS HAYMHATD yKe Yepe3 HECKOJIbKO
JHE! WM Henelb Mociie MOSIBJIEHUs] WIK Hapac-
TaHUSI UBMEHEHUI B MOYE W TMOBBILIEHUS ChIBO-
pPOTOYHOTO YpOBHS KpeaTuHuHa. OcTpoe win
OBICTPO TIpOrpeccupyloliee yxyaieHue QyHkK-
LIMU TT0YEK MOXKET ObITh 00YCIOBICHO pa3iny-
HbBIMU TIPUYMHAMM, YCTAHOBJIEHUE KOTOPbBIX
HE00XOIMMO TSI BBIOOPA aeKBaTHOTO Jieye-
HMSI, TTO3BOJISIIONIETO BOCCTAHOBUTDH (DYHKIIMIO
MOYEK WM IO KpaHel Mepe OTCPOYUTh Havyallo
3aMECTUTENIbHOM MoYeyHoit Tepanuu. Bo MHO-
rux ciyvasix auddepeHianpHasi AMarHoCTUKA
HEBO3MOXHA 0e3 OMOICUU MOYKH, YIUThIBAsK
CXOJICTBO JIAOOPATOPHBIX MPU3HAKOB Hedpomna-
TUI U BO3MOXHOCTb YYacTUsl Pa3JMYHbIX MeXa-
HM3MOB B Pa3BUTUM MOBPEXIEHUS MOYEK MPU
OITHOM W TOM Xe 3aboseBanuu. Kpome toro,
MPU  OTCYTCTBUM  PE3YJbTaTOB  IPEIbLIYIINX
UCCIIEIOBAHMI ObIBAET CI0XHO OLEHUTD [N -
TEJIbHOCTD MOBBILIEHUS] CBIBOPOTOYHOTO YPOBHS
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KpeaTHHuHa, T.e. tnddepeHIIpoBaTh TOTEHIIMAILHO 00pa-
THUMOE U HEOOpaTUMOE TTOPaKEHUE TTOUYEK.

OcHOBHbIE MOHATUSA

Homenknarypa HapyumeHmii GyHKUMM M 3a00jeBaHUit
Moyek OblIa HeJaBHO IIepecMOTpeHa Ha KOH(epeHLMU
KDIGO (Kidney Disease: Improving Global Outcomes) [2].
Knaccudukanms xpoHuyeckoit 6one3nu mouek (XBIT),
OCHOBaHHAsl Ha OLIEHKE PacYeTHON CKOPOCTH KJIyOOUKOBOI
unprpatun (CK®) u anpOymuHypuu, He mpeTepriesa
M3MEHEeHMI, OTHAKO JKCIEPTHl He PEKOMEHIOBAIH TIOJb30-
BaTbCsl TEPMUHOM “TepMMHANIbHAs” TPUMEHMTENIbHO K
MoyeyHoi HemoctatouHocTH uian craaun XbI1, Tak kKak
JIeueHre AMATU30M WM TPaHCILIAHTAIMS TIOYKHU O3B0~
JIIIOT Ha MHOTHE TOAbI MPOAIUTh KU3Hb NatueHtam ¢ XBbI1
5 craguu. bonee Toro, ObIIO PEKOMEHAOBAHO CUUTATh
“TIOYEYHOI HEJI0CTATOYHOCTBhI0” TOMBKO CHIKeHne CK®
<15 mi/mun/1,73 M2 Win HeOOXOIUMOCTh B JICUCHUN M-
JIN30M, B TO BpeMsl KaK Ha MPaKTUKE XPOHUUECKYIO Toyey-
HYI0O HEIOCTaTOYHOCTh OOBIMHO YCTAHABIWBAIOT  TPU
cHmxeHnn CK® <60 mu/mun/1,73 M 2. Beictpoe yxyiue-
HUE a30TBBIICIUTENbHON (DYHKIMM HabIonaeTcsl Mpu OCT-
pom nioBpexaeHun (OITIT) wmam octpoit Gone3Hu movyex
(OBII). [lepBoe xapakTepu3yeTcsl BHE3aIIHBIM pa3BUTHEM
OJIUTYPUU U YBEJUUYEHHEM ChIBOPOTOUHOTO YPOBHSI KpeaTH-
HuHa Oosiee yeM Ha 0,3 Mr/ai B TeueHue 2 qHeit uiau 6osee
uyeMm Ha 50% B Teuenue Hemenu. OINI paccMaTpuUBalOT Kak
BapuaHT ocTpoii 6ose3Hu nmouek (OBIT), koTtopast BKitoyaeT
B cebs Takke COCTOSIHMS, COIPOBOXJAIOIIMECS MeHee
BBIPaKEHHBIM WM OoJiee MeUIEHHBIM (B TeueHue oosee 7
JIHEH, HO 10 3 Mec) pa3BUTUEM HapylleHUs (QYHKUUU
nouexk [3]. Homenknarypa KDIGO He npennonaraet Bbie-
JIeHWe OBICTPOIIPOrPeCCUpPYIOIEl TOYSUHOI HeI0CTaTOU-
HOCTH (B OTEYECTBEHHOM JIUTEpaType MCIONb3YETCS TePMUH
“ObICTpOITpOrpeccupyoInii HepuTUIeCKuit CuHAPOM™),
MOJ KOTOpPOi TMOHMMAIOT YBEJIMYEHHE CHIBOPOTOYHOTO
VYPOBHSI KpeaTMHWHA 10 KpaliHeil Mepe B 1Ba pasa B Teue-
Hue =3 Mec, XapakTepHoe AJIs1 ObICTPONPOrpeCCUPYIOLIETO
rinomMepyionedputa (BIITH) [4]. Mo cytu mena, “ObicTpoe
nporpeccupoBaHue” ykiuaasiBaetcs B nousrtue OBII, xota ¢
MPAKTUUYECKOI TOUKU 3pEHUsI CIACAYeT OTACSATh IPOIOJI-
Kalolleecsl HapacTaHWe ChIBOPOTOYHOTO YPOBHSI KPEaTUHM-
Ha OT MEPCUCTUPOBAHUS TIPU3HAKOB TTOBPEXIEHUS MOYEK B
TeueHue Oosiee 7 JHEH, YYUTHIBAsI TSKECTb TEUEHUsST U
HeOaronpuaTHocTh nporHosa BIITH. B ormuue ot OIIII,
OBIT u XBII, KoTOpble ONMKMCHIBAIOT HAPYILEHUST (YHKIIMHI
u/unm u3MeHeHus cTpykTypbl mouek, BIII'H spnsiercs
OJIHMM M3 BapMaHTOB IioMmepynoHedpura. Kak OIIII, Tak u
OBII nanexko He Bcerga 3akaHUMBAIOTCS (HOPMUPOBAHUEM
XBII, omHaKo OHU TECHO CBsI3aHbI MEXIY CO00i U SIBIISIIOT-
¢s1 KOMIIOHEHTaMM €IMHOr0 KOHTUHyyMa (puc. 1).

B naHHoII cTaThe paccMaTpUBaIOTCS MPUYMHBI JIIOOOTO
BHE3AIHOT0 MJIM TIPOTPECCUPYIONIETO YXYALIeHUST (DYHKIIMU
MoYeK, KOTOpoe 00YCIOBIEHO aKTUBHBIM MOYEYHBIM ITPO-
1IeCCOM, T.€. HE OTpaXXaeT eCTeCTBEHHYIO 3Bomonuio XbII,
CBSI3AHHYIO C MOCTENEHHBIM HapacTaHueM (pubposa moyex.
[TomMuMo TemMMOB yxyaieHus: GYHKIMK MTOYEK, TOBOJAMM B
MOJIb3Y aKTMBHOCTH 3a00J1eBaHUsI OOBIYHO CIIYXKaT U3MEHe-
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Puc. 1. KoHTHHYYM oCcTpoi U xpoHHUecKoW GonesHu nouek

HUS B Moue (MUKpPOTeMaTypusi, IPOTEUHYPUST), a TaAKKe
OTCYTCTBME MPU3HAKOB CMOPIIMBAHUS MOYEK MPU yIbTpa-
3BYKOBOM WMJIM PEHTT€HOJOTMYECKOM KcciaenoBaHuu. [pu
VMMYHOBOCTAIUTESIbHBIX PEBMaTMYECKUX 3a00JieBaHUSIX
MPUYMHOI HapylleHUus: (QYyHKUMM TOYeK MOXKeT ObITh
MOBPEXIEHHUE JIIOObIX CTPYKTYP HepoHa, B TOM UMCIE KITy-
6oukoB (BIII'H mpu cucreMHBIX BacKylIMTax M JAPYTUX
3a00JIeBaHUSIX), KaHAJbIIEB (J1eKapcTBa, 0oje3Hsb Lllerpena,
1gG4-accoumupoBaHHasi 00JIe3Hb U JIp.) U COCYIOB (BacKy-
JIOTIATUS TIPU CUCTEMHOI CKJIEPOAEPMUU I TPOMOOTHYE-
ckast mukpoanruonatusi [TMA] npu antudochonnuaHoM
cunapome [ADPC]) (puc. 2).

BoicTponporpeccupyiowuii rnomMepynoHedput

BIITH — Haubosee TsKeNblii BApUaHT IJIoMepyioHehpuTa,
TpeOYyIOLIMI HEOTIOXHOTO Ha3HAYeHUMsS] UIMMYHOCYTIPECCHB-
HOIi Teparnuu, KOTopast TO3BOJISIET 3aTOPMO3UTh MPOTPECCH-
pOBaHME MOYEYHOI HETOCTATOUHOCTH WJIM BOCCTAHOBUTD
(ynkuuio nmouek [4]. XapakTepusyeTrcsl HAIMUUMEM OCTPOTO
He(PUTUUYECKOIO CUHApPOMA U OBICTPHIM HapacTaHUEM
CHIBOPOTOYHOTO YPOBHSI KpeaTMHMHA IO KpaiiHeil Mepe B
JIBa pa3a B TeueHue <3 Mec (OBICTPONPOrpecCupyommii
He(PPUTUYECKUIT CUHAPOM). Y 4acTu OOJbHBIX TEMIIBI CHM-
JKeHUsT YHKIIMU MOYeK cOOTBETCTBYIOT Kputepusm OITII,
a JieueHWe IUAIM30M TIPUXOAUTCS HAuMHATh YXe uepes
HECKOJIbKO [THEM Tocie TMOSIBIEHUS] TEPBBIX CHMMIITOMOB
3200J1eBaHMUSI.

OcnoBupiMu nipuunHamu BIITH  gsasiorcs AHLIA-
acCoLIMMPOBaHHbIE BacKyIUTH (AAB) 1 Oone3Hb, CBsI3aH-
Hasg C aHTUTEJIaMM K 0a3ajibHO MemOpaHe KITyOOUKOB
(antu-bMK), Gosee penkumMu — KpUOTJIO0YIMHEMUYECKUIA
BacKynurt, IgA-BackyauT (cTapoe Ha3BaHUE — reMopparuye-
ckuit Backyaut wiaM  nypnypa LleiinneitH-IeHoxa) wu
cucremMHasi kpacHas BoiuaHka (CKB). [Inst moaTBepxaeHus
IuarHosa u ycraHonieHus: mpuurtsl BITTH Bcem Go1bHBIM
PEKOMEHJYIOTCS OMOMCHS MoYeK U onpeneaeHue cneundu-
yeckux aHtuten (AHLIA, antu-bBMK, kpuorinoOyauHbl,
aHTHUHYKJIeapHble aHTUTeNa). [Ipy rMCTOOTNYeCKOM Hcclie-
JOBaHUM HedpoOKronTaTa BhISIBASIOT 9KCTPAKAMUUISPHBIT
TJIOMepyI0He(PUT ¢ KIETOUHBIMU WM (POPO3HO-KIIETOU-
HBIMU TTOJYJIYHHUSIMU 110 KpaiiHeir Mepe B 50% KiTyOOUKOB.
B 3aBucuMoOCTM OT THIA CBEYEHHMST MPU UMMYHOGIII0OpeC-
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TTovyeyHsle KaHABIIBI

Tospescoenue

- TyOGynouHTepCTULIATBHBIN
HedpUT (JlekapcTBa, CUHAPOM
Lllerpena, IgG4-accormupoBaHHast
6one3Hb, momarpa, CKB,
AHIIA-accoummpoBaHHbIe BaCKYJIUTHI)

- OcTpblil KaHATBIIEBHI HEKPO3
(JlexapcTBa, KpUCTaJTMYecKast
Hedpomnatusi, pabaoMuonIn3
TIPY BOCTIJIUTEILHBIX MHOTATHSIX)

Obcmpykuus
- Octpas ypaTHas Giokana

IMoyeunbie KIyOOUKHM

Bvicmponpoepeccupyrowuii enomepyionegpum
- AHIIA-accouuupoBaHHbIe BaCKYJIUTbI

- Autu-bMK 6one3Hb

- KprorioGyinHeMUu4ecKnil BAaCKyIUT

- IgA-Backyaut

- CKB

Cocynpl

Backyaonamus
- CucteMHasi CKIepoaepMusi

Tpombomuueckas Mukpoaneuonamus

- AHTUGOCHOTUMUIHBIA CUHAPOM

- CKB

- CucteMHasi CKIepoaepmusi

- AHLIA-accoumupoBaHHbIE BaCKYJIUThI

Penosackyaspras eunepmonus
- Aptepuur Takasicy
- AHTUGOCHONUMUIHBIA CUHAPOM

Puc. 2. MprumnHbI OCTPOro MNU NPOrpeccUpyioLlero yxyaleHUs PYHKLHUU NoYeK B PeBMATONOrMU

LIEHTHOM MCCJIEIOBAHUU M CEPOJIOTMUECKOTro Mpobuis
BbiessiioT Tpu tina BIIIH: 1 — cBs3aHHbBIA ¢ aHTUTE1AMK
K 0azanbHOil MeMOpaHe KiyboukoB (aHTU-BMK GonesHs),
11 — ummynokommiekcHbiil (CKB, kprorinodynuHuyeckuit
BackyauT u ap.) u I — manoummyHHblii (AAB).
AHIIA-accoyuuposannvie eackyrumst. B aMepruKaHCKOM
nccnenosanun y 60% u3 632 maumenron ¢ BIITH, mox-
TBEPXKIEHHBIM MIPU OUOTICUM TIOYKH, ObLT BBISIBJIEH MaJo-
WMMYHHBI ~ OKCTPAaKaNWLISIPHBIA  TIIOMEPYJIOHE(DpUT,
OCHOBHOI MpUYMHOI KoToporo siBisitorcss AAB [5]. Cpeau
OonbHBIX cTapmie 60 et mons ero B crpyktype BITTH
npocturia 79%, 4To oTpaxkaeT 0COOEHHOCTH SIUAEMHUOJIO-
ruu AAB, KoTopblii yallle pa3BUBAeTCs Yy JIOAEH CTapllero u
Mmoxwmioro Bo3pacta. B typenkom wucciaemoBanuu AAB
TakXe ObLT AMarHOCTUPOBAH MPUMEPHO y TOJIOBUHBI U3 200
oonpHbeix BIITH [6]. B Hamem WHcCaeIOBaHMM YacTOTa
OBICTPOIIPOrPECCUPYIOLIET0 HEDPUTUUECKOTO CUHIPOMA
cpemu 374 6ombHBIX AAB coctaBuma 19% [7]. Ona 6bi1a
BbIllIE Y OOJBbHBIX MHUKPOCKOIMYECKUM TOJUAHTUUTOM
(58%) v 3HAYMTENILHO HIKE Y MAIIMEHTOB C IPaHyJeMaro-
30M C TOJIMAHTUUTOM U 303MHO(MUIBHBIM IPaHyIeMaTo30M
¢ mosmanruutoM (12% u 4%, coorBercTBeHHO). Ilpern -
nonaratb AAB y mauuenTtoB ¢ BIITH cnenyer npu Hanmuuum
AHIIA (yaiie K MuesIonepokcraase; MHOrIa aHTUTeIa He
OMpPeeNsIIOTCs, eC/IM UMMYHOCYIIPECCUBHASI Teparus Oblia
HayaTta 10 UMMYHO(EPMEHTHOTO aHaan3a) U CUCTEMHBIX
MPOSIBIEHUI, XOTSl TIOCJAEIHUE MOTYT U OTCYTCTBOBATb.
Cpeay CHUCTEMHBIX TIPOSIBIEHMI HamOOJee OIaCHBIM
sBisieTcst AMddy3Hoe abBEONSIPHOE KPOBOTEUEHUE, KOTO-
poe yalle pa3BUBAETCS Y MalMEHTOB ¢ MUKPOCKOMTMYECKUM
MOJIMAHTUHTOM, TIPOSIBIISIETCS KPOBOXapKaHbeM, aHEMUeH U
TG OY3HBIMUA MHTEPCTULIMATBHBIMU U3MEHEHUSIMU JIETKUX
1 MOXET MPMBECTU K Pa3BUTHUIO OCTPOTO PECIIUPATOPHOTO
aucTpecc-cuHapoma [8]. B oTiMuue oT MUKPOCKOMMYECKO-
IO TIOJIMAHTUUTA, Y TTAIMEHTOB C TPaHyJeMaTo30M C TTOJIH-
AHTUUTOM TIOpaXeHWEe TI0UeK OOBIYHO COYEeTaeTCs C
MpU3HAKAMHU TPaHyJeMaTO3HOTO BOCTIAIEHUs JIETKUX U/UIH
BEPXHUX JbIXaTebHBIX MyTel, a y O0JbHBIX 303UHOPUIb-

HbIM I'PaHyJIEMaTO30M C TIOJUAHTUUTOM — C 303UHOMUIIb-
HOM OpOHXUAJIbHOI aCTMOI/PUHOCUHYCUTOM.

Aumu-BbMK 6one31b (cTapoe HazBaHMe — CUHApPOM ['ym -
mac yepa). B aMepukaHcKoii Koropre H0Js1 SKCTpaKarmi-
JsipHOTO rioMepyiaoHedpuTa I Thmna, xapakrepusyouerocst
uupkyasiuueit antu-bMK 1 TuHeiiHbIM cBeYeHHEM aHTHU-
TeJ B MovyeyHoM OuomnTare, B cTpykType BIII'H coctaBuia
15% w He oTMYanach y MallMEHTOB MOJIOAOTO W TIOXKHUIIOTO
Bo3pacTta [5]. AHtu-BMK Gone3Hb — 3T0 CUCTEMHBII Bac-
KYJIUT, COMPOBOXAAIOLIUICS 00pa3oBaHUEM ayTOAHTUTEN K
aHTUreHam KosiareHa IV Tuna, KOTOpbI SIBIISIETCSI KOMITO-
HEHTOM 0a3aJbHBIX MEMOpAH MOUYEYHBIX KIYOOUKOB U aJlb-
Beon [9]. BIIT'H pa3BuBaetcst mpakTHyeckn y BceX OOJbHBIX
¢ antu-BMK 6ose3nbio 1 npumepHo B 40% ciydyaeB coue-
TaeTcs ¢ audGy3HbIM albBEOSIPHBIM KpoBoTeueHueM. Kak
yKa3aHo BblIllIe, ToMuMo aHTU-bMK 6osie3Hn npuurHamu
JIETOYHO-TIOYEYHOTO CMHAPOMA MOTYT ObITh MUKPOCKOITH-
YECKMil TMOJMAHTUUAT M TPaHYJIEMaTo3 C MOJUAHTUUTOM.
BIII'H npu antu-BMK 6Gosne3Hu xapakrepusyercsi O4eHb
ObICTpBIM yxyalIeHueM (GyHKIuu rmouek (ro tuny OITIT), a
B KOTOPTHBIX MCCIIEIOBAHUSX 0KOJIO 60% MaleHToB Hauu-
HaJIM JIeYeHUEe TeMOIMAIM30M [0 YCTAHOBJIEHUS IMarHo3a
[9]. B otmmume ot AAB, misa antu-bMK He xapakTepHbI
pPEeLMIUBBI, OJIHAKO TIOYE€YHAas! BBKMBAEMOCTb HECMOTPS Ha
arpeccuBHYI0 UMMYHOCYIIPECCUBHYIO Teparnuto Huxe (40-
50% B Teuenue 1 roma) [10,11]. B kmmHUUeCKMX McciemoBa-
HUSIX TIPUMEPHO y TpeTu 00JbHBIX ¢ aHTU-BMK 0ose3Hbi0
onpenesiich He Tonbko aHTU-BMK, nHo u AHULA [9]
Knvanyeckuit peHOTHUI Y MAaMEHTOB ¢ TBOMHOMN MO3UTUB-
HOCTBIO CXO/leH C TakoBbiM aHTU-BMK 06osnesHu 06e3
AHIIA, BxI04ast yacToe pa3BUTHE TSKEIOrO MOPaKEHMS
TOYeK M JIETOYHOTO KPOBOTEUEHMS B Hauasie 3a00JeBaHuMsl,
XOTSI Y HUX OIpPENeJISIOTCS U HEKOTOPbIE YepPThl, CBOMCTBEH-
Hble AAB, Takue Kak MOXWJIOi BO3pacT, HATMUME BHEMNO-
YEYHBIX TIPOSIBJIEHUI T TTIOMUMO TTOPAXKEHUSI JIETKUX, Ooee
BBICOKAsl BEPOSITHOCTh BOCCTAHOBJIEHUST (DYHKIIMU TOYEK U
pucK peuuauBoB [12]. B MexayHapoaHOM uccienoBaHUU
pPeLMAMBBI PA3BUBAIMCH IPUMEPHO Y TTOJIOBUHBI MAlIMEHTOB

KIMHUHECKAA ®APMAKOIOrMA U TEPANKA, 2023, 32 (1)
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Puc. 3. MNoueuHas u GespeuuauBHas BbIXXKMBAEMOCTb Y NaLUeH-
toB ¢ AAB 1 aHTH-BMK 60nesHbio [13]

¢ AAB u antu-bMK 6o0se3Hb10 ¢ 1BOIHON MO3UTUBHOCTBIO
1 OTCYTCTBOBAJIM Y BCEX OOJIbHBIX, Y KOTOPBIX OMpeessi-
numch Tonbko aHtu-bMK (puc. 3) [13]. Ilpu aToMm mons
MalKMeHTOB ¢ AUATM3-3aBUCUMOI MOYEUYHOI HeJoCcTaToy-
HOCTBIO, ¥ KOTOPBIX uepe3 | ToJ BOcCTaHOBMIIACh (DYHKIINS
moyek, cpeau 00JbHBIX ¢ aHTU-BMK 00s1€3HbI0, Y KOTOPBIX
LMPKYJIMPOBAIN TONbKO aHTH-BMK wmiu anTuTena aByx
TUIIOB, COCTABMJIA, COOTBETCTBEHHO, 17% 1 29%, a cpemu
GonbHbIX AAB — 49%.

Jlpyeue 3ab0ne6anus. [Ipyrue CUCTEMHbIE BACKYJIMTbI, B
TOM YHMCJIe KPUOTIOOyIMHeMUYecknii 1 IgA-BacKyIuT, 1
CKB sBistioTcs peIKuMy IpUYUHAMU OBICTPOIIPOrPECCUpY-
IIer0 He(PUTUIECKOTO CHHAPOMA, XOTS TOJIST UMMYHOKOM-
rJiekcHoro rioMepyionedputa Il Tuna, passuBaroierocs
npu 3TUX 3aboneBaHusx, B ctpyktype BIII'H B amepukan-
CKOM MccienoBanuu coctaBuiaa 24% [5]. OHa Gbuia BbIlIE y
neteit 1 moapocTKoB (45%) u moneii B Bo3pacte oT 21 mo 60
et (35%) M 3HAUYMTENBHO HUXE Y MALMCHTOB CTapilie
60 et (6%). Yacroit npuumHoii storo Bapuanta BITTH
CIIyXMT CTPENTOKOKKOBasi MH(ekus. [Ipeamnonarats yka-
3aHHBIe 3a00JIeBaHMS Y TTALMEHTOB C OBLICTPO MPOrPECCu-
PYIOIIMM  yXYOIIeHUeM (YHKIUU TOYeK CJIeAyeT TpH
HaJIMYMU XapakKTepHBIX KIMHUYECKUX M J1aDOPaTOPHBIX
nposiBieHuii. Hampumep, BomyaHOUHBIH HedpuT yalie
BCTPEYAETCSl Y MOJIOMBIX XEHILWH, XapaKTepu3yeTcsl pa3Bu-
THEM HE TOJbKO He(PPUTHUECKOTO, HO U HE(PPOTUUECKOTO
CUHIIPOMA, COMPOBOXIAETCS TUMUYHBIMM CUCTEMHBIMU
MPOSIBIEHUSIMU (aPTPUT, KOXHASI ChITb, LIMTOMEHUSI, TUMO-
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KOMILJIEMEHTEMUSI U T.M.) U HAIMYUEM COOTBETCTBYIOLIMX
ayToaHTHUTeT (aHTUHYKJIeapHBI (akTop, aHTUTeNa K
nc/IHK, Smith antureny u ap.). s KpyorioOyamHeMude-
CKOro BackyiuTa xapaktepHo Hanuuue HCV- unm pexe
HBV-undexiun (XoTst ©HOTIA BaCKYJIUT pa3BUBAeTCS Y
HEeMH(ULIMPOBAHHBIX MALMEHTOB) U KPUOIJIOOYIMHOB B
CBIBOPOTKE KPOBH, a i IgA-BacKyMTa — peLluanBUPYIO-
e KOXXHOUM MypIypbl ¥ apTpUTa, OOBIYHO TOSIBISIOIMXCS
B MOJIOZIOM BO3pacTe.

Jleuenue. Taktuka neyenust bIIIH B menoM cxomHast mpu
Pa3IMYHBIX CUCTEMHBIX ayTOMMMYHHBIX 3a00JIeBAHUSIX 1
MpernosiaraeT CoYeTaHHOe MPUMEHEHUe TIIOKOKOPTUKOCTE-
POMIIOB, B TOM YMCJIE B CBEPXBBICOKMX J103aX, U UMMYHOCY-
MPECCUBHBIX TIPENapaToB, Mpexje Bcero nukiodochamuaa.
OnHako peKOMEHIyeMblil pexXuM I03MpOoBaHUs (a B cliydae
antu-bMK 6osne3Hn 1 myTh BBeACHUS) STUX MPEIapaToB
OTJIMYAETCsl B 3aBUCUMOCTH OT HO30JI0TMUYECKOI (DOPMBI.
[Mpu AAB, KpurOrI00yIMHEMUUECKOM BacKyiute u IgA-
BacKyJUTe Ha3HayaloT LMKiIoGochaMua BHYTPUBEHHO B
no3e 15 mr/kr (Ho He Gonee 1200 mr) Kaxabie 2 Hexenu, a
3ateM 3 Henean (He MeHee 6 BBEIEHMUI), IPU 3TOM J03Y
cllelyeT KOpPEeKTUPOBaTh Mo Bo3pacTty U BeanunHe CKO
[14]. BoicTponporpeccupyioliee TeuyeHUe BOTYAHOUHOTO
HedpuTa MOXET OBITh OCHOBaHMEM JId BbIOOpa OoJsee
BBICOKMX, YyeM TpanuimoHHo (500 mr BHyTprBEHHO Neb ¢
MHTEPBAIOM B 2 Hefenun), 103 uukiodochamuaa — 0,5—
0,75 r/m?exemecsiuHo [15]. EnuHCTBEHHBIM 3a00JIeBaHUEM,
MpY KOTOPOM TMPEINOUTUTETbHBIM OCTAETCS MEPOPATBHBII
npuemM 1ukinodochamuaa, seiasercs antu-bMK 6omesHb,
MpY KOTOPOii Mpernapar MpUMeHSIIOT B 103¢ 2 MI/KI/CyT (HO
He Oomee 200 Mr) Ha MpOTSDKEHMM Tpex MmecsieB [14].
Kpome Toro, mepexoa Ha repopaibHbIil TpueM HUKI0(oc-
(amuna Bo3MOXKeH [UIS1 IPeOa0IEHUST Pe3UCTEHTHOTO Teye-
Hust AAB [16]. CirenyeT OTMETHTb, YTO HOKa3aTeIbHasi 0asa
MO TIPUMEHEHUIO PUTYKCHMaba y MalMeHTOB ¢ ayTOMMMYH-
HBIMU 3200JI€BAaHUSIMU C TSKEJIBIM TIOpaXKeHUEM TOUeK B
HacTosilee BpeMsl HeI0CTaTOUYHA /IS OKOHYATEIbHOTO MO~
TBEPXICHUSI €r0 OKBMBAJIECHTHOCTH  IMKIO(GOchaMuy,
MO3TOMY BO MHOTMX PEKOMEHAAIMSIX PUTYKCHMMa0 paccmar-
pUBaeTCsl Kak KOMIIOHEHT Tepanuy BTOPON JTMHUU.

B mocienHue Toapl peTeprieNv U3MEHEHUS TTOAXOIbI K
Tepanuy TJIIOKOKOPTUKOCTEpOMIAMU € TEeHOEHLHWel K
ObICTPOMY CHIKEHUIO J03bl TIperapata M yMEHBILICHUIO
MPONOJKUTETIbHOCTU JiedeHUs. JledyeHue MalueHToB ¢
BIII'H TpamuiimoHHO HAaYMHAIOT ¢ OOHOTO-TPEX CEaHCOB
MyJIbC-TEPANUK TIIOKOKOPTUKOCTEPOUAAMU, XOTSI TTPEUMY-
1IeCTBO €€ TIepe TIepopaNbHBIM TTPUEMOM TperapaTa yoe-
OUTEIbHO HE JO0Ka3aHo. 3aTeM TMalMeHTbl MOJyYyaloT
[JTIIOKOPTUKOCTEPOU/IbI BHYTPh B HAUaJIbHOM 103€, HE TMpe-
Bhllatolieil 1 Mr/kr (Ho He Gosiee 75 mr/cyt). B Hacrosiiee
BpeMs HabJTI0aeTCsl TEHACHLUST K YMEHBIIEHNIO KyMYyJIsi-
TUBHOM 03Bl TJTIOKOKOPTUKOCTEPOUIOB 3a CYET OBICTPBIX
TEMIIOB CHIKeHMS 103kl (Kak npu AAB) u/unu ymeHbliie-
HUSI HaYaJIbHOM 103bl Npenapata a0 0,5 Mr/Kr (Kak npu
CKB) [15,17]. [1pu BomuaHOUHOM HepuTe MPUCOETUHE-
HHe K CTaHIApTHOM Tepanmuu OemMymada IMOBBIIIAET BEpo-
SITHOCTb JOCTHXKEHMST peMmuccuu [18].

OTKPBITHIM OCTAETCSI BOMPOC O POJIU IIa3MOOOMEHa B
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neyenuu BIITH. B To BpeMs Kak miazMooOMeH SIBIISIETCS
00s13aTeIbHBIM KOMITOHEHTOM Tepanuu aHTu-bMK 6osnes-
HU, 3HAUYUMMO BIMSIOIIMM Ha TPOTHO3 JUIS KU3HHU, €ro
acddextuBHOCT Tpu Apyrux (opmax BIIIH scHa He B
MmoJiHO#M Mepe. B wactHocTH, B Haubosiee KPYITHOM UCCIIen0-
BaHuU 3¢ (PeKTUBHOCTH I1a3MooOMeHa mipu AAB He Obuto
MOATBEPXKAEHO BJAMSIHME 3TOTO METO/Ia JIeUeHUsI Ha BEPO-
SITHOCTb HACTYIJICHUS KOMOMHMPOBAHHOW KOHEYHON TOUYKHU
(cMepTh WM XpOHMYECKAs TTOYeyHasi HeIOCTaTOUHOCTD B
teueHue 12 mec) [17]. B 1o Xe Bpemst mocnenyrolime MeTa-
aHaJIM3bl PAHIOMU3UPOBAHHBIX KJIMHUUYECKUX MCCIIEI0Ba-
HUI MTOKa3aJv MOTeHLIMAIbLHOE MOJOXUTEIbHOE BIMSHUE
1a3M000MeHa Ha TIOYEYHYIO BbKMBAEMOCTh MAllMEHTOB C
AAB B kpatkocpouHoii mepcriekruse [19,20].

[Tocne moctuxeHus peMUCCUU 3a00J1eBaHUs MALUEHThI
Ha MPOTSEKeHUM He MeHee 1,5-2 JieT mosyvaloT MoIIepKu-
BaIOIIYIO TEPAINIO TIIOKOKOPTUKOCTEPOUAAMHU B HU3KOIA
03¢ U MeHee TOKCUYHBIMU, YeM LuKiIodochaMu, MMMy-
HOCYIPECCUBHBIMU TMpernapaTaMu, TAKUMU KaK PUTYKCHU-
Mab, a3aTMompuH  WIM  MHUKO(eHonaTta  MOGEeTH.
EnuncrBeHHbiM nckimodeHueM spisietcss bIITH B pamkax
antu-bMK 0ose3Hu, mpu KOTOpOH IMOAAEPKUBAIOLIYIO
Tepanuio He TMPOBOMAT BBUAY KpailHE HM3KOIro pHCKa
000CTpEHUIA.

TpOMGOTW-IeCKaﬂ MUKpOaHruonatus

TMA — 3TO CHUHOPOM, pa3BUBAIOLIMIICS B pe3yjibTaTe
MOBPEXIEHUS SHAOTENMSI U 00pa30BaHUsSI TPOMOOB B COCY-
Jax MUKPOLMPKYJISTOPHOTO pyCia, YTO TPUBOAUT K UX
OKKJTIO3UM M WIIEMUM OPTraHOB U TKaHei, MpexIe BCero
nouexk [21]. XapakrepHbie niposiBieHrss TMA BKIIOYalOT B
ce0st OI1IT, TpOMOOIIMTOTIEHUIO M MUKPOAHTHUOMATUYECKYIO
TeMOJIUTHYECKYI0 aHemuio. [ToMrMMO aHeMUU Ha BHYTPUCO-
CYMUCTHI TeMOJM3 YKa3blBAIOT OTpUIIaTesbHas TMpoda
Kymb6ca n yBenuuenue akruHoctu JIJTT, a Takke moBbliiie-
HUE KOJIMYeCTBa (parMeHTMPOBAHHBIX  SPUTPOLIMTOB
(mmcrouutoB) Gomnee >0,1% W CHIKeHHWE CONEPXKAHMS Tarl-
TorioouHa [22]. [1py Ouorncuy oYKy y TMAIMEHTOB € OCT-
poii TMA oOHapyXuBarOT MHUKPOTPOMOBI B TIOYEUHBIX
apTepuosiax u/Win Kiyooukax Mmpu OTCYTCTBUU MPU3HAKOB
BOCTIAJICHUS] U UMMYHHBIX JIETIO3UTOB TIPU UMMYHO(ITI00-
pecueHToM uccnenoBanuu [23]. Y mauuentoB ¢ CKB atu
M3MEHEHMSI MOTYT COYETAThCS C MPU3HAKAMU BOJYAHOY -
Horo Hedpura. [Ipu CKB BaxHOe ararHocTHYeCcKOe 3Haue-
HUE MMeeT OWOmNCUsl  TIOUKM, KOTOopas  SIBISIETCS
€IMHCTBEHHBIM METOIOM, TIO3BOJISIIOIIMM HaaeKHO audde-
PEHILIMPOBaTh YXyIlIeHne (YHKIIMM MOYeK, CBI3aHHOE C
TMA wnmu BIITH, u BbIOpaTh anekBaTHOE JeueHUe (aHTU-
KOAryJISIHTBI WJIM UIMMYHOCYTIPECCUBHBIE MpenapaThl, COOT-
BETCTBEHHO).

K nepBuunoit TMA oTHOCST TPOMOOTUYECKYIO TPOMOO-
LIUTOTICHUYECKYIO TTYPIYPY, TUMTMIHBIA TeMOIUTUKO-Ype-
muveckuit cunapoM (STEC-T'YC) u arunmunsiit I'YC, B TO
BpeMs Kak BropuuHas TMA pa3BuBaeTcsl o1 AeiicTBUEM
Pa3NIMYHBIX (GaKTOPOB, B TOM YUC/E JeKAPCTB, MHEKIIUIi,
OITyXOJIeli, 0epeMEeHHOCTH, TPAaHCIUIAHTAIIMA OPTaHOB [24].
B pesmaronorun ocHoBHO# mpuunHOii TMA saBisieTcs
aHTudochomunuaHblit cuHapom (ADPC), B TOM yucie npu

CKB, Gonee penkumu — cucteMHas ckiepoaepmusi, AAB u
NpyTue ayTOMMMYHHBIE 3a00JIeBaHMs, a TAKKe HexKeaTelb-
Hble 3¢ (eKThl MEAMKAMEHTO3HOI Tepanuu, B YaCTHOCTU
nukiaocnopuHoM. st uckmoueHus: ADC y GOJbHBIX €
OIIIT HeobOxomumo — ompenensitb  aHTUGHOCHOTUTUIHBIE
aHTWTeNa, B TOM YHUCIEe BOTYAHOUHBIA AHTUKOATYJISTHT
(MccnenoBaHue He UMEET CMbIca Ha (oHe Tepanuu aHTH-
koaryasiHtamu), IgG u IgM aHTUTEeNa K KapAUOJUIIUHY U
B,-TIMKONpOTENHY, 0OCOOEHHO NPY HATUYMU YKA3AHUI Ha
apTepuaibHble W/WIM BEHO3HbIE TPOMOO3bl (MCKITIOUast
TpOMOO03 TIOBEPXHOCTHBIX BEH) U aKylIepPCKUe OCIOXHEHUS
(HeoOBsICHMMAs CMepTh IJIoAa Ha cpoke Oosee 10 Hemenb,
MpeXaeBpeEMEHHbIE POJIbl Ha CpoKe 10 34 Hemesb BCe-
CTBHE SKJIAMIICUM WM TIALEHTapHOM HEeTOCTaTOYHOCTH
W/WIM TIO KpaifHell Mepe TpW CTIOHTaHHBIX ab0pTa Ha CPoOKe
no 10 Hexenp) B aHamHe3e [25]. HedponaTtuio He OTHOCAT K
KpuTepusaM auarHoctiku ADC, quarHo3 KOTOporo y mamu-
€HTOB ¢ aHTU(HOCGHOMUIMMIHBIMU AHTUTEIAMU MOXET OBITH
YCTAHOBJIEH TOJbKO MPKU HATMYMU TPOMOO30B U/UJIM aKy-
IIEePCKUX OCNoXKHeHn. OTHAKO JaXxe MPY OTCYTCTBUM YKa-
3aHHBIX KIMHUYecKUX KputepueB ADC MoxeT ObITh
JIMarHOCTUPOBAaH, €C/IM NMpu HePOoOUOTICUU OMPENesIIOTCS
MUKPOTPOMOBI B apTeproJiax WM KIybouKax 1mouek, a B
KPOBU LIMPKYJIUPYIOT aHTU(HOCHOIUIUAHBIE aHTUTENA.

TTomumo 06pa3oBaHMs MUKPOTPOMOOB B apTepHOIax,
xapaktepHoro st TMA, npu ADC BO3MOXHO U TOpaxke-
HUE KPYITHBIX COCYIOB MOYEK C Pa3BUTHEM OTHO- WM JIBY-
CTOPOHHETO CTeHO3a WM TPOMOO3a MOYEUHBIX apTepuit,
COTTPOBOXIAIOIIETOCS MIIIEMUYECKON HedpomnaTueit u BTo-
PUYHOI apTepuanbHON TUIIEPTOHMEH, TPOMOO3a MOYeUHOI
BeHbI 1 MHpapkTa nmouku [23]. OIIIT moxer HabMOAATHCS B
pamkax Karactpoduueckoro ADC, KOTOPHI MPeaCTaBIsET
co0oit reHepanuzoBaHHylo TMA u xapakrepusyercsl Iopa-
JKeHWEM He TOJIbKO TIOYeK, HO W IPYTUX OpraHoB (IIEHT-
paJbHOM HEPBHOM CHCTEMBbI, Cepilla, Jerkux U Op.) ¢
pa3BUTHEM TIOJMOPTraHHON HeJOCTaTOUYHOCTU. B cBsi3M ¢
5TuM y nauueHToB ¢ ADC BO3MOXHO KakK (DyJIbMUHAHTHOE
pa3BUTHE TIOUYCYHON HEIOCTATOYHOCTH, TaK W TOCTETICHHOE
yxyaieHue GyHKIUU MoveK.

HanHele 00 snugemuonornd Hedponatuu mnpu ADC
orpaHuuYeHbl. B Hanbomee KPyIMHOM UCCIIENOBAHUU CPeIn
1000 manmentoB ¢ ADC (y 36% u3 nux nmenack CKB)
MPU3HAKM  TOpaXxeHus: Touek (TpombOO03  KIyOOUKOB,
MHGAPKT MOYKHU, TPOMOO3 MOUYCUHON apTepUM WA BEHbI)
OB BBISIBIIEHBI B 2,7% ciyvaeB [26]. B Toit ke Koropte
pas3ButHe Katactpopuueckoro ADC, mposiBIeHNST KOTOPO-
o, KaK mpaBuio, BkiwovawoT B ceost OIII, B Teuenue 10
et Obuto 3apeructpupoBaHo y 0,9% mnauuenros [27].
Crnemyer yyuThiBaTh, 4To Aaxe katactpoduueckuiit ADC He
BCeraa COMpPOBOXIAETCS TUIMTUYHBIMU JTJAOOPATOPHBIMU TTPH-
3Hakamu TMA. 1. Rodriguez-Pint6é u coaBT. mpoaHaIu3upo-
Banm 522 ciyvas kKatactpodudeckoro ADC y 500 601bHBIX
(v 40% mmennch coueTaHHbIC ayTOMMMYHHbBIE 3a00JICBaHMS,
npexne Bcero CKB) [28]. HapyiueHue pyHKIMM movek
otMeueHo B 77% ciydaeB. Yactotra TMA, nposiBsiBILIeiCS
COYETaHHWEM TPOMOOLIMTONIEHUH, TeMOIUTUYECKON aHEMUU
M yBeJIMYEHUEM KOJIMYECTBA IIMCTOILMTOB, COCTABMIIA BCETO
14%, xors “m3omupoBaHHAss” TPOMOOLIMTONEHMsS Oblia

KIMHUHECKAA ®APMAKOIOrMA U TEPANKA, 2023, 32 (1)
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BbIsIBJIeHa Y 67% OOJBHBIX, a TIOBBIIIEHHOE YHCIIO IINCTO-
uutoB —y 22%.

C npyroii croponsl, y naureHtoB ¢ CKB o6pazoBaHue
MUKPOTPOMOOB B MOYKAX MOXKET HAOMIOAAThCS MPU OTCYT-
CTBUM LIUPKYJUPYIOIINX aHTU(HOCHOTUTTMIHBIX aHTUTET.

V. Domingues 1 CoaBT. MPOBEIU MeTa-aHaIu3 35 Mccaeno-
BaHMit, B KoTopbIX ¥ 3035 mauueHnTtoB ¢ CKB oueHuBamu
yactoty TMA Ha OCHOBaHUM TMCTOJIOTMYECKOTO MCCIIEN0-
BaHus OuonTatoB nouku [29]. [lpu3Haku ocTpoit Uau Xpo-
Huuyeckoit TMA ObLTu BBISIBIEHBI Y 454 GOJIbHBIX, a YacToTa
e¢ Y MalMeHTOB, Y KOTOPHIX ONPeIe/IsSUINCh M He OTTpeIeNisi-
JCh aHTU(OCHOMUITUIHBIE aHTUTENA, cocTaBuna 31,3% u
10,4%, cooTBeTCTBEHHO. Pe3ybTaThl 3TOTO MCCIIEIOBAHMS
CJIyXaT NOMOJHUTENIbHBIM JO0BOJOM B MOJIb3Y OMOICUU
MOYKH C LIeJIbl0 auddepeHIIMaNbHON IMarHOCTUKY pasiny-
Heix npuurH OIIIl y mammenToB ¢ CKB.

Passutie AOC Habmomaetcst He ToJibko pu CKB, HO u
MpY  JIPYIUX PEBMATUYECKUX HMMMYHOBOCHATUTEIbHBIX
3a00JIeBaHMSX. B yIoMsIHYTOM BBIIIe UccnenoBaHum y 2,2%
u3 1000 mauuenToB ¢ ADC OblT AMATHOCTUPOBAH CUHAPOM
Ilerpena, y 1,8% — peBmarounsslii aptpur, y 0,7% —
cucteMHas ckieponepmusi, y 0,7% — CUCTEMHBII BacKy-
T, y 0,5% nepmatoMro3uT [26]. TTo naHHBIM cucTe-
MaTHU3MPOBAHHOTO 0630pa, YacToTa BBISIBJICHHUS
aHTUHOCHONTUMUIHBIX AHTUTEN, TOATBEPXKIAECHHOTO TIPU
MOBTOPHOM aHau3e yepe3 12 Hemesb, Mpu pasaMYHbIX PEB-
MaTUYeCKrX 3a00yieBaHMIX (CUCTEMHOM CKJIepOISPMMUH,
peBMaToMIHOM apTpute, cuHapome Lllerpena u nap.), Bapb-
uposaiack ot 0 10 30% (memwana 11%) [30]. Yare Bcero
9TU aHTUTENA ONPEAENINCh Y MAMEHTOB ¢ CUCTEMHOMI
CKJIEPOJACPMUEN.

B neyeHum mopaxeHus Mmouek y maiueHToB ¢ ADC
KJIIOUEBYIO POJIb UTPAET HE UMMYHOCYIIPECCUBHAS, a aHTHU-
KOATryJITHTHasI Teparus TemapruHOM ¢ MTOCIIeAYIolei 3ame-
HOWi Ha aHTaroOHUCTbl BUTaMMHa K Id BTOpUYHOI
npodunaktuku TpoM60308B [31]. PazButue TMA moxer
ObITh MOKA3aHMEM JUISI TPOBEAEHUSI M1a3MO0OMEHA € IKC-
ysueit 40-60 MJI/KT 1 BOCTIONHEHIEM 0ObeMa aTbOyMHM-
HOM U/WJIM CBEXE3aMOPOXEHHOM Iu1a3Moi. B KkauecTBe
Tepanuu CraceHusl OnKucaHo NMPUMEHEeHUe IKyIu3ymaoa,
oHaKo ero 3(dekr Hanbosee BbIpakeH MPU COCTOSTHHUSX,
COTPOBOXIAIOIINXCS aKTUBALIMEH KOMITTIEMEHTA TIO ajlb-
TepHAaTUBHOMY ITyTH [32].

CknepofiepMUUECKHHA MOYEUHbIA KpU3

Cxneponepmuueckuit moueunsiit kpus (CIIK), BrepBbie
omnvcaHHBIN Oomee 150 et Ha3am, XxapakTepu3yeTcsl BHe-
3anHbIM noBbiieHrueM AJl u pazsutuem OIIII, kotopoe
MPUMEPHO B MOJIOBMHE CIyYaeB COUYETAETCSl C MPU3HAKAMU
TMA [33,34]. B npouutom yactora CIIK npu nuddysHoit
dopme crcTeMHON ckiepoaepMun pocturana 25%, ogHako
B MocJjieaytolieM oHa cHusuaach [35]. ITo naHHbIM MeTa-
aHaJM3a KIMHWMYECKUX MCCIIeIOBAHMIA, OMYOIMKOBAHHOTO B
2016 r., pacipoctpaneHHocTs CITK Bo Bceit momysinun
MAIMeHTOB C CHCTeMHOM CKIIepoiepMueit coctaBuia 4%,
HO OBUIAa HECKOJIBKO BBIIIE TIpu auddy3Hoi popme 6omes-
Hu — 7-9% [36]. Cpeau 9690 malueHTOB ¢ CUCTEMHOI
cKIiepoaepMuei, BKItoUeHHbIX B 0a3y maHHbIx EUSTAR,
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pasutre CIIK 656010 oT™MeueHo B 169 ciyvasx (2%), a
3a0oJieBaeMoCTh coctaBuia Beero 3,75 Ha 1000 manueHTOB
B roz [37]. Bo3MOXHBIMU NMPUYMHAMU CHMKEHMS YaCTOThI
CIIK cyuTaioT HMpoKoe NPUMEHEHUE Ba30AMIaTaTOpOB
JUISL JIeueHus1 cuHapoma PeliHo 1 JierouHoii apTepuanbHOi
TUIIEPTOHUU U 00Jiee OCTOPOKHOE Ha3HAYeHME TITIOKOKOp-
TUKOCTEPOUIOB, KOTOPbIE MOBbIIIAIOT puck pa3putus CITK
y MAalIMEHTOB ¢ CUCTeMHOI ckiepomepmueii [35]. M. Pes -
tafia-Ferndndez u coaBT. B peTpOCIIEKTUBHOM MCCJIEI0BA-
HUM y 544 maluMeHTOB C CHUCTEMHOHN CKJIepoAepMueii,
OCJIOXKHUBILEHCS ~ JAUTUTATBHBIMUA ~ SI3BAMU,  BBISSBUJIM
yBennyeHue cpoka a0 pazButusi CITK Ha doHe neueHust
aHTAarOHMCTaMU DHAOTEIMHA WU MHruouTopamu docdo-
JIACTEpasbl 5-To TWIA B cpemHeM ¢ 2,9 1o 7,6 JeT, XoTd
yacrota CIIK Obu1a cxomHoii B rpymnmnax OOJbHBIX, MOJTyYaB-
IIMX 1 He ToJIy4yaBIlMX mpenaparsl 3tux rpynm (3,4 u 2,7
Ha 1000 mamueHTOB B TOI, COOTBETCTBEHHO) [38].

[puuunoit pazsutus CIIK cuurtaioT moBpexaeHue
COCYIUCTBIX DHAOTEIUATbHBIX KJIETOK, KOTOPOE COMPOBOXK-
JaeTcs BblmeneHneM (HakTopoB pocTa U IUTOKMHOB, BBI3bI-
BalOIIMX TMpoiudepalnio  IIaAKOMBIIIEYHbIX  KJIETOK,
TUnepruiasnio u Guopo3 MHTUMbI BHYTPUIIOYEUHBIX COCY-
noB [33,35]. IIpomadepatBHas BacKyJI0MMaThs IIPUBOIUT K
HIIEMUU KITyOOUKOB M CTOMKOM aKTHBAIlMM PEHUH-aHTHO-
TEH3WH-aJIbIOCTEPOHOBOM CHUCTeMBl. Ponb TocnenHeir B
natoreHese CIIK moareepxknaercss  3(P¢GEeKTUBHOCTBIO
uHruouTopoB AII® mpu 3TOM COCTOSIHUU, XOTSI HE MCKIIIO-
yaeTcsl 3HauUeHWe U ApYrux (HakTopoB, TaKMX KaK Cra3Mm
TMOYeYHbIX apTepuon (“movevHsit” cuHApoM PeitHo).
Takum obpazom, CITK He OTHOCHTCS K ayTOMMMYHHBIM
MPOSIBJIEHUSIM CUCTEMHOI CKJIEPOJIEPMUM, XOTSI ayTOAHTHU-
Tena, npexae Bcero Kk PHK-nmonmumepase 111, moryt Ob1Th
TPUITEPOM aKTUBaLMuU 3HA0Tenus [35]. Bricokast yacToTta
TMA y manueHTOB ¢ IOYEYHOI BACKYJIOMATUE MOXET yKa-
3bIBATh HAa POJIb aKTMBALMU CHCTEMbl KOMITIEMEHTA B MaTO-
redese CIIK, oaHako 3TOT Bompoc HyxXHaeTcs B
JOTIOJTHUTEIbHOM u3ydeHun [33].

HenaBHo oskcmepTtbl pabouveir rpymmbl  Scleroderma
Clinical Trials Consortium BbIaeIMIA OCHOBHbIE MPOSIBIE-
Hus CIIK, kotopble npeanoaaraeTcs UCMoab30BaTh st
pa3paboTKM KjacCU(PUKALIMOHHBIX KpuTepues [39]:

» BuesanHoe nobienue AJl (=140/90 MM pT. CT. WK TIO
KpaitHeir Mepe Ha 30/20 MM pT. CT. BBIllIe OOBIYHOTO).

« OIIII.

* MukpoaHruonaTuieckasi aHeMusi 1 TPOMOOLIMTONEHUST
(nosiBIeHWE WJIM HapacTaHWe aHEMUM, IUCTOLUTHI B
Maske KpoBH, TpombouuTorneHus <100000 B mm?, mabo-
paTopHble PU3HAKK TeMOJIM3a, BKII0Yas MOBbIIIEHUE
aktuBHoct JIJII, peTuKyjI0LMTO3 M/UIM CHUXEHUE
YPOBHSI reMOoTIo0MHa, oTpuliaTeibHass mpoda Kymoca).

* Hapymenue ¢pyHKIMKM OpraHOB-MUILIEHEN (TUIIePTOHU-
yeckasi PeTMHOMAaTHsl M/WaM dSHuedasonarus, ocTpas
cep/ieyHasi HeIoCTaTOUHOCTh, OCTPBI TMEePUKAP/INT).

» T'ucronoruyeckue U3MEHEHMsI B OMOMTATe MOYKHU (TIpe-
MMYILECTBEHHOE MOpaxeHue apTepuod, mpusHaku TMA,
HecIenubuIecKue TPOSIBICHUS UILIEMUH, CYyXXeHUe 1
obJiuTepanys COCyIoB U IIp.).

OnHo u3 ocHoBHBIX nposiBieHuit CITK — ymepeHHas
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WK TsDKesasl apTepualibHasl TUIIEPTOHMUSI, KOTOPask MOXET
OCJIOKHUTBCSI Pa3BUTUEM PETUHOTMATUU, HapYILIEHUH MO3-
TOBOTO KPOBOOOpAIIEHUS U/UIN OCTPOIl CepAeYHO Helo-
craroyHocTd, omHako y 10% mammentoB c¢ CIIK
yBeauueHue AJl oTcyTcTBYeT (HOPMOTEH3UBHBIM BapuaHT
kpu3a). [To muenuto H. Yamashita u coaBrT., ¢ matopusuo-
JIOTUYECKOI TOUKM 3pEHHUsl CIedyeT BbIAENSTh JBa TUIIA
CIIK, xoTopbie XapakTepu3ylTCsi CXOAHBIMU TTPOSIBICHUS -
MU, HO Pa3BMBAIOTCS B Pa3IUYHOI MOC/EI0BATEIbHOCTH:
BacKYJIONAaTUIO, BbI3bIBAIOLIYIO YTOMIIEHWE UHTUMBI U apTe-
puajbHyI0 TUMepToHuo, U1 TMA, CcoONpoBOXAAIOIIYIOCS
MOBPEKICHNEM CTEHOK COCYIOB C Pa3BUTHEM MUKPOCOCY-
mucroro Tpom6o3a [40]. TIpu nepsom Bapuante CITK nep-
BOHAyaJIbHO TMOBbIIIAOTCS AJl M CBIBOPOTOUHBIN YPOBEHD
KpeaTMHWHA, a TPOMOOLIMTOTIEHUST TIPUCOSTMHSIETCST TIO31-
Hee U MeHee BbIpakeHa, B TO BpeMsl Kak MpU BTOPOM Bapu-
aHTEe OTMEUAeTCsl paHHSISI U TsKeJasi TPOMOOIIMTONICHUSI, a
3aTeM pa3BUBAIOTCS apTepuajibHas rurnepTonus u OIIIL.

CIIK uyaie BcTpewyaeTcss y MauuMeHTOB ¢ auddy3Ho
dopmoit cucteMHo#t ckieponepMun (0ObIYHO B mepBbie 1-4
roja Imocjie Hayaja 3a0ojeBaHMs), Yy KOTOPBLIX HEPEIKO
HaOJI0AAIOTCSl 1IYM TPEHUSI CYXOXMWJIMMNA, TOJMAPTPUT,
TJIOTHBIN OTeK KUCTEH M/WJIM CUHAPOM KapHajJbHOTO KaHa-
Jla, TIO3BOJISIIOIIME TIpeCcKa3aTh MPpOrpeccupoBaHme 3a0oJe-
BaHust [35]. Cpenu ceposiorMuecKux MapkepoB CUCTEMHOMI
CKJIEpOIEpMUU Haubosiee BAKHOE 3HAUEHUE UMEET Haluvue
antuten K PHK nonumepase 111, koTtopoe B ucciaenoBaHuu
EUSTAR y 2800 mamnueHToB acCOMUPOBATIOCh ¢ 6-Kpar-
HbIM yBenmyeHueM pucka passutusi CIIK [41]. JleueHue
[JIIOKOKOPTUKOCTEPOMAAMU, OCOOEHHO B 00Jiee BHICOKUX
no3ax (bojaee 15 mr/cyr), takke yBenuunubaeT puck CIIK, B
CBSI3U C 4YeM 11e1eco00pa3HO M30eraTb MX Ha3HAYEHMsI
nauyeHTaMm ¢ aud@y3Hoi hopMoii CKIepoaepMun. XoTs
uHruoutopsl AITD nmpeacTapasiioT codoii OCHOBY JIeUeHUsI
CIIK, B KpymHOM wucciemoBaHuu y 6521 mamueHTa C
CUCTEMHOI CKJIEPOAEPMHUEH UX MPUMEHEHUE C aHTUTUIIEP-
TeH3UBHOI 1LIeJIbl0, B OTJIMUME OT AaHTATOHUCTOB KaJIbIIMSI,
0JIOKATOPOB aHTMOTEH3MHOBBIX PELIENTOPOB X aHTAarOHU-
CTOB OHIOTEJIMHOBBIX PEIENTOPOB, ACCOLMUPOBATIOCH C
YBEJIMUEHUEM OTHOILEHUSI PUCKOB 3TOTO OCJOXHEHUS B
2,55 pa3sa (95% noseputenbHbI MHTEPBAT 1,65-3,95) (puc.
4) [37]. B ToMm xe uccaenoBaHUU He ObLIO BBISIBACHO CBS3U
Mexay JedeHueMm riaokokoptukoctepounamu u CIIK,
OJIHAKO BO BCeil BHIOOPKE 0JIS1 MALMEHTOB, TOJTyYaBIINX
9TU TIpenaparhl B 103¢e 6onee 15 Mr/cyT B mepecueTe Ha
TIPETHU30JI0H, COCTaBIsia Bcero 3%.

Brenpenne naruouropoB AII® s nevenus CITK mpu-
BEJIO K 3HAUMTEJLHOMY YJIYUIIEHUIO TPOTHO3a OONBHBIX C
9TUM OCJIOKHEHUEM CHCTEMHOI ckiiepoaepMuu. Tem He
MeHee, I10 JJaHHBIM HEIaBHOTO OITyO0JMKOBAaHHOTO CHCTeMa-
TU3UpPOBaHHOro oO3opa 20 wMcciaemoBaHuii Oojiee 4yeM y
14000 maimeHTOB C CUCTEMHOI CKJIEpOEPMUEHi, CMEPT-
HocTb 60sbHBIX CITK coctaBisier okosno 20% uepes 6 mec,
30-36% uepe3 1 rog u 19-40% uepes 3 roma [42]. Xotst y
YacTU MalMEeHTOB MPOUCXOMUT BOCCTAHOBIEHUE (DYHKIIMU
rmoyek (B TedeHue 10 2-3 jnet), ot 19 1o 40% maiueHToB,
nepeHecnx CITK, HyxknaroTcsi B TOCTOSTHHOM 3aMeCTH-
TeJbHOI MoveuHoit Tepanuu. [1py 3TOM TpaHCMIaHTALMS

10
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Puc. 4. KymynatusHas vactora CIK y nauueHToB, nony4aBwux
U He nonyyaBwux uHru6utoper AN® [37]

MOYKHU COMPOBOXKAAETCSI OOJIee BBICOKOM BbIXKMBAEMOCTbIO
OOJIBHBIX MO CPAaBHEHMIO C TAKOBOI Ha (poHE JeueHus aua-
JIU30M.

Takrtuka neuenust CITK ocHOBbIBaeTCs Ha MogaBIeHUN
AKTUBHOCTU PEHMH-aHTMOTeH3UH-aIbJOCTEPOHOBOM CUCTE-
Mbl uHruoutopamu AIl® (HepeiKo KaNTOIPUIOM),
HazHayeHHe KOTOPbIX MHOTOKPATHO CHUXXAET PUCK JieTallb-
Horo ucxoza [43]. AHTarOHMCTBI AHTMOTEH3WHOBBIX pelleTI-
TOpOB 110 3(EKTUBHOCTU ycTynawT uHruoutopam AIID.
Bo3MOKHO, 3TO CBSI3aHO C TE€M, UTO OHU HE MHTUOUPYIOT
paspylieHue OpaIuKMHUHA, KOTOPBIN OKa3bIBaeT COCYI0-
pacumpsttoniee neiictsue [35]. I1pu HemocTaTOYHOM aHTHU-
TUIIEPTEH3UBHOM 3((eKTUBHOCTU MHTMOUTOpOB AIID K
JIEYEHUIO OO0ABJISIOT ApPYrue TNpernaparbl, B YaCTHOCTH
AQHTArOHMCThI KaIbLUS U JoKcazo3uH. Kpome Toro, addek-
TUBHBIM MOXET ObITh Ha3HaYeHME TpernapaToB MpoCcTarjiaH-
IMHOB, 00TagaloINX Ba3oMMIATUPYIOIUM dPdekToM. Y
MalKMeHTOB ¢ KIMHUYECKUMU mposiBaeHusMu TMA nede-
HHE€ MOXET ObITh YCUJIEHO MPOLIEAYpaMU TIa3MOOOMeHa.
[TepcrieKTUBHBIM TMpeACTaBISIETCS TaKXKe UCTIONIb30BaHUE
AHTarOHMCTOB 3HAOTENMHA-1 17151 Gosee OLICTPOl HOpMa-
JIM3alny novyeyHoro kposotoka u AJl [44], onHako addex-
TUBHOCTb 3THUX TnpernapatoB y mnaunueHtoB ¢ CIIK He
JIOKa3aHa.

JlekapcTBeHHO-UHAYLMpoBaHHoe OIM

JlexapcTBeHHbIE CPEACTBA SIBJSIIOTCS HEPEAKON IMPUUMHON
pazButust OINIT y rocnutann3npoBaHHbBIX MALMEHTOB, OCO-
OCHHO B OT/EJICHUSX PeaHUMAIMU U MHTEHCUBHOM Teparnuu
(OPUT). Hanpumep, B MeXIyHapOAHOM MHOTOLIEHTPOBOM
uccaegoBanuu npusHaku OITIT Gbu1M BbISIBIEHBI OOsiee yem
y nosioBuHbI U3 1082 manmeHToB, Haxonusiuuxcs B OPUT,
a Jons HedpOTOKCHYHBIX IpernapaToB B €ro 3THOJOTUH
coctapmia 14% [45]. OcHoBHo#l mpmumHoi OIIIl mpu
TpueMe JeKapCTBEHHBIX BEILECTB SIBISICTCS WX TIPSIMOE
MOBpeKaloliee eiicTBME Ha KaHaJblIbl, XOTs HapylleH1e
(yHKUIMM TIOYEeK MOXET OBbITb OOYCIOBJICHO W JIPYrUMU

KIMHUHECKAA ®APMAKOIOrMA U TEPANKA, 2023, 32 (1)
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MexaHu3Mamu [46-48]. ObcyxaeHre BceX TPYIT JeKapCT-
BEHHBIX CPEJICTB, KOTOpbie MOTYT Bhi3BaTh OIIII, BEIXOmUT
3a paMKM HAaCTOSIIEH CTaThbH, MOATOMY HMXE paccMaTpu-
BAIOTCSl BapUaAHTbI OBPEXAEHUS MOYEK MPU NMPUMEHEHUU
MpernaparoB, peTHasHAYeHHBIX IS JIeYeHUsT IMMYHOBOC-
TAJMTEILHBIX PEBMAaTUYECKMX 3a00JIeBaHUIA.

“Ilceedo” OIIII. TloBblllieHWE CHIBOPOTOYHOIO YPOBHS
KkpeaTuHMHa MoxeT umutupoBath OIIIT mpu neyeHun
HEKOTOPBIMU JIEKAPCTBEHHBIMU CPEICTBA, CHUKAIOIIMMU
9KCKPELMI0 KpeaTHHNUHA B MOYEYHBIX KaHAIbIAX (LIUMETH-
JIMH, TPUMETOTIpUM U 1p.) [47]. PasButue “nicesmo” OTII
BO3MOXHO TakKe MPH JICUSHUU JeKCAMETa30HOM, TaK Kak
KpeaTMHUH BXOAUT B COCTaB €ro JIeKapCTBEHHbIX (HOPM B
KauecTBe HaroysHuTes1. KpoMe Toro, Bce IIIOKOKOPTUKO-
CTepouabl JAlOT KaTtabonuueckKuil 3(PGeKT M BbI3BIBAIOT
BbIJIEJIEHUE U3 MBILIEYHON TKAaHU KpeaTHHa, MpeBpaliao-
1Ierocst B KpeaTHHWH.

Hapywenue enympunoueuroti eemodunamuru. Tlpemnaparsi,
0Ka3bIBalOLMe AeiCTBUE HA BHYTPUIIOUEUHYIO TeMOIMHA-
MUKY, MOTYT BbI3BaTh yXyAllleHUE (DYHKIIUU MTOYEK, OOBIYHO
npexofsiee, 3a cYeT U3MEHEeHMST KpOBOTOKA 10 adpepeHT-
Ho# u/unn 3¢depeHTHOI apTeproaM Kiybouka [47]. Dror
addexr xapakrepeH it MHIUOMTOpoB AIID 1 610KaTOPOB
AHTUOTEH3WHOBBIX PELIENITOPOB, KOTOPHIE BBI3bIBAIOT ITPe-
HMMYILECTBEHHOE paciiupeHue daGhepeHTHON apTeproIbl 1
CHIKAIOT JaBjieHue B Kiyboukax. HecrepoumHbie poTHBO-
BocnanutenbHbele mnpemnapatel (HIIBII) u wHrubutops
KaJIbLIMHEBPUMHA MOTYT ObITh NipuunHOi cHuxkeHus: CKD 3a
cUeT cyxXeHus 3(ppepeHTHON apTeproIbl, B YaCTHOCTH B
pesyibTate MOMABIEHMS CEKPEeLUMU TMPOCTATTaHINHOB,
obafaloLMx Ba30AUIATUPYIOIIMMY CBOMCTBAMU. 3HAYM -
TeJbHOE YXYALIeHUe TIephy3Un MOYEK MOKET OCIOKHUTBCS
HIIEMUYECKUM HEKpO30oM KaHasblieB. DdakTopaMu pucka
OoJiee BBIPAKEHHBIX HApPYIIEHWI BHYTPUITOYEYHON TeMOI-
HaMUKU SIBJISIIOTCSl yMEHblIeHHE 00beMa IIMPKYIUPYIOoNIeit
KpPOBHU, apTepuasibHasi TUTIOTOHUS, MTOXUION BO3pPAcCT, cep-
JIeYHasl He0CTaTOYHOCTh, HEPOTUUECKUI CUHIPOM.

Hexpo3s kanaavyes. [ToMuMo WIIEMUN TTOYEK TPUIMHOMN
OCTPOTO TOBPEXIEHUSI KaHaJbLIEB MOXET OBbIThb MpPIMOe
TOKCMYECKOe  JEHCTBUE  HEKOTOPbIX  JIEKAPCTBEHHBIX
BelIeCTB (AMUHOTJIMKO3MIbI, BAHKOMUIIMH, PEHTIT€HOKOHT-
pacTHBIE CpeACTBa, comepxaiue iom, u Ap.). HemHo -
TOUMCIIEHHbIE  CIydyad OCTPOr0  HEKpo3a  KaHaJblleB
ONMCaHbl TpU IpUMEHEHUU OuchochoHaTOB, Mpexie
BCEro TPU BHYTPUMBEHHOM BBENCHWM 30JCHIPOHOBON W
MaMUJIPOHOBOI KUCJIOT (MOCIENHSIS yallle BbI3bIBala pa3BU-
THE KOJITAaOUpYIONero (POKaIbHOTO CETMEHTAPHOTO TJIOMe-
pyJockieposa) B 0oJiee BHICOKMX 103aX B OHKomoruu [49].
[Ipu neyeHnM ocTeonoposa puck HepOTOKCUYHOCTH OUC-
dochonaroB Hm3kuii [50]. HedpoTokcmuHoctb, B TOM
qucyie ocTpasi, SIBJSIETCS] OMHUM M3 OCHOBHBIX (haKTOPOB,
OTPAaHWUYMBAIONIMX NMPUMEHEHNE IMKIOCTIOPUHA A M IPYTUX
MHTMOUTOPOB KasblMHEBpUHA. [ToBpexaeHne KaHaIbLEeB
Mpu MpUMEHEeHMM 3TUX TpenapatoB (kak 1 HITBIT) B mep-
BYIO Ouepelb CBSI3aHO C HapylIeHWeM BHYTPUIIOUSUHOM
TeMOJMHAMUKY BCJICICTBUE YBEIUMIECHUST aKTUBHOCTH CUM-
MAaTUYECKOM W PEHUH-AHTMOTEH3MHOBOM CHUCTEMBI, CEK -
peunMu  SHAOTeNMHA-1 W CHMXEHUSI  MPOAYKLMHU
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TPOCTArJaHIMHOB 1 OKcuaa azora [51].

Ocmpbui  myoysounmepcmuyuanvhoil Hegppum. Jlekap -
CTBEH Hble CpeacTBA (MHTMOUTOPHI MPOTOHHOM TMOMIIBI,
HIIBII, aHTnOMOTMKM) — OCHOBHAs mpuynHa (6onee 70%
CJIy4aeB) Pa3BUTUSL OCTPOTO TYOYJOMHTEPCTULIMATIBLHOTO
HedpuTa, KOTOPHI XapaKTepusyeTcsl WHGUIbTpaluein
WHTEPCTULIMSI  TIOYEK BOCMAJIUTEJIbHBIMU  KJIETKAMU U1
Hepenko cornpopoxaaercs OITI, a TakKe KIMHUUECKUMU
MPOSIBJIEHUSIMU QJUIEPTUU, TAKUMU KaK JUXOpaaKa, KOoXHast
ChInb ¥ 303uHOGMIMS. [Ipy GUOTICHMU TTOUKKU TTPU3HAKK
OCTPOTro TyOYJIOMHTEPCTULIMATILHOTO HepuTa 0OHAPYXKM-
BaioT y 5-27% mnauwmentoB ¢ OIIIT [52]. Tlpu sneyeHun
MMMYHOBOCHIAJIUTEIbHBIX ~ peBMaTHUecKuX 3aboJieBaHUit
OCTpBIil TYyOYJTOMHTEPCTULUATbHBIA HehPUT 4Yalle BCEro
Bcrpeuaetcs npu npumeHenun HITBII. Heobxomumo yuu-
TBIBaTh, YTO U3MEHEHUSI B MOUE MOTYT TOSIBUTHCS Uepe3
HECKOJIbKO HeZIeNIb MM MECSILeB Tocie Havaaa JIeUeHUst
HIIBII, a HecnelMGUYHOCTb 3TUX U3MEHEHUI U OTCYT-
CTBME IPYTUX MPOSIBJICHWI aJIEPTUU B 3HAUUTEJbHOM CTe-
MeHu 3aTPyAHSIOT Aud@epeHlalbHyl0 AUATHOCTUKY C
npyrumu nipuurnHamu OTIII. B cBsizu ¢ atuM 1151 moATBEp-
KIEHUs AMarHo3a OObIMHO TpeOyeTcss OWOICHs TOYKM.
PazButue octporo TyOyJIOMHTEPCTUIIMATBLHOTO HedpuTa
BO3MOXXHO TaKKe TpH JICUeHUH aJuToNypruHOJIoM. B otiu-
yue OT JAPYrux (opM JeKapcTBEHHO-MHIYIIMPOBAHHOTO
OIIII, anst neyeHust OCTPOro TyOYIOMHTEPCTULIMATBHOTO
HedpUTa TPUMEHSIIOT TTTIOKOKOPTUKOCTEPOUIbI.

Kpucmanauueckue negpponamuu. Ilpu npruMeHEeHNN HEKO-
TOPBIX JIEKAPCTBEHHBIX CPEJICTB, B YACTHOCTH METOTpeKcaTa
B OOJBIIMX /032X, BO3MOXHO OOpa3oBaHUE KPUCTAIOB
camuXx TpernapaTtoB U UX MeTabOJUTOB B MOYE M pa3BUTHE
OIIIT BceacTBYE IPSIMOTO TOKCHMYECKOTO ICHCTBUSI KPU-
CTaJIJIOB, BOCHIAJIEHUSI M OOCTPYKUUM KaHanbleB [47]. ¥V
MAIMeHTOB ¢ KPHUCTAUTMUeCcKoi Hedpomartueit B Moue
MOTYT ObITb OOHAPYKEHBI LIMJIMHIAPHI, COMepXKaIle KpU-
CTaJIJIbl, YTO UMEET BAXHOE AMArHOCTUYECKOE 3HAYESHME.

Lpyrue npuunHbI

IMpuunnamu OIIIT B peBMaToJIOrMKU MOTYT ObITh U HEKOTO-
pble Ipyrue 3a0ofeBaHus, KOTOPble 00CYXIAIOTCSI HUXE.
Pabodomuoauz (muoenobunypus). Pazsurue OIIIT moxer
OBITb CIIEACTBHEM pabIoOMUONIM3a, HAOMIOMAIOIIErocs y
MAalMEeHTOB C UANONATUYECKUMU BOCTIATUTEbHBIMU MUO-
natusimu [53]. PaspyliieHre MbIlIe4HON TKaHU TIPU MUO3U-
T€ COINpPOBOXIAETCS  BBICBOOOXICHUEM  MUOIJIOOMHA,
KOTOPBIit 00pasyeT MpelUnuTaThl, BbI3bIBAIOIIME OOCTPYK-
1IMI0 ¥ TIOBPEXJ/IEHNE KaHableB rmoyek. Bo ¢paHirysckom
uccaenoBaHuun yactora OIIII y 150 mauueHTOB ¢ AepMaro-
MUO3UTOM, MOJUMMO3ZUTOM WM AHTUCUHTETA3HBIM CHH-
apomom coctasuia 10,7% [54]. OCHOBHBIMM NIPUYMHAMK
ero ObLIM JIeKapcTBa M MUOITIOOMHYpHS. XapaKTepHBII
MPU3HAK MUOTJIOOMHYPUN — TIOTEMHEHME MOuu. B ormuune
OT MaKporeMaTypuu, B 0CaJKe MOYM OTCYTCTBYIOT 3PUTPO-
LIUTHI, HO OTPENESIOTCSl MUTMEHTUPOBAHHbIE IIUJIUHIPHI.
Penosackyaapuas eunepmonus. CyxeHue MOYEUHbIX apTe-
puii HabmiomaeTcss mpu apTepunte Takasacy um ADC.
PeHoBackynsipHasi TMIIEPTOHUSI BBI3bIBAET XPOHUYECKYIO
MUIEMUIO TIOUEK, OJIHAKO pe3koe cHxeHue AJl mpu ABy-
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CTOPOHHEM CTEHO3€ IMOYEUYHbIX apTepUil MOXET OCIOX-
nutbes OITIT. Orot addekT xapakTepeH Aas1 UHTUOUTOPOB
ATI®, KoTOpbIe CHIXAIOT JaBIeHUE B KIyOOUYKaX 3a CUeT
MPEUMYILECTBEHHOTO pacluupeHust 3(hdepeHTHbIX apTe-
puon mouek. Ilpu ADC npuumnHoit OIIIT moxer OBbITH
TaKXke TPOMOO3 MOYEYHON apTepuy WU BEHbI.

Ocmpblii myoysounmepcmuyuansvuiii Heghpum. TloBpex -
JIEHVE KaHaJblIeB HEPEJKO HaOJI0IaeTCsl Y MalMeHTOB C
MMMYHOBOCTIATUTEIbHBIMM PEBMATUYECKUMU 3a00JIeBaHMS -
mu, B yactHoct CKB 1 AHILIA-accoumupoBaHHBIM BacKy-
JIUTOM, U MOXeT BHOCUTb BKiaj B pazsutue XbII. Tlpu
HEKOTOpBIX 3a00JieBaHMsAX, TMpeXae BCEro CUHIpOME
Illerpena, IgG4-accounrpoBaHHOI 0OJIE3HU U CAPKOUIO-
3¢, TYyOYJIOMHTEPCTUIIMATBbHBIN HE(PUT SIBJISETCS] BEAYLIMM
BapuaHTOM ITopaxkeHus rodek [55-57]. Yaie oH xapakre-
pU3yeTcss XpOHMYECKUM TeYEHHUEM, HO MHOTIA MPUBOJIUT U
K passutuio OIIII. A. Muriithi 1 coaBT. MpoaHaIM3MUPOBAIN
133 caydast ocTporo TyOyJIOMHTEPCTULIMAILHOIO He(puTa,
conpoBoxaasiierocst OINI u monTBepxaeHHOTO TIpU OUO-
ricuu Iouky [58]. Y 70% GONBHBIX MPUUMHON MTOpaskeHUsT
Moyek ObUIM JIEKapCTBEHHbIE Mpernaparbl (AHTUOMOTUKMU,
MHTUOUTOPHI TIpoToHHOM moMmiel 1 HITBIT), y 20% — ayTto-
MMMYHHBIe 3a00JIeBaHUs, Tpexe Bcero capkounos (9%),
cungpom erpena (4%) un IgG4-accounnpoBantas 60 -
ne3nb (2%). CxomHble NaHHBIE TPUBOAAT W SITTOHCKWE
aBTOPBI, KOTOpBIe U3yumian 153 ciryyast TyOyJOMHTEPCTULIM-
aJbHOTO He(dpura, IOATBEPXKIACHHOIO MPY OMOIICUY MOYKK
[59]. MMpusnaku OIIIT Ha MOMeHT Guorncuu umenuch y 107
o6ompHBIX. 1gG4-acconumpoBanHast 00Ie3Hb OblIA IIPUYIM-
HOU mopaxeHus1 mouyek y 9,4% OOJBHBIX, CUHIPOM
[lerpena —y 5,0% u capkouno3 — y 4,3%. [lpumepHo y
70% manueHToB ¢ ayTOMMMYHHBIMM 3abojeBaHusMu OTTIT
oTcyTcTBOBajO0 iy orMevanoch OIIIl 1 cramguu, B TO
BpeMsI KaK y OOJIbIIMHCTBA OOJTBHBIX JICKAPCTBEHHBIM TyOY-
JIOMHTEPCTULIMATbHBIM HedpuToM Habmonanocs OIIIT 2-3
CTanuu.

Ocmpas ypamuas Heghponamust (mouexkucaas oaoxkaoa). Y
nanueHToB ¢ moparpoit mpudyuHoit OINIT moxer OBITh
OBICTpOE HapacTaHUe YPUKeMUU U 00pa3oBaHUE KPUCTaj-
JIOB MOUEBOW KHUCJOTbI, BbI3bIBAIOLIMX OOCTPYKILIMIO U
MOBpeXIeHWe IMoueuHbIXx KaHaiubles [60]. ITposo 1upy -
o1IM MU (aKTopaMy MOTYT OBITh AeTuApaTalus (Hampumep,
rocJjie OOMJIBHOTO MOTOOTAEIeHUS B OaHe), yroTpeoieHue
MULIEBBIX MTPOMYKTOB, COAEPKAIIMX OOJbIIOE KOJUYECTBO
MyPUHOBBIX OCHOBAHUiA, U AJIKOTOJIsl, UHTEHCUBHbIE (DU3U-
YyecKue Harpy3ku. XapakTepHbIe CUMITTOMBI — OJIUTYPHSI,
roBbieHre AJl v BoleneHre Oypoii MOUM.

3aknoueHue

Brictpoe yxymuenue pynkuuu novyek (OBIT) npu ummy-
HOBOCTIAIUTEIbHBIX PEBMATMUECKUX 3a00I€BAaHUSIX MOXET
OBITh BBI3BAHO PA3TMYHBIMU MpUuMHaMu, Bkiovyast BITIH,
TMA, HeKkpo3 MOYEYHBIX KaHAJIbLIEB, OCTPLIA TyOYJIOMHTEP-
CTULMATbHBIN He(PPUT, KpUCTALIMUECKIEe HeGpOIaTuu 1
ap. OIIIl dyame Bcero pas3BUBaeTcsl TON JAeHCTBUEM
nexapcTBeHHbIX cpeactB (Harpumep, HIIBIT), kotopbie
BBI3BIBAIOT HEKPO3 MOUYESUHBIX KAHAIBLEB WM OCTPBIA TyOY-
JouHTepcTULMaibHbI Hedput. OaHako OITIT MoXeT ObITh
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u nposieieHreM BITT'H umu TMA, a takke pabaoMuonusa
MPU UAMOTIATUYECKUX BOCTIATUTENbHBIX MUOTIATUSIX, OCT-
poii ypaTHOI HedponaTUM UM OCTPOTo TyOyJIOMHTEPCTU-
uuanbHoro Hedpurta, MHOrAA pPa3BUBAIOLIErOCs NP
cunapome lllerpena wnu IgG4-accounmpoBaHHoi Goe3-
Hu. IuddepeHianbHas AMarHocTUKa pa3inyHbIX MPUYUH
MPOTPECCUPYIONIETO YXYALIeHUsT (DYHKIIMM TMOYEK 4YacTo
HEBO3MOXHa 0e3 HehpoOMOICuu, pe3yabTaTbl KOTOPOit
MMEIOT BaXXHOE 3HAYeHHMe /sl BIOOpa aleKBaTHOM Tepa-
Muu.
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Acute or progressive impairment of kidney
function in patients with immune-mediated
inflammatory rheumatic diseases

S. Moiseev, N. Bulanov

Tareev Clinic of Internal Diseases, Sechenov First Moscow State Medical
University, Moscow, Russia

Acute or progressive deterioration of kidney function in
rheumatic diseases can be due to rapidly progressive
glomerulonephritis (ANCA-associated vasculitis, anti-GBM
disease, other vasculitides, systemic lupus erythematosus),
thrombotic microangiopathy (primary and secondary
antiphospholipid syndrome) and drug induced acute kidney
injury (tubular necrosis that can be due to changes in the intra-
glomerular hemodynamics or direct drug toxicity, acute inter-
stitial nephritis). Less common causes include renal
vasculopathy (scleroderma renal crisis), acute interstitial
nephritis in Sjogren syndrome or IgG4-associated disease,
rabdomyolysis (myoglobinuria) in idiopathic inflammatory
myopathies, acute urate nephropathy, renal artery or vein
thrombosis in antiphospholipid syndrome. Serological tests
(eg. ANCA, anti-GBM antibodies, antiphospholipid antibod-
ies, cryoglobulins, antinuclear antibodies, etc.) and kidney
biopsy are essential for differential diagnosis of potential
causes of kidney dysfunction.

Key words. Immune-mediated inflammatory rheumatic
diseases, acute kidney injury, acute kidney disease, rapidly
progressive glomerulonephritis.
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TOYKA 3PEHKA

MpumeHeHHe HHTHOUTOPOB UHTepNeHKHHa- 1

npu nepuKapauTe

E.Jl. Haconog', 3.H. Cykmaposa'

MepuKkapauUT — KJMHUYECKUH CUHAPOM, XapaKTe-
PU3YIOLLMIACS BOCNANIEHUEM W YTOJILLEHUEM NEPH-
kapaa. Hanbonee 4acTbiM U TA3KEbIM
OC/IOXKHEHWEM OCTPOro NepuKkapauTa aenseTcs
MAMONATUUYECKHUI PELIMANBUPYIOLLUI NEPUKAPANUT
(MPN), HebnaronpuUATHbINM NPOrHO3 NPU KOTOPOM
CBsI3aH C PUCKOM Pa3BUTHUSA TaMnoHabl cepaua 1
KOHCTPUKTHBHOIO nepukapaura. lMarorexes nepu-
KapAuTa CBA3bIBAIOT CO C/IOXKHbIM B3aUMOAew-
CTBUEM (PaKTOPOB OKPY>KaloLLEeN cpeabl,
reHeTUYeCKOW NPeLpPacrnooXeHHOCTH U NaTosio-
rMYECKOM aKTHUBALMH BPOXKAEHHOIO WU NpHobpe-
TeHHoro uMmyHuteta. Ocoboe BHUMaHHe
NPUBEKAIOT ayTOBOCMA/IMTE bHbIE MEXAHU3MbI,
CBsI3aHHbIE C TMNepnpoayKUUen HTEPIeHK1HA
(MN)-1. CranpapTHas Tepanusi nepukapgauta
BKJ/IlOUAET HECTEPOUHBIE MPOTUBOBOCMA/IUTESIb-
Hble npenapartbl, KONXULUH, IIIOKOKOPTUKOCTE-
pourabl U UIMMYHOCYNPECCUBHbIE Npenaparbl.
HoBoe HanpaBneHue dpapmakoTepanuv nepukap-
AMTa CBA3aHO C NpUMeHeHWeM uHrubutopos UJI-1:
aHaKWHPbI, pUIOHaLenTa U KaHakMHyMaba.
OcHOBHOE BHUMAHHWE yeNeHO aHaKUHpe —
PEKOMOUHAHTHOMY HErJIMKO3UIMPOBAHHOMY aHa-
nory antaronucta UJ1-1 peuentopa, 610kupyto-
wero curHanuzauuto WI-1p u UN-1a..
MpencraeneHbl gaHHble, CBUAETENbCTBYIOWMUE O
TOM, UTO aHaKWHPA, a TaK>Ke PUIOHALENT SBASIOT-
cs1 3chheKTUBHBIMK Npenapatamu AN NeHeHus
nauueHToB ¢ UPT1, pe3ancTeHTHbIX K CTaHAAPTHOM
Tepanuu. MNpegnonaraercs, uto 6onee WwWUpokoe
npUMeHeH1e aHaKWHPbI, OCOBEHHO Ha paHHKUX
CTaaMaX NepuKapauTa, He ToNbKo ByaeT cnocob-
CTBOBATb YJIy4LLEHUIO MPOrHO3a, HO MOXET UMETb
3HauYeHue /15 BblLe/IEHHUs ayTOBOCNA/IMTEIBHOIO
cperotvna UPIT u pazpaboTku nporpamm nepco-
HU(PULMPOBaAHHOMW Tepanuu.

KnioueBble cnos.a. /Tepuxkapdum, uduonamu-
yeckul peyuduBupyrouul nepuxkapoum,
ummyHoBocnanumenbvHsie peBmamuyeckue
3a60s€Barus, unmepaelxkur 1, aHakuHpa,
pusoHayenm, KaHaKUHYmaeo.

epUKapAUT — KIMHUYECKUI CUHIPOM,

XapaKTepU3YIOLIUiics BOCTaAIEHUEM 1

YTOJILIEHNEM TIepuKapaa, OTHOCUTCS K
yucly Haumbojee pacrpoCTpaHeHHBIX (opM
BOCIAJIUTENILHBIX 3a00JIEBAHUI CEpleUHO-COCY-
nuctoit cuctemsl [1,2]. TTo naHHBIM MUAEMUO-
JIOTUYECKMX MCCAeOBaHMii, 4acToTa OCTPOro
nepuKapauTa cocrapisieT 27,7 ciayvyaeB Ha 1
MJIH YeJIoBeK B roji, a rocnuranuzauuii — 0,5-
2,6 cryvast Ha 1 mutH B ron [2]. TTepukapanut
yale pa3BUBAETCsl y My>KUYMH MOJIOJIOTO U Cpel-
HEro BO3pacTa, YTo OTpakaeT yyacThe TecToCTe-
poHa B “UyBCTBUTENLHOCTM’ K BOCHAJICHUIO
nepukapaa [3].

Boiaensiior nepBUYHbBIA (MAMONATUYECKUIA)
TEPUKAPINUT, KOTOPBIii OOJBIIMHCTBO MCCIEI0-
BaTeNiell CBSI3BIBAIOT C BHMPYCHBIMU WMH(EK -
misamu  [4,5], W BTOPMYHBIA TIEPUKAPIUT,
Pa3BUBAIOIIMIACS KaK CUCTEMHOE MPOsIBIEHNE
(MM OCIIOXHEHME) LIMPOKOIo CIeKTpa MaTosIo-
TMYECKUX COCTOSIHUI, B TOM 4MC/I€ UIMMYHOBOC-
MaJUTEIbHBIX ~ PeBMaTMUYECKMX  3a00jieBaHUi
(MUBP3) [6-8], wan 00yCIOBIEHHbI pa3HO00-
pPa3HBIMU MPUYMHAMU, TAKUMU KaK UHOAPKT
MHOKap/a, TpaBMa TPyIHON KJIeTKH, MoYeyHast
HEOCTaTOYHOCTh,  TMOCTIEPUKAPIMOTOMHBII
CUHIIPOM, 3JI0KaueCTBEHHbIE HOBOOOPA30BaHUS,
nydeBas Tepanus U ap. [5]. TepMuHbI BUpyc-
HbIIl ¥ MOMONATUYECKUIl MepuKapauT npeiara-
eTcs HCTOJIb30BATh Kak CUHOHUMBI,
Toipa3yMeBasi, UTo MOCIEAHNUN UMEeT Tpero-
JIOXKUTEJILHO BUPYCHYIO 3THOJIOTHUIO [4].

[TepukapaUT OTHOCUTCST K YMCITY XapakTep-
HbIx ocnoxHeHuit COVID-19 [9,10]. On pa3Bu-
Baetcss B 1,5% ciy4aeB M acCOLMMPYETCS C
VBEIMYEHUEM  PHUCKA JIETATbHBIX  MCXOJOB.
OnHako Mpu ayTOTNCUM TIEPUKAPAUT BBISIBISIOT
3HauMTeNbHO vamie — y 20% MmainmeHToB, ymep-
mmx or COVID-19 [11]. OnucaHo pa3sutne
NepuKapaura Mocje BaKIMHALMU  TPOTUB
SARS-CoV-2 B uenom y 0,0001% maumeHToB,
KOTOpbI€ HYXXAATUCh B TOCMUTATU3ALINY.
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