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AKTYAJIbHAA NPOBJIEMA

HedpoTtuueckun cuHgpom:

NPUYKUHDI U AU depeHLUanbHbIM fUarHo3 (yactb 1)

C.B. Moucees, U.H. Bobkosa, H.B. Yebotapesa, H.M. BynaHos

HedpoTuueckuit cungpom (HC), xapaktepusyio-
Wi npoTenHypuert >3,5 r /cyT v runoansbymu-
Hemuew (£ oTekamu WU gucaMnuoemuen) —
BefyLuee NposiBjieHWe 3a601eBaHUi KIyOOUKOB
noYeK Pas/IMYHbIX NPUPOAbI, KaK NEPBUUHDBIX, TaK
W Pa3BHUBAIOLLMUXCS MPU CUCTEMHBIX ayTOMMMYH-
HbIX 3aboneBaHUAX, caxapHOM auabete, aMUION-
[03€, MOHOK/IOHa/IbHOW raMmanaruu,
3/10KaYeCTBEHHbIX OMYXO/IAX, MHPEKLMUAX U op.
[Lns ycranoenenus npuunbl HC 1 Bbibopa TakTH-
KW NIeUeHWs OCHOBHOrO 3aB0neBaHus y B3pOC/bIX
nauueHToB 0ObI4HO HeobxoauMa BUONCHUS MOUKHU.
B cratbe obcyskpatotcs ocHoeHble npuunHbl HC. B
cnepyloLLen YacTH NaHUpyeTcsl PpacCMoTpeTb
nopxoppbl K neveruto HC.

KnioueBble cnoBa. Heghppomuueckud cum-
Opom, nodoyumel, 210MePYAOHEGPUM, AMUIOU-
003.

1827 r. anrmmiickuii Bpau Richard Bright

MepBbIM 00paTHUI BHUMaHWE Ha CBSI3b

MPOTEUHYPUU U OTEKOB C OOJIE3HSIMU
mouyek. OmHAaKO TepMUH “HePOTUUSCKUIT CUH-
npom” (mpuiaratejabHoe oT “Hedposza”, Kioue-
BBIM MPU3HAKOM KOTOPOTO CUMTATU
MPOTEUHYPUIO) TOJYYUIT PacIpOCTpaHeHNE
tonbko B 30-40-x rr. mpouuioro Beka [1].
OIHUM M3 TIEPBBIX 3TOT TEPMHUH HMCIOIb30BAJ
E.M. TapeeB B kuure “AHemus OpaiiTUKOB”,
Bblmeamein B ceet B 1929 r. [2]. B crarbe
S. Bradley u C. Tyson, ornyoiukoBaHHO# B 1948
r. B New England Journal of Medicine, comep-
Xutcs crnenytoniee onpeaenenne HC: “... kom-
OUHAUUA  BbIPAJICCHHBIX — OMEK08,  2UNONPO-
meuHemuu, eunepxoiecmepuHeMuu U MaccugHou
NPOMeUHypuu npu omcymcmeul 3acmouHol cep-
deunoii Hedocmamounocmu. ... HC wacmo pazeu-
eaemcsi nNpu XPOHUHECKOM 2nomMepyioHedpume.
Jpyeumu npuvunamu moeym Obimb amMuaoudo3
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nouex, cuguauc, UHMepPKaAnUALAPHbII en0Mepyno-
cKaepo3 u mpombo3 noueunou eenvr” [3]. B 1958
r. L. Berman u G. Schreiner Ha OoCHOBaHUM
obOcrnenoBaHus 45 MalUMEHTOB C Pa3IMYHBIMU
3200JIeBAHUSIMU KITYOOUKOB TTIOYEK BBIISIUIN
MOpPOTOBYI0  mpoTeuHypuio (>3,5 r/cyr),
HeoOxonuMyto mis auarHoctuku HC [4]. Eme
OIIHUM KJTtoueBbIM Tpu3HakoM HC sBisieTcst
IMNoaabOyMUHEMHUSI, B TO BpeMsl KaK OTEKH,
TUITEPIUTTUAEMUST W JTUTTAAYPUSI, YACTO BCTPe-
YaoII1ecs: PU 3TOM COCTOSTHUM, HE CUMTAIOTCS
00s13aTeIbHBIMU €T0 MPOSIBICHUsIMU [1].

HC o0OycnoBineH mopaxkeHueM KIyOOUKOB
MOYeK pasIMYHON TIPUPOIBI, KOTOpoe 0e3
JIEYEHHUsT YacTo MPOTPecCUpyeT ¥ MPUBOAMT K
Pa3BUTUIO XPOHMYECKON TMOYEYHON HemocTa-
TOYHOCTH. [Ipu 3TOM BBICOKas MPOTEUHYPUS
cama mo cebe, T.e. HE3aBUCUMO OT ITHOJIOTHUH,
OKa3bIBaeT MOBpeXIaollee IeiCTBE Ha IToYey-
HbIe KJTYOOUYKHM W BBI3BIBAET MHTEPCTULIUATBHBII
¢Gubpo3 u arpoduio KaHajblieB, B KOTOPBIX
MPOUCXOIUT peabcopbumst anpoymmHa [5].
OmnacnHoctp Tskenoro HC ompenensercs puc-
KOM H€ TOJIbKO HeoOpaTHuMOro yXyAlleHUs
(byHKIIMM TIOYEK, HO M Pa3BUTHUST YIPOXKAIOIINX
SKU3HU OCJIOXHEHWH, TaKWX KaK TUTIOBOJEMU-
YecKMil Kpu3 (3a pyOexKoM UCIOJIb3YIOT TePMUH
“I'MIMOBOJIEMMUYECKUI 110K”), BEHO3HBIE TPOM-
005M00IMKM ¥ UHGEKITUU.

LleHTpaabHOE 3BEHO B Pa3BUTUU MPOTEUH-
ypuu 1 HC — noBpexneHue moaouuToB, KOTo-
poe HabMomaeTcss He TOJIbKO MPU “MCTUHHBIX
nogouuTonaTusax”’, Takux Kak 0oyie3Hb MUHU-
MasibHbIX n3MeHeHuit (BMMU), dbokanbHblil cer-
MeHTapHbIii roMmepynockiaepos (DOCIC) u
MeMOpaHo3Hasi He(pponatusi, HO 1 Ipyrux op-
Max riomepyiroHedpurta [6]. TIpusHaku
MOBPEXIEHUs TOMOLUMTOB BKJIIOYAIOT B CeOsI
M3MEHEHUe CTPYKTYPbl U amuKajJbHOE MepeMe-
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LIeHKe MEeXIOOOIMUTAPHOM 1eNeBoi nuadparMbl, peopra-
HU3ALMI0 AKTUHOBOTO LIUTOCKEJETa MOJOLUUTOB ¢ PA3BUTH-
eM 3 deKTa CrIaXXnBaHUS HOXKOBBIX OTPOCTKOB, OTCIIONKY
MOJOLUMTOB OT TIJOMEpYJsIpHO 0OaszaibHO MeMOpaHHI,
MOAOLMUTYPUIO M YMEHBIICHUE KOJMWYECTBA TOJOIMTOB B
K1yoouke (rmomoumTorneHus). OmnpeneneHne MOIOLIUTYPUN
M BKCKpeLMU C MOYO MOJOLUUTApPHBIX OeNKOB (HedpurHa,
MOAOLIMHA U Jp.) TMPEACTaBISICTCS MEPCIeKTUBHBIM ISt
OmpeaeSIeHUsT TSAXKECTH TIOMEPYISIPHOTO TOBPEXIEHMUS,
OIIEHKM pUCKa Pa3BUTHS TJIOMEPYJIOCKIepo3a U MPOTHO3M-
poBaHus 9(DHEKTUBHOCTH Tepanuu.

MHuorue HedpomaTuu, COMPOBOXIAIOIINECS BBICOKOM
MPOTEMHYpHUEl, UMEIOT ayTOMMMYHHOE MPOUCXOXICHUE,
nostoMy HC yacto ciyXuT mokazaHueM K HazHaYeHUIO
TJIIOKOKOPTUKOCTEPOUIOB U/WIM UMMYHOCYIIPECCUBHBIX
MpernapaToB, OJHAKO MPU HEKOTOPHIX 3a00JeBaHUSIX MMOYEK,
Harpumep, auabetuueckoil Hedponatuu win AA-aMuiIou-
no3e, oHM Hed(h(PEeKTUBHEL. Y B3pociabix mauueHToB HC
CUMTAIOT OJIHUM W3 IJIaBHBIX MOKa3aHUI K OMOTICUU TIOYKH,
KOTOpasi HeoOxoauMa sl onpee/eHus BapuaHTa rmopaxe-
HUSI TIOYEK, €T0 aKTUBHOCTU M BBIOOpa MeTona jJeueHus [7],
xotst ipu PLA2R-mo3utuBHOI MeMOpaHO3HOU Hedpoma-
TUU, a TAaKXe MPU HAIMYMK TTPOTUBOITOKA3aHMI K OMOTICUM
mouku akcrepTsl KDIGO momyckailoT BO3MOXHOCTh MHH-
LMALMK Tepanuu 0e3 TMCTOJOrMYeCKOro MOATBEPXKAECHMS
nuardosa |[8].

[Mprunnsr HC BkimiowaoT B cebs1 mepBUYHBIE 3a00JIeBa-
HUs ToYyeK (uauomaTthyeckue (Gopmbl MeMOpaHO3HOM
Hedponatuu, ®CI'C, BMU, pexe memOpaHomponudepa-
TUBHOTO TJIOMepyJIoHedpHUTa, KOTOPHI B OOJBIINHCTBE
cllydyaeB sIBJISIETCS BTOPUYHBIM, M IgA-Hedponatus), nua-
OeTnueckylo HedpomaTUlo, CUCTEMHbIE ayTOMMMYHHBIC
3a0oeBaHus (cucreMHas kpacHas BoquaHka [CKB], pexe
KPUOIJI00yIMHEMUYECKUIA BaCKYJIUT, CMELIaHHOe 3aboiie-
BaHME coenuMHUTeNbHOM TKaHu, AHIIA-accouunpoBaHHbBIE
BaCKYJIUTBI, PEBMAaTOMIHBIN apTPUT U OYeHb PEIKO CHH-
npom Ilerpena u IgG4-accouunpoBaHHoe 3a0ojieBaHuUE),
amunonnos (AA- u AL-tuma, pexe ATTR), conuanblie omy-
XOJIM M TeMO00JIacTO3bl, MOHOKJIOHATBHYIO TaMMaraTuio,
JIeKapCTBeHHbIE cpeacTBa (D-nmeHumIaMuH, 301 30J10Ta,
JUTUI U 1p.), nHekuun (Bupychl rematuta B u C, Bupyc
MMMYHOAeDUIINTA YeToBeKa, MaJsIpUNAHBIN TUIa3MOAMIA,
MHQEKIMOHHBI 3HAOKAPAMT M 1p.), TeHEeTHUYeCKue
(opMbI, KOTOPBIE YACTO TIPOSIBISIIOTCS CTEPOUI0PE3UCTEHT-
HbeiM HC.

Mopdonoruueckune BapuaHTbl NopaXkeHHUs Novek,
conpoBoxpaalolerocsi He)poTHUECKUM CUHAPOMOM

Bruonoruss HC B 3HaYMTENbHON CTETIEHW 3aBUCUT OT BO3-
pacra manueHTa. ¥ aereit ocHoBHO# npuuuHoit HC cuu-
taioT BMMU, a y B3pociabix — MeMOpaHO3HYIO He(pOmaTHio
u OCI'C, a Takxe mopaxeHue MoYeK Mpyu caxapHoM auade-
T€, ayTOMMMYHHBIX U IPYTUX 3200JI€BaHUSIX.

I. Rychlik u coaBT. mpoaHaIM3UpOBaIKN Pe3yIbTaThl OMO0-
MCUii TOYKH, BbIMOJHeHHBIX B Yexuu B 1994-2000 rr. y
1574 nmauuentoB (190 nereit B Bo3pacte <15 ner u 1384
B3POCJIBIX) C MPOTENHYpUei HepoTruueckoro yposHs [9]. ¥V
JeTeil B ABYX TPETSAX Ciydyasx ObUIM AMAarHOCTHPOBAHBI

BMMU (50,5%) u ®CI'C (12,5%), B TO BpeMst KaK y B3pOC-
JIBIX aTHONOrMYecKre GakTopbl HC ObIIM HEOMHOPOIHBIMU
u BKiIouanu B cebsa IgA-nedponatuio (13,1%), memOpa-
HO3HyI0 Hedponatuio (12,7%), ®CI'C (10,3%), BMU
(9,4%), amunouno3 (6,2%), CKB (5,1%), caxapHblii 1uaber
(5,1%) w np.

ITo maHHBIM IIBEACKOTO PErMcTpa, OCHOBHBIMU MPUYM-
"Hamu HC y 735 B3pocibIx MalMeHTOB, 00CIeIOBAaHHBIX B
2014-2019 rr., 6biT MeMOpaHo3Hass Hedpomnatusa (19,0%),
BMU (18,5%) u nuaGetudyeckass Hebponartus (16,5%),
pexe Bctpevanich OCI'C (9,7%), mna3mMakiIeTOYHbIE TUC-
kpasuu (7,1%), MmemOpaHonpoauhepaTUBHBIN TJIOMEPYIIO-
Hedppur (5,4%), IgA-nedpponatusa (4,9%), CKB (4,5%) n
cucTeMHble BacKyauThl (1,8%). BeposSTHOCTh BBISIBICHUS
TeX WM WHBIX 3a00JIeBaHMIA 3aBHCeNla OT HAJIWYMS IPYTUX
MPU3HAKOB MopaxeHus noyek. Hampumep, BbipaxXeHHast
reMaTypust COPOBOXIAIACH YBETUUECHUEM JOJIU B CTPYKTY-
pe mpuunH HC crcTeMHBIX BaCKyJIUTOB, MeOpaHOIIpoaude-
paTuBHOro rioMmepyiaoHedpura u IgA-Hedponatuu (mo
9,5%, 14,2% u 13,4%, COOTBETCTBEHHO) M CHUXEHHEM
ponu auabetudeckoir Hedponatum u BMU (mo 5,9% u
9,1%) [10]. Tloxoxue maHHBIC OBLIM MOJYYEHBI B JTATCKOM
HCCIeAOBAaHNU, B KOTopoM Beayinumu mpuunHamu HC y
637 B3pOCIIBIX MALKEHTOB, 006cienoBaHHbIX B 2013-2018 rr.,
ot BMU (20%), memOpaHo3Hast Hedponatus (19%) u
npoiaudepaTuBHbIe (GOpMBI TiIoMepyaoHebputa (19%),
6onee penkumu — OCI'C (9%) n nuabetnyeckast Hedpora-
st (6%) [11].

B KpymHOM SITTOHCKOM PETUCTpe ObLIM U3YUeHBI pe3yiib-
TaThl Hedpobumoncuii y 8178 B3pocibix mamueHToB ¢ HC
[12]. Bo Bceit BBIOOPKE OCHOBHBIMU T'MCTOJOTMYECKUMU
JIUarHo3aMM ObLTM MeMOpaHo3Has HedpomnaTtus (23,8%),
BMMU (20,9%) u nuabetnueckas Hedpomnatus (10,7%),
OoJiee peaKMMU — BOJYaHOUHBI Hedput (6,5%), IgA-Hed-
pomatust (6,0%), ®CI'C (5,8%), amunonnos (3,7%), MmeM-
OpaHonpoaudepaTuBHblili  rmomepyaonedppur (2,1%) u
JpYTue BapuaHThl MOPaXEeHUs TOoYeK. Y TMallMeHTOB MOXHU-
JIOTO BO3pacTa (>65 J1eT) 1Mo cpaBHEHUIO ¢ Gosiee MOJIOIBIMU
MalMeHTaMud OBbLIO OTMEYEHO 3HAUYMTEIbHOE CHMKCHUE
nomu BMU (¢ 26,6% no 14,2%) u BomyaHOUHOTO Hedpurta
(¢ 10,5% no 1,8%) u yBeauueHHe AOIM MEeMOPAHO3HOI
Hedponaruu (¢ 16,2% no 32,5%) u amunounosa (¢ 2,2% no
5,5%), B TO BpeMsl KaK BKJIaJl IPYruX 3a00eBaHUIl B pa3BU-
tiie HC cyIiecTBeHHO He 3aBHUCEN OT BO3pacTa.

XoTs1 pe3yabTaThl HepOOUMOIICUIT MOTYT HE COBCEM
TOYHO OTpaxaTb CTPYKTYpY 3THOJOTHYECKUX (HaKTOpOB
HC, B KpymHBIX HAaMOHAIBHBIX UCCIEIOBAHUSIX, TIPOBO-
IUBIINXCS B pa3HBIX CTpaHaX, OCHOBHBIMM BapMaHTaMU
MopaxeHus Mmoyek y B3pocibix nauueHToB ¢ HC Obuin
MeMOpaHo3Has Hedpomatus 1 BMU, a takke ®CIC,
MeMOpaHoIpoau@epaTUBHBINA ToMepyaoHehputr u IgA-
Hedponartus.

MemoOpaHo3Has Hedponatus. AyToMMMYHHOE 3aboJjeBa-
HHE, XapaKTepu3ylolleecsl TMCTONAaTOIOTNIECKOM KapTHHOMN
B Buae Au(@dy3HOTO YTOJILEHUS TIOMEpYJIsipHOil Oa3ab-
HOI MeMOpaHBI B pe3yJibTaTe CyO3MUTEINATbHON Jerno3u-
LIM UMMYHHBIX KOMIUIEKCOB ¥ KOMIUIEMEHTA M OTJIOXKEHUS
MaTpuKca, MPOAYLIUPYEMOro MOpPaXeHHbBIMU MOJOLIUTAMU
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[13]. epBuuHass MemOpaHo3Hast HepOmaTHs, SIBJISIOIIAsI-
cs1 ocHoBHO# npuunHoit HC y mroneit crapiiero Bo3pacra
(nuk 3abojeBaeMoctu B Bo3pacTe 40-60 jeT), BCTpeyaercs B
HecKoJbKo pa3 vaiie (70-80% cinyvaeB) BropuuHoii Hedpo-
naTuM, KOTOpasi pa3BUBAeTCs MPU ayTOMMMYHHbBIX 3a00Je-
BaHusx (mpexne Bcero CKB), 3710kauecTBEHHBIX OITyXOJISIX,
MHGEKIMSAX W TOJA AeCTBUEM JIEKapCTBEHHBIX CPENCTB
[14]. Mpumepro y 80% TMManMeHTOB ¢ MEPBUIHOM MeMOpa-
HO3HO# HedpomaTtueil ooHapyxuBawoT IgG4-anTuTtena K
MOAOLUTAPHOMY TpaHCMEMOpPaHHOMY peLienTopy ¢Gochonn-
naszpl A2 M-tuna (PLA2R), BbICOKMiT TUTP KOTOPBIX acco-
uuupyetcss ¢ paszButueM HC, TOBBIIIEHHBIM PUCKOM
XPOHUYECKOI MOYEYHON HETOCTATOYHOCTH W YXYALICHUEM
OTBETAa Ha UMMYHOCyNpeccuBHy Tepanuio [15]. Kpome
toro, Hanuuue aHTuTen K PLA2R moarsepxmaer auarHos
MepBUYHOI MeMOpaHO3HOI HedpomaTUy U MO3BOJSIET ILIa-
HUPOBATh JieyeHHe 0€3 ero rucToNOrMYecKoi BepuuKaum
[8]. B HacTosmiee BpeMst m3BecTHO elre okoyio 20 aHTHTe-
HOB, KOTOPbIE MOTYT OBbITb MPUYMHON MMMYHHOTO OTBeTa
Kak TpHu MEepBUYHOM, TaK M BTOPUYHON MeMOpaHO3HOI
HedpomaTuu, B TOM YHCIIe JOMeH TpoMOoCcToHaMHA | THTIA,
conepxawuii 7A (THSD7A), sk30cT03uH 1/3K30CTO3UH 2
(EXT1/EXT2), HeBpaibHbIil MpoTeUH |, MOAOOHBII 3MuU-
nepmanbHoMy daktopy pocta (NELL-1), cemacdopun 3B
(SEMA3B), nporokanepun 7 (PCDH?7), nporokagepux
FAT1 (FATI), Monekyna aiare3uu HEpBHbIX KJIeTOK |
(NCAM-1), peuentop TpaHchopMUpYyIolero @akropa
pocta p (TGFBR3), BbicOKOTEMMEepaTypHbIii peKoMOU-
HauTHbIX Oenok Al (HTRAIL), kontaktun-1 (CNTN1),
HetpuH G1 (NTNG1) [16]. YcTaHOBNIEeHA TaKKe TeHETHUE-
cKasl TIPeIpacroNoXeHHOCTb K Pa3BUTHIO MEPBUYHON MEM-
OpaHo3HOll HedpomnaTuu, KoTopas B KpynmHom GWAS
WCCIIeIOBAaHNM acCOLMMpoBaiach ¢ Tpems amiensimu HLA,
B ToM uucie DRBI1*1501 (y monronounoB), DQA1*0501 (y
eBporieonsioB) 1 DRBI1*0301 (y npencraBurenieit 06enx pac)
[17]. Ocobennoctsio HC mpu mepBUYHONI MeMOpaHO3HOI
HedponaTuu SIBASETCS OYEHb BBICOKMI PUCK BEHO3HBIX
TPOMOOOIMOOTNYECKUX OCTOXHEeHUI (10 37%), KOTOphie
MpY 3TOM 3a00JIeBaHUU Pa3BUBAIOTCS Yallle, YeM MpU ApY-
rMX BapuaHTax riomepyiaoHedputa [18].

Hanuune HC, yrpoxaromiero Xu3Hu W/UI1 COMPOBOX-
JalomIerocst yxyaeHneM (QYHKIIMKM TTOYeK M BBICOKUM THUT-
pom aHTuten K PLA2R, npu mepBuyHO MeMOpaHO3HOI
He(ponaTuu ykasbiBaeT Ha BbICOKMI/OYeHb BBICOKUI PUCK
MPOTPECCUPYIONICH TTOYEYHON HETOCTATOYHOCTU U CITYXKUT
MoKa3aHWeM K HazHAueHWI0 MMMYHOCYIPECCUBHOI Tepa-
nuu (puTykcuMad uiu uukiaodochamu + rOKOKOPTUKO-
CTEepPOUIBbl T MHTUOUTOP KaJdblIMHEHpHUHA + pUTyKcHMao)
B IIOMOJIHEHUE K He(pPONPOTEKTUBHBIM cpeacTBam [8]. ¥V
YacTHU MAllMEHTOB MEPEUUCIEHHBIE CPEACTBA HE MO3BOJSIOT
JNOCTWYDL YCTOMYMBOTO OTBETa, B CBSI3M C YeM pa3pabaThi-
BalOTCs HOBbIE HAIpaBJIEHMS JeUeHUs] MeMOpaHO3HOM Hed-
ponatuu, B YAaCTHOCTHU, PACHIMPSIIOTCS BO3MOXHOCTHU
aHTH-B-KJ1eTOUHOI Tepanmuu ¢ IpUMEHEHNEM HOBBIX MOHO-
KJIOHAJIbHBIX aHTUTeNl — Oeanumymaba (antu-BLyS), oOuHy-
ty3dymaba (antu-CD20) u naparymymata (aHtu-CD38),
KOMIUIEMEHTOIOKUpPYIOLIEl  Tepamuu —  HWITaKoIaHa
(cenexTuBHOro MHruouropa axropa B cuctembl KoMiuie-
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MeHTa), HapcoIiuMmaba (MOHOKJIOHAJbHOTO aHTUTeJa K
MASP-2 — cepunoBoii nipotease, pacuieruisiomnieii C2 u C4
KOMITOHEHThI KOMILJIEMeHTa) 1 ap. [16].

Bonesns MUHMMANbHBIX M3MeHeHnid. OCHOBHAsI TIpPUYMHA
HC y nereii, onnako BMW Hepenko BcTpeuyaeTcss Uy
B3POCTIBIX, TpeXIe Bcero 6osee Mojomoro Bo3dpacrta. [Ipu
BMMU oTcyTcTBYIOT M3MEHEHMs KIIyOOUKOB IIPU CBETOOIITH -
YeCKOM MCCJICOBAHUU U OTJIOXEHUS! UMMYHOTJIOOYJTMHOB
M Gpakiuii KOMIDIEMEHTa B CTPYKTypax HedpoHa, a pu
3JIEKTPOHHON MUKPOCKOIUU OMPENeNSIOTCS pacriacTbiBa-
HME HOXeK (OTPOCTKOB) MOAOIMTOB M UX MMUKPOBOPCHMHYA-
tag TpaHchopmanug [19]. YV OonblmMHCTBA MAIlMEHTOB
BMMU sgBasercss mepBUYHOI, pexke oOHa oOycloBIeHa
M3BECTHBIMU MPUYMHAMM (ayTOMMMYHHBbIE 3a00JIeBaHUSI,
aTOMMSI, JIEKAPCTBEHHBIE CPENCTBa, WHMOEKIIMOHHbBIC areH-
Thl, 3710Ka4e€CTBEHHbIE OmyXoau u ap.). Kimnuuyecku BMU
nposiBisietTcs: ObicTpbIiM pa3BuTiieM HC, KOTOpblil 00OBbIYHO
XOPOILIO TOAIACTCS JIEYCHUIO TIOKOKOPTUKOCTEPOUIAMH,
ocobeHHO y aeTeii (crepounuyBcTBUTeNbHBI HC). Tem He
MeHee, Y 5—20% MaleHTOB OTMEYaeTCsl Pe3UCTEHTHOCTh K
[JTIOKOKOPTUKOCTepouaaM. B aToM ciydae Tpu MOBTOPHOM
HUCCeIOBAaHUM HCXOOHOTO HedppoOuonrTata WIM IIpuU
MOBTOPHOU OMOTICHM MOYKK 4yacTo obHapyxusaioT OCI'C.
TakuMm obpasom, HekoTopeie ciydan OCI'C MoryT ObITh
MPOMYIIeHbl Ha paHHUX cTaausx 3aboneBanus [20,21].

Baxnoe 3HayeHue B maroreHese bMW nmeroT Hapyuie-
HUsT UMMyHHUTeTa (Kak T-, Tak m B-KJIeToYHOr0) M reHeTn-
yeckue (akTopsl [22]. B monb3y ayTOMMMYHHOI TeOpUU
CBUJIETEIBbCTBYIOT pPe3yabTaThl HccaenoBaHusi Watts u
COAaBT., KOTOPbIE Yy TPETH JeTei M B3POCIBIX MAIUCHTOB C
BMMU obHapyxuny LHUPKYIUpYIOLIUMe aHTUTeIa K HepuHy
— CTPYKTYpHOMY KOMITOHEHTY liejeBoil auadparmsr [23].
CxomHble TaHHbIE ObLTM MOJYYeHBI M B HallleM UCCIIea0Ba-
Huu [24]. O6cyxaaeTcs Takxe pojib “(PakTOpoB MpOHUIIAE-
MOCTH”, OKa3bIBaWIIMX IOBpeXaarllee AeicTBUE Ha
MOMOIMTHI, B YACTHOCTH TUITOCUATMIMPOBAHHOTO aHTHO-
nosTuHnonobHoro 6enka 4 (ANGPTL4), runepakcnpeccust
kotoporo uHayuupyercsi ZHX dakropamu TpaHCKPUIIIMU
[25].

Jleuenue BMMU npennosaraer npuMeHeHUEe TTIOKOKOP-
TUKOCTEPOUIOB B BBICOKOW J03€, KOTOpbie MO3BOJSIOT
JNOCTUYb ITOJHOTO WM YacTHIHOTo oTBeTa B 80-90% ciyda-
eB [8]. [Ipu HeaPPEeKTUBHOCTHU TTFOKOKOPTUKOCTEPOUIOB, a
TaKXKe B CJyyae pa3BUTHUSI CTEPOUI03aBUCUMOCTU WU TPU
yacToM penunuBupoBannn BMMUW mcnonb3yor nukimodoc-
daMua, MHTMOUTOPHI KaJdbLUMHEHpUHA, PUTYKCUMAO WiIu
MuKodbeHomaTa MobeTuI.

DoKaJIbHbIN CErMEHTAPHBII TJIOMEPYJIOCKIEPo3. Xapak-
Tepusyercs (PoKaabHBIM (B OTHEIbHBIX KJIyOOUKax) M Cer-
MEHTapHbIM (B OTAEAbHBIX KaMWUISAPHBIX  TETISIX)
CKJIEPO30M TIPU CBETOBOI MUKPOCKOIIMU M pacIliacThiBa-
HHMEM HOXEK TOIOLIMTOB MPU JEKTPOHHOM MUKPOCKOIMUH.
ITpy uMMyHODIYOpPECLIEHTHOM MCCIIEIOBAHUM B TIOYKaX HE
OTIPENETISIOTCS OTJIOXKEHUST UMMYHOTJIO0YTMHOB M KOMILIe-
MeHTa. Dkcrneptel KDIGO npemaraioT BhIICISTh MEPBUY-
Hblii, BTOPUYHBIA M TEHETUYECKHU IETEPMUHUPOBAHHBII
®OCI'C [8]. MMarorene3 nepsuunoro GCI'C cunrTaoT cxol-
HBIM C TakoBbIM BMM, B yacTHOCTH 0OCyXmaeTcsl pojb
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LHUPKYIUPYIOMIUX (AaKTOPOB, BBI3BIBAIOLIMX MOBPEXAECHUE
MOJIOLMTOB, B TOM YHUCe KapAUOTPOhUHIOAOOHOTO LIUTO-
kuHoBoro (akropa 1 (CLCF-1), dakTopa, aKkTUBHPYIOILIETO
B-xnerku (BAFF), dhakTopoB KOMIUIEMeHTa, TeMOIIEKCHHA,
PAacTBOPUMOrO pelenTopa akTUBaTopa IMIa3MUHOTEHA ypo-
kuHa3el (SUPAR), antuten k Hedpuny, CD40 u rumpomnase
youkButuHa, Cmaf-ungynupyromero 0Oeiaka (c-mip),
ANGPTL4 [26-29]. B monp3y yJactusi Takux (hakTopoB B
naroreHese ®CI'C cBUIETEIBCTBYIOT OBICTPBINA €r0 peLy-
NIMB Y TPETH MallMeHTOB, MEPEHECIIUX TPaHCIUIAHTAIUIO
nouku, 3hdeKTUBHOCTb T1azMadepe3a B npoduiakTuKe
peuuauBa OCI'C mocie TpaHCIUIAHTAlLlMU, YBEJIWUYEHUE
MPOHUIIAEMOCTH MeMOpaH KIyOOUKOB KpPBbIC IS albOyMUHA
nocnie iepdy3uu um 1a3Mel mareHToB ¢ ®CI'C [26].

Ipuunnsl BropuuHoro ®CI'C BkiouaioT B ce6s1 BUPYCHI
(BUY, uuromeranoBupyc, Bupyc rematuta C v ap.) u
JIEKapCTBEHHbIE CPeACcTBa (MPOTUBOBUPYCHbIE MpenapaThbl
npssMoro aeiictBusg, mHrnoOuTopel mTOR, mHrHIOUTOPHI
KaJblIMHEWPUHA, HECTEPOMIHBIE MPOTUBOBOCHATUTEIbHbIC
npenapatsl [HIIBIT] u ap.), a Takxe ananTUBHYIO BHYTPU-
KJIyOOYKOBYIO TUIIEPTOHMIO, KOTOpas pa3BUBAETCS TpU
a0COMIOTHOM (HampuMep, IMpU TUIOIJIA3UU MOYKU, ped-
JIoKCc-HedponaTtuu, B Ucxoe Ipyrux 3abojeBaHuil Kiyoou-
KOB) MJW OTHOCHUTETHHOM (IIPU OXMPEHWM) CHIKCHUU
yyuciaa GyHKUMOHUPYIOIIUX He(PPOHOB, HO MOXET HabJII0-
NAThCSl ¥ TIPY HOPMAJIbHOM MX KOJIMUECTBE (Harpumep, Ipu
nurabeTnueckoil Hedpomatun). Kpome Toro, KaptuHa BTO-
puuHoro ®CI'C moxer (pOpMUPOBATLCS B UCXOAE MHOIMX
MMMYHOBOCHATUTENIbHBIX 3a00JI€BaHUi KITyOOUKOB, HAMPU-
Mep, CUCTEMHBIX BaCKYJUTOB C TIOpaXXeHUEM MOUYEK, BOJIYA-
HOYHOTO HedpuTa U Ap.

YV mnanumentoB ¢ nepBuuyHbiM DPCI'C HabmomaeTcs
onicTpoe pasButue HC, KOTOPHI HEPeIKO COMPOBOXKIACTCS
MUKpOreMaTypuei, apTepuaJbHON TMIEPTOHUEH U CHIUXE-
HUeM (PYHKIMU TOYeK, B TO BpeMsl KaK JUISI BTOPUYHOTO
OCI'C xapakTepHbI MOCTEIIEHHOE HapacTaHWe MPOTEHH-
ypuM IIpU OTCYTCTBUM Apyrux npusHakoB HC (3a uckioue-
HueM ®OCI'C, BBI3BAHHOTO JIeKApCTBAMU M BHUPYyCaMH) U
Tporpeccupylolee CHIXeHWe (GYHKIMU TMOYeK, a TaKxke
0YaroBoe pacruiacTbiBaHWE HOXEK MOJOLIMTOB MPH 3JIEK-
TpoHHOU MUKpockomnu (<80%).

IMpenapatamMu mepBOil JTMHUU B JIEYSHUU TIEPBUYHOTO
O®OCI'C ocraroTcst ITIOKOKOPTUKOCTEPOUIbI B BBICOKOM 103€,
xoTs1 3 PeKTuBHOCTh UX HUXe, yeM npu BMU [8]. [lpu
HaJIMYMM TTPOTHUBOIIOKA3aHUI K Ha3HAUCHUIO TJTFOKOKOPTH-
KocTepounoB U creporgopes3ucteHTHOM PCI'C npuMeHsoT
MHTUOUTOPHI KadbluMHelipuHa. [Ipu HeahdekTuBHOCTH
TpernapaToB TepBOM M BTOPOM JTMHUKM BO3MOXKHO Ha3Hayue-
HHUe MUKodeHosaTa ModeTuaa Wi pUTyKCMMaba, XOTsS UX
3G PeKTUBHOCTh YOeAUTEIbHO He mokasaHa [8]. B Takux
ciyyasix, OCOOCHHO y IallMeHTOB MOJIOIOrO BO3pacTa,
000CHOBAHO MOJIEKYJISIPHO-TEHETUUECKOE HCCle0BaHNe
IUIST  UCKJIIOYEHMS TEeHEeTUYECKU JeTepPMUHHUPOBAHHOTO
TopakeHMs ToYekK, HaIM4YKie KOTOPOTO TTO3BOJISIET N30eXaTh
HEO0OOCHOBAHHOW MMMYHOCYTIPECCHUU.

MewmopanonposudepaTushblii riomepyaonedpur. MITT'H
— 9TO TPYMIAa IJIOMEePYJIONaTHii, UMEIOIIUX CXOTHBIE TUCTO-
JIOTUYeCKMEe W3MEHEHMS Ha CBETOONTHYECKOM YPOBHE

(TrMMepKIeTOYHOCTh, SHIAOKAMUJUIsApHas mpoaudepanus,
VTOJIIIEHNE,/yABOEHNE KOHTYpa TJIIOMEPYJISIPHOIl 0a3anbHOI
MeMOpaHbl), HO Pa3IUYHBIX TI0 3TUOJOTHM, TATOTeHE3y U
uMmmyHomopdosoruu [30]. B 3aBUCMMOCTH OT pe3yJibTaTOB
MMMYHO(DTI00PECIIEHTHOTO MccenoBaHusl HedpodbuonTaTa
BBIIEJISAIOT HecKonbko BapuantoB MIITH [31]. Yamie Bcero
BcTpeyaeTcs Ig-nmo3utuBHbIi BapuaHT (Ig+C31), obycnos-
JIEHHBIM OTJIOXEHUEM WMMYHHBIX KOMILIEKCOB (ayTo-
UMMYHHBIE 3a0oyeBanus, mpexne Bcero CKB, Bupych
rernatuta B 1 C, MHMEKUMOHHBIN HIOKAPAUT U ApP.) WIU
MOHOKJIOHAJIbHBIX UMMYHOTJIOOYJIMHOB (MOHOKJIOHATbHAS
raMMariaTis peHaJIbHOTO 3HaueHus ). Pexe muMarHoCTUpYIOT
Ig-HeraTuBHBIN  KOMIJIEMEHTOMOCPEAOBAHHbBIN BapuUaHT
(Ig-C3+ mmm  1g-C4+), t.H. C3 wiu C4 rmomepysonaTuu.
C3-rnoMepysonaTtusi  00ycIOBIIeHa TUCPETYJISIIIE albTep-
HAaTMBHOTO MYyTH aKTHMBAallUM KOMILJIEMEHTa BCJIEACTBUE
MyTallUM T€HOB Pa3UYHBIX (DAKTOPOB CUCTEMbI KOMILIC-
MeHTa 60 00pa3oBaHUEM ayTOAHTHUTEN K PEryJIsITOPHBIM
nporenHaM (dakrtopsl H, B u np). C4 rmomepynonatus
CBsI3aHa ¢ M30BITOYHOM aKTMBHOCTBIO JIEKTMHOBOTO IMyTH
AKTUBALIMM KOMIUIEMEHTa BCJIEACTBUE T'€HETUYECKUX MYyTa-
UM Wiy puodpereHHbIX aHTuTea K C4. Bapuant MIITH
0e3 OTJIOXEHMIT UMMYHHBIX KOMIUIEKCOB/MMMYHOIJIO0Y/ -
HOB 1 ¢pakuuii KommiemeHnta (Ig-C3-) accounmpoBaH ¢
pa3IMYHBIMY BapraHTaMU XPOHMYECKON TPOMOOTUYECKOM
Mukpoanruonatuu (TMA) (aTUNMUYHBINA TeMOJUTUKO-Ype-
MUYECKUI CUHIPOM, aHTU(HOCHOTUTTUIHBIN CUHIPOM, 3710~
KayecTBeHHasl apTepuaibHasi TMIIEPTOHMSI, JeKapCTBEHHAs
TMA u np.) [8].

MIIT'H vame Bcero sIBisIeTCS BTOPUYHBIM, ITOITOMY
BCEM TallMeHTaM IMOoKa3aHO 00CenoBaHME IS YTOUHEHUS
npuurHbI opaxeHus noyek. MITT'H o6brdHO mposiBisieTcst
HC, koTophbIii yacTo coueTaeTcsl ¢ reMaTypuei, apTepuaib-
HOH TrumepToHUME M HapylleHueM (QYHKIIMM [OYeK
(ocTphlii HePUTUYECKUIT CUHAPOM, B TOM 4HUCIE OBICTPO-
MTPOTPECCUPYIONINIA).

Ilo maHHBIM poccuiickoro ucciaenoBanus, goass MIITH,
npeumyiectseHHO Ig+C3+, B cTpyKType MOpQoJorniecku
MOATBEPXKAECHHBIX TJIoMepynonatuit coctasuna 9,3% [32].
Otronorus 3abojeBaHUs OblIa ycTaHoBIeHA B 70% ciyda-
eB. OcHoBHbIMU MpuurHaMu MIITH 6butn ayTouMMyHHbIE
3aboneBanus, B ToM uucie CKB u IgA-accounmpoBaHHbIE
riaoMepyJonarust/Backyaut (34%), nHGEKINOHHbIE areH-
ThI, TIipexae Bcero Bupyc rematuta C (16%), 1 MOHOKJIO-
HajbHble Tammanatuu (9%).

[Ipu neyenun MIITH u3BecTHOI 3THOJOrMU HEOOXOMM-
MO B TEpBYIO Oouepelb BO3IEHCTBOBATh HA MPUYMHY IOpa-
XeHus Tmodvek. OmpeneieHue TaKTUKU JIEYSHUS TPU
uauonatuyeckoM Bapuante Ig+ MIIIH orpaHnuyeHo oTcyT-
CTBMEM KPYITHBIX PaHIOMM3UPOBAHHBIX MCCIIEIOBAHUIN WU
JIPYTOil ToKa3aTelbHOI 0a3bl, IeMOHCTpUpYIolIel 3¢ deK-
TUBHOCTb TOTO WJIM MHOTO Toaxonaa. Bwibop JeyeHus mpu
uaronaTudeckom Ig-mosutusHoMm Bapuante MIITH ocHo-
BaH Ha OCOOEHHOCTSX KIMHUYECKUX TMPOSIBICHUI (BbIpa-
KEHHOCTb  AMCGHYHKIMM  mouyek, Haammuue  HC,
TJIOMEpYJISIpHO# reMatypuu, Mopdosoruuyeckue rmapamer-
poi) [8,30]. IIpu HC u HOpManbHOU MM HE3HAYUTEIHHO
CHMXXEHHOM (DYHKIMU MOYEeK MOTYT ObITh MCIOJb30BAHBI
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[JIIOKOKOPTUKOCTEPOUIDBI, LIMTOCTATUKU MM MWHTMOUTOPbI
KalblMHEepUHA, a Takke HeppONpPOTEKTUBHBIE Mperapa-
Tel. Ecoim HC couetaercs ¢ mporpeccupyrommm yxyaimeH-
eM (YHKIIMU MTOYeK U aKTUBHBIM HE(PPUTUUECKUM OCATKOM
MOYM, MPUMEHSIOT HUKIohochaMua WM MUKodeHosata
MOMETHIT B COYECTAHUU ¢ HU3KUMU J03aMH TITIOKOKOPTHKO-
CTEPOUIOB, a MpU UX HEAPGHEKTUBHOCTH — PUTYKCUMAO.

[Momxomer K sedeHnto C3-rioMepyonaTuu 6asupyroTes
Ha cepusaX KIMHUYECKUX HaOJNIOJeHWII W MHEHUU
skcneproB. [lauueHtam ¢ C3-raomepyionaTueit, compo-
Boxaatouleiics HC u/unu yxyniieHueM (QyHKIMU TOYEK,
Ha3HayvaloT MUKO(peHoIaTa MOMDETUT B COYCTAHUN C HU3KH-
MU [03aMHU TIIIOKOKOPTUKOCTEPOUIOB Ha 6-12 mec. Ipu
OTCYTCTBUU 3(PheKTa IPUMEHSIOT IKYJIM3ymMad B TeueHue 3
MeC, B KauecTBe METOAa TPeTheil JIMHUM — IIa3MOOOMEH
Kaxnple 2 Helleau B TeueHue 2-3 Mec.

IgA-nedponatus. MezanruonponndeparuBHblil raome-
pyJIoHEePUT, XapaKTepUIYIOIIUICS OTIoXeHnueM IgA m,
Hepenko, C3-KOMIIOHEHTa KOMIUIEMEHTAa B ME3aHTHUHU.
Camoe pacnpocTpaHeHHOe 3a00JieBaHUe MOYEK, KOTOPOe
OOBIYHO TIPOSIBISIETCS MUKPO- WJIM MakKporemarypuei u
HeOOJIBbILON MPOTENHYPUEN 1 XapaKTepU3yeTcsl MeIJIEHHBIM
nporpeccupoBanneM. HC oTHOCAT K HEYaCTHIM TPOSIBIIe-
HusiM IgA-Hedpomatuu, XoTss B KPYITHOM aMepUKaHCKOM
uccinenoBaHuu (n=4375) nporenHypusi HepOTUUECKOTO
ypOBHS OblTa BhIssBIeHa y 45% manuenTtoB [33]. B kuraii-
ckoM uccnepoBanun HC nabmonancs y 15% u3 1165 ¢ IgA-
Hedponarueii [34], a B poccuiickoii monyasauun — y 9% us
600 maunumentoB [35]. Tlo maHHBIM peructpoB, IgA-Hedpo-
MaTUIO JOCTATOYHO YacTO BBISBISIM CPEeIW MallUEHTOB C
HC (B 5-13% ciy4aeB), 4To, BepOSTHO, OTpaxaeT Gojee
BBICOKYIO €€ PaclpoCTPaHEHHOCTh MO CPABHEHMUIO C TaKo-
BOI IpYrux 3a00JieBaHMIA, COMTPOBOXKIAIONIMXCS PAa3BUTHEM
HC. [dns neuyenus IgA-uedpponaruu ¢ HC npumeHsior
TIIIOKOKOPTUKOCTEPOUIHI [8].

MpuuKHbI BTOPUUHOrO He(hPOTUHECKOrO CHHAPOMA

IlepeuncieHHble BbIlIE BapUaHThl MOPAXEHUS IOYEK,
conposoxaatoiuerocs HC, npexne Bcero MIITH u ®CI'C,
pexe MeMOpaHo3Hasl Hedpomnatusg 1 BMU, Moryt ObITh He
TOJIbKO TIEPBUYHBIMU (MAMONATUYECKUMU), HO U BTOPHUY-
HBIMM, T.€. OOYCJIOBJIEHHBIMM OIPEAEICHHBIMA 3TUOJOTH-
YecKMMU (pakTopaMu, KOTOPbIE OOCYKIAIOTCS HIKE HapsILy
¢ IrabeTnyecKoil HepporaTueil 1 aMUJIOMI030M ITOYEK.
JuaGetnueckas Hedpomatus. PazsuBaercs y 30-40%
MalMEHTOB C caXapHbIM auadeToM 1 M 2 TUIA U OCTaeTCs
OITHOM M3 BeAyUIMX MPUUMH XPOHUUECKON MOYECUHON HEmo-
CTaTOYHOCTHU, TPeOyIolleil 3aMeCTUTENIbHON TOYeuHOM
tepanuu [36]. TlopaxkeHue KIyOOUKOB IMOYEK MPU caxap-
HOM JuabeTe XapaKTepu3yeTcsl YTOJIICHUEM TJIOMEpYIIsip-
HOM 0a3albHON MeMOpaHBl, paclIMpeHUeM Me3aHTHs,
MOBPEXICHUEM U CIYLIMBAHKWEM TMOTOLUTOB U TJIOMEPYJIO-
CKJIEPO30M, KOTOPbIE OOBIYHO COUYETAIOTCS C TyOYJOMHTEp-
CTUIMANBHBIM BocmajeHueM u ¢Gubpo3oMm. Baxkmoe
3HAUeHHUE B MaTOTeHe3e NuadeTHyeckKoi HeppomaTuu Mpu-
AT TOAOLUMTONATUM C (OPMUPOBAHUEM BTOPHUYHOIO
O®OCI'C, pasBuBaloLIerocsl Mmoj AEMCTBUEM KJIYOOUYKOBOIA
runepuabTpali, XapaKTepHOM AJ1s1 3TOro 3a00jeBaHus, a
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TaKXe JAPYTMX acCOLMUPOBAHHBIX C CaXapHbIM JMabETOM
(hakTOpOB (aKTHBALIMS PEHUH-aHTMOTEH3WH-aIbI0CTEPOHO-
BOM CHCTEMbI, KOHEUHBIE TMPOIYKTHl TJUKUPOBAHMSI,
TUTIEPAUTUAEMHUsI, WHCYJIMHOPE3UCTEHTHOCTL U JIP.)
[37,38]. TlopaxeHue Mmovek Mpu caxapHOM auabeTe IMpo-
SIBIIIETCS abOYMUHYpHeE ¢ ToCeayoleil HapacTaroliei
nporeuHypueii, dopmupoBanueM HC u mocrerneHHbIM
yXyaueHueM (QyHKIUU MOoYeK, XOTs BO3MOXKEH “HOPMOaslb-
OyMMHYpMYECKHMII” BapuWaHT TeUYeHUS OUaOeTHIeCKOil
0o0JIe3HM TIOYeK (Yalle IIpU caxapHoOM auabere 2 TUIA), IIPU
KOTOPOM Ha0JIIOIaeTCsl MOCTENEHHOE CHUKEHUE CKOPOCTH
KJIyOOUKOBOM (UIBTPAIIMU TPU OTCYTCTBUM 3HAUYMMOU
aIbOYMUHYpUM (MOP(OJIOrMYeCKU XapaKTepu3yeTcs mpe-
MMYIIECTBEHHO COCYIMCTBIM M TYOYJIOMHTEPCTUIIMATBHBIM
TIOBPEXICHUEM).

IIpoTennypust HePOTUUECKOIO YPOBHSI OOBIYHO Pa3BU-
BaeTcs NP JIJUTEJIbHOM TEYEHUM caxapHOTO auabeTra u
MOXET He COTPOBOXAATHCS TUMOATBOYMUHEMUEH (MTOI00-
HbIl (peHOMEH BBISIBJISIIOT IpU HedpomaTUX, acCOLMUPO-
BaHHOW C oxupeHueMm). Hampumep, B uccienqoBaHUU
IDNT, B KoTOpoe BKJIIOYAIN MMALIMEHTOB C CaxapHbLIM [I1a-
OeToM 2 THMa, apTepUalIbHOM TUIIEPTOHMEH U MPOTEUHYPU -
et >0,9 r/cyT, 3Kckpelust Oejka ¢ MOYOii TpeBbilIana 3,5
r/cyt (B cpenHem 5,8 1/cyT) y 44% w3 1467 manueHTOB,
onHako apyrue mpusHaku HC ompenensiiuch TOJNBKO Y
KaXJI0T0 TSITOTO MallMeHTa ¢ BHICOKOM TpoTenHypueit [39].

[MpoTennypust 1 HePPOTUUECKUI CUHIPOM Y TIAIIMEHTOB
C caxapHbIM 1Ma0eTOM MOTIYT ObITh 00YCIOBIEHBI HE TOJIbKO
nuabeTuyeckoi HedpomnaTueir, HO U APYruMu 3abosieBa-
HUSIMU ToueK. [lo MaHHBIM MeTa-aHaju3a pe3yJbTaToOB
Hedpobuorncuii B 48 McciienoBaHUsIX, YacTOTa HeauabeTh-
YyecKMX Hedponatuii y 4876 malnueHToB ¢ caxapHbIM auabe-
ToM cocTtaBuia B cpenHeM 37% (ot 3% mo 83%), a ux
couetaHus ¢ auabetnyeckoit Hedpomatreir — 20% (ot 4%
1o 46%) [40]. OcHOBHBIMU HeIuabeTUIECKUMU 3a00iIeBa-
HUSIMM TI04YeK Obutn IgA-HedponaTus, MemOpaHo3Hast Hed-
ponatuss u OCIC. IlpuBeaeHHbIE MOKa3aTeNd SIBHO
3aBbILIEHbI, TAK KaK OMOMCHUIO TIOUKM MallMeHTaM ¢ caxap-
HBIM TMA0ETOM OOBIYHO TIPOBOMAAT TOJBKO B TeX CIydasx,
Korga JMarHo3 auabeTuyeckoil HeppoIaTHUU BHI3bIBAET
comHeHus. [lonaraioor, 4yTo MCTUHHAS YacTOTa HeauabeTH-
YeCKOTO MOpakeHMs MOYeK MPU caxapHOM auMabeTe 2 ThIa
cocrapisiet 0kojio 10% u elie HIKe TIPU caXxapHOM auabeTe
1 tumna [41]. JIns uckimoueHus HeauabeTuueckux Hedporma-
TUI TIpY caXxapHOM nuabeTe HeoOXomuMa OMOTICHS TIOYKH,
KoTopasi 000CHOBaHA B CIIEAYIOLIMX ciyvasx: pazsutue HC
MpU JAJTUTEIBHOCTU caxapHOro nuabera 1 Tuma MeHee 5 JieT,
(ceromHs TOT MYHKT CYMTAIOT MaJOMHMOPMATUBHBIM),
ObICTpOE HapacTaHUe aJIbOYMUHYPUU/TPOTCUHYPUU WIIU
BHe3anHoe pasButue HC, ObicTpoe yxyauieHue (GyHKIMU
MOYeK, reMaTypus, aKTUBHBI MOUYEBOIM OCAIOK, KIMHUYE-
ckue wiu naboparopHeie (Harpumep, AHLIA, anTuHyKI1€e-
apHbIil  (akTop, HM3KUH ypOBEHb KOMILIEMEHTA,
KPHUOTJIOOYINHBI) MPU3HAKU CUCTEMHBIX 3a00jeBaHuii [41].

Baxnoe 3HaueHue B jeyeHuu JAH mmeror kommeHcanuys
U TIoJIepKaHuUe 11eJIeBBIX ToKazaTeseil yrJeBOAHOro ooMe-
Ha, aHTUTUIIEPTEH3MBHAS M aHTUIIPOTEMHYpUUEeCKas Tepa-
MU, a TaKXKe KOPPEeKIIMs APYrMX OOMEHHbIX HapyIIeHHUI.
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TABJIULIA 1. JlekapcTBeHHble Npenapartbl, Bbi3biBalow1e passutue HC

BapuaHT nopaxeHust [Ipenapatel

Bosne3sHb MUHMMATBHBIX
U3MEHEeHU I

HIIBII, cenexktuBHble MHIMOUTOPHI LIOT-2, aHTHOMOTUKM (prudaMIUIIMH, aMIULIWUTMH/TeHULWUIMH, Ledatocnopu-
HBI), raMMa UHTepGhEPOH, MpenapaThl 30J10Ta, JIUTUH, D-NeHnIWuIaMuH, 30Huasua, oucdocdoHaThl B BBICOKUX

no3ax (mamMuIpoHaT, 30JIEHAPOHAT), cyibdacanasuH, MPOTUBOCYIOPOXHbBIE MpenapaTbl (TPUMETAAUOH, MapaMeTanuoH),

STaHepLENT, THONPOHUH
OCIC

TIpoTrBOBUpPYCHBIE TIpenapaThl MPSIMOro AeicTBUsl, THIMOMTOpbl MTOR, MHIMOUTOPBI KANbLIMHEHPUHA, AHTPALIMKIIY -

HBI, TePOVH, JIUTHIA, HTepDEPOH, BaKIIMHBI, aHaboaudeckue crepounbi, HITBIT

Memb6paHo3Hast

Hedbponarust KJIOTIMIOTPEJT, JTUTHIA

IIpenapatel 30710Ta, D-neHUIIMILIAaMUH, KanTonpwui, npodeuuiua, tpumetaanor, HITBII, nuruoutopsr LIOI-2,

AHIIA-accoummpoBaHHbIIl AHTUTUPEOUAHbIE MTPpenaparsl (MPOMMWITHOYPALIMI, METUMA3071), aHTUOMOTUKY (LehOTaKCUM, MUHOLUMKINH, pudam-

Backynut (HC BcTpevaer-
csl PeKo)
BonyaHouyHONIOTOOHBII
CUHIPOM

MULMH), THTMOUTOPBI (haKTopa HEKPO3a OIyXOJIU, MCUXOTPOITHbIE Mpenaparthl (KJI03aliH, THOPUIA31H), THIPaTa3uH,
ajutonypuHoi, D-neHnuuIaMuH, cyabdacanasut, JIeBaMU30J1, MHIMOUTOPbI MMMYHHBIX KOHTPOJIBHBIX TOUEK
TunpanasuH, NPOKanHaMKIL, MHIMOUTOPBI (haKTopa HEKpO3a OIMyXOJIM, MUHOLMKIMH, U30HUA3UI, pudaMiuH, GeHu-
TOMH, D-NeHUUWIIAMUH, XUHUIMH, METUII0MA

YcraHoBieHa BbIcOKast 3¢ (PEeKTUBHOCTh MHTUOMTOPOB HaT-
PUI-TTIOKO3HOTO KOTpaHCIOpTepa-2 B TOPMOXKEHUHU TPO-
rpeccupoBanus XbI1 npu caxapHoMm nmuabete 2 Thma.

AyTonvMMyHHbIe 3a0oseBanng. Cpeny MMMYHOBOCTIAIH-
TeJIbHBIX peBMaThueckux 3adosneBanuii HC uaiie BcTpeva-
erca npu CKB, pexe — npu AHLIA-accounrpoBaHHbBIX
BAaCKYJINTaX, KpUOIIOOyInHeMrIeckoM Backyiaute, 1gG4-
acCOLIMMPOBAaHHOM 3a00JIeBaHUU CO BTOPUYHOU MeMOpa-
HO3HOI Hedpomnarueii [42-44]. B penkux cnydasx MIITH,
conpoBoxpnatomuiics HC, HabmomaeTcss mpu CUHIpPOME
Illerpena, IgA-BackyiuTe U peBMaTOMIHOM apTpuTe (B
rnmocjenHeM ciydae Oojiee yactoir mpuunHoit HC ciyxur
AA-ammnounnos). Ilpuumnoir paszsutus HC mpu CKB
sapysttorcs: npoandepatuBHbie (111 u IV knacca) u memopa-
HO3HbII (V Kilacca) BapMaHThl BoyaHoOYHOro Hedputa. [To
JAHHBIM aHanu3a 26 ucciegoBaHuii, nonst auddoysHoro
nponudepatuBHoro Hedpura (IV kiacca) B CTpyKType
MOpPGOJOTUYECKH TTOATBEPKIEHHOTO BOJTYAHOYHOTO Hed-
puta BapbupoBaiach oT 35 10 60%, B TO BpeMsl KaK 04aro-
Bolii mponudepatuBHbii  Hedbputr (LIl  kxmacca) u
MeMOpaHO3HBI Hedput (V Kiacca) BCTpevyalndch Cylle-
ctBeHHO pexe — 10-25% u 5-30%, cooTBeTcTBeHHO [45].
Eie pexxe BBISIBISUIM CMEIIaHHbIE BApUAHThHI BOTYAHOYHOTO
Hedputa — IV/V u 111/V xacca (1-15% wu 1-11%, cootBet-
CTBEHHO), KOTOPBIE TaKX€ MOTYT MPUBECTU K Pa3BUTHUIO
HC. Peakoii npuunnoit HC npu CKB sBnsieTcst BouaHOU-
Hast mopouutonatusi (BMU niu ®CI'C), koTopylo crenyet
MPeAToarath MpM HAIMYMU TIPOTSUHYPUM He(POTUYECKO-
ro ypoBHs mpu BoiyaHouHoM Hedpute | mnm Il ximacca
[46]. BeiGOp TaKTUKM JieYeHUS] BOJYAHOUYHOro HedpuTa B
3HAYMTEbHON CTETIeHM AMKTYETCSl Pe3yJIbTaTaMU TMCTOJO-
TMYECKOTO MCCeI0BaHUS, MO3TOMY MPU OTCYTCTBUM TPO-
TUBOMNOKa3aHuii BceM mauureHTamM ¢ CKB u momospeHuem
Ha MopaxeHue ToYeK 11e71eco00pa3Ho MPOBOAUTH OUOTICUIO
nouku [47].

HC npu nMMyHOBOCTIAUTEIbHBIX PEBMATUYECKUX 3200-
JICBaHUSX OOBIYHO COIPOBOXKIAETCSI OCTPOHEMPUTUIECKUM
CUHIPOMOM, B TOM 4YHCJIE OBICTPOMPOrPeCCUPYIOLIUM
(TIpexxie BCero mpu MUKPOCKOMUYECKOM TMOJIMAHTUUTE U
npyrux AHIIA-acconnnpoBaHHBIX BaCKYINTAX), U APYTUMU
MPOSIBJICHUSIMU CHCTEMHOIO 3a00JieBaHMsl (JIMXOpajaka, apT-
PUT, KOXHbIE BBICHITIAHUS, TIOPaKEHUE JIETKUX U HEPBHOM
CUCTEMBI M JIp.), XOTSI MHOTIA TJIOMepYJIOHe(MPUT OKa3bIBa-
€TCsl eMMHCTBEHHBIM KJIMHUYECKUM MposiBIeHneM. BaxkHoe

10

3HaYeHMe B MUATHOCTUKE ayTOMMMYHHBIX 3a00JIeBaHUIA,
COIMPOBOXIAIOLIMXCS MOPAKEHUEM MOYEK, UMEIOT Pe3yJib-
TaThl J1a0OPATOPHBIX WCCIEIOBAaHUI (aHTUHYKJIEAPHBII
(axrop, anturena x asycnupanbHoi JIHK, Smith-anture-
Hy, ¢ocdoaunuaaM ¥ KoMIoHeHTy KomruiemeHnra Clq,
conepxanre C3 u C4 KOMIIOHEHTOB KOMILUIEMEHTa, KPHO-
[JI00YJIMHBI, aHTUTENA K MUEJIOTIePOKCHIa3e U MpOTenHa3e-
3 M #Op.), a TakxkKe AaHHbIe OMOICUM TIOUEeK (Haluuyue
BoigaHouHoro Hedpura III-1V xnmacca wim onmuromMmyH-
HOTO TJoMepynoHedpuTa (HaKTMUECKH TOCTaTOYHO ISt
ycraHosienus nuarHoza CKB u AHIIA-accouunpoBaHHO-
TO BacKyJITa, COOTBETCTBEHHO) [48,49].

JlekapcTBennbie cpeacTBa. MHorue JieKapcTBEHHbIE
cpencTBa 001a1alT HePOTOKCUYHOCTBIO U MOTYT BbI3BAaTh
pa3MYHble BapMAHThI MOPAXXEHUS MOYEK, MpexXae BCETro
0CTpOe TIOYEeYHOE IMOBPEXAECHUE, OCOOEHHO MPU HATUIMH
JOTIOTHUTEbHBIX (aKTOPOB pucka (MOXUIONH BO3pAcCT,
XpoHUYecKasi 0O0JIe3Hb IMOYeK, JAPYrue COMYTCTBYIOIIME
3a0oneBanus) [50]. HC oTHocuTCSI K HEYacTbIM IIPOSIBIIE-
HUSM JIEKapCTBEHHOI He(PpPOTOKCUYHOCTU, TEM He MeHee,
pa3BUTHE €r0 BO3MOXHO B pe3yJbTaTe MPSIMOTO MOBPEX-
JAIOIIero JeHCTBUS MpenapaToB Ha TOMOLMTHI WM UMMY-
HoomocpenoBaHHbIX — peakumit  [51].  Kpome Toro,
MopaxeHue Moyek MOXeT HabJIoaThCsl B paMKax BoJva-
HouHomnomoOHoro cuHapoma uian AHIIA-accounmpoBaH-
HOTO BAacKyjJMTa, WHAYLMPOBAHHBIX JIEKApPCTBEHHBIMU
cpencrtBamMu. HexkoTopbie JieKapCTBEHHBIE IperapaThl,
KOTOpBIe MOIYT ObITh puunHoit HC, mepeunciaeHsl B TaoII.
11[8,51-53].

Nudexmun. DrtuosornuyeckuMu (pakropamu riomMe-
pyJloHedhpUTa, CBI3aHHOTO ¢ MH(PEKUMSIMU, MOTYT OBITh
OakTepuu (MOCTUH(MEKLIMOHHBIN TIOMEpYIOHeDPUT, pa3Bu-
BAIOIMIACS TTOC/Ie CTPENTOKOKKOBOW WJIM CTa(pUIOKOKKO-
BOl MHGMEKIUM, IYHT-HEPPUT, IIoMepyloHedDpUT mpu
UHGEKIIMOHHOM 3HI0KapauTe, IgA-TOMUHAHTHBIN TiIoMe-
pyJIOHe(PUT, CBSI3aHHBIN CO CTAUIOKOKKOBBIMU U JPYTH-
mu uHbexkuusamu), Bupycel (HCV, HBV, Bupyc
UMMYyHozxeduuTa 4venoBeka, napBoBupyc B19, SARS-
CoV-2 u np.) u npocreiiiume (1McrTocoma, GUIsipyu, mia3-
moauii Mangpuu) [8], a Mexanuamamu paszsutus HC —
OTJIOKeHME MMMYHHBIX KOMIUIEKCOB B KJIyOOUKax WM
IIUTOTOKCUYECKOE IeICTBME BUPYCOB Ha IMOAOLUTH [54].
TlocTuH(MEKIMOHHBIN TTIOMepPYIOHEe(hPUT, STUOJOTUIECKH-
MU (haKTopaMu KOTOPOTO MOTYT ObITb HE TOJbKO CTPENTO-
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KOKKHU, HO U CTa(UIOKOKKM U IpaMOTpUIIaTe/IbHble OaKTe-
pUU, OOBIYHO TPOSIBISIETCS OCTPHIM HE(PUTUYECKUM CHH-
IpOMOM, B TO BpeMsS KakK Jpyrue BapUaHTHI
JioMepyioHedpuTa, CBSI3aHHOIO C OaKTepuaJbHBIMU
WHOEKIUSIMMA, BCTPEUYAIOTCSI PEeIKo, KaK W MHQEKIuu,
BBI3BAHHBIC TIPOCTEUIITMMU MUKPOOPraHu3Mamu. B cBs3u ¢
oTuM y manueHtoB ¢ HC yailie Bcero He0OX0AMMO HCKITIO-
4yaTh pojib BUpycos, mnpexiae Bcero HCV, HBV u BUY, B
Pa3BUTUU TTOPAKEHUS TTIOYEK.

IIpu HCV-undexuun riaoMmepyioHedpUT OOBIYHO
HabJI01aeTCsl B paMKaxX CUCTEMHOTO BacKyjuTa, 00ycIoB-
JIEHHOTO CMeIIaHHOI Kpuormooyauuemuei 11 Tuma (xpuo-
[JIOOYJIMHBI, COCTOSIIME W3 MOJuKIoHaabHoro IgG u
MOHOKJIOHaJIbHOro IgM ¢ aKTMBHOCTBIO PEBMAaTOMIHOTO
dakTopa) [55]. OCHOBHBIM BapHaHTOM IOPAKEHMS TOUYEK
npu HCV-undexuuu asnsercs MIITH, oGycnoBieHHBbIi
OTJIOKEHMEM MMMYHHBIX KOMIUIEKCOB, COACPXAIIUX MOHO-
kinoHanbHeIe IgM, pexe BcTpeuaercss MeMOpaHO3HAas
Hedponarus. Onucansl Takxke ciaydan HCV-accouuupo-
BaHHOTO TJIOMepyJIoHe(hpuTa 63 KprormooyauHeMun [56].
ITomMuMoO TTOpakeHMsT TTOYEK, MPOSIBJICHUST KPUOTIOO0YINHE-
MUYECKOTO BAaCKYJIMTA BKJIIOYAIOT B Ce0sl KOXHYIO MypIypy,
apTPUT U/WJIKM TOpaXeHWe HEPBHOW cucTeMbl. B KpoBu
oonapyxuparor HCV, KpuormoOyanHbl, CHIDKEHHE COOEpP-
kaHust C4-KOMITOHEHTa KOMIUIEMEHTa U BBICOKUI peBMa-
TouaHbI  ¢dakTtop  [55]. Bcem  mammeHTamM  C
HCV-accouunpoBaHHBIM TJIOMEPYIOHE(PUTOM ITOKA3aHO
JiedeHWe MPOTUBOBUPYCHBIMM TIperapaTtaMy MpsIMOTO Jeii-
ctBUs, xoTs npu Hamumuuu HC, ocoGeHHO B coyeTaHUM CO
CHIKEHHMEM (DYHKIIMM TIOYEK, MX TPUXOIMTCS COYETaTh C
MMMYHOCYIIPECCUBHBIMM CPEACTBaMU (PUTYKCUMab * Tilo-
KOKOPTUKOCTEPOUbI) [56].

OCHOBHBIM MOP(OJOTUYECKUM BapUaHTOM TMOPaKEHUS
nouek npu HBV-uHbekuu asisiercs meMopaHo3Hast Hed-
poraTusi, KoTopasi B 4aCTU CJIy4yaeB COIMPOBOXAAETCS IUp-
kymsguueir antutea K PLA2R. K Gonee penkum mpuamHam
HC y nauuenrtoB, mHbuiupoBanubix HBV, oTHocsTCS
IgA-nedpomatust, MIITH, ®CI'C u BMU [8]. TTopaxenue
movyek MOXeT Habmromatbes Takke B pamkax HBV-acco-
LIMMPOBAHHOTO KPUOIIOOYJIMHEMUYECKOTO BACKYJIUTA WU
Y3€JIKOBOTO IOJIMAPTEPUUTA, XOTSI TOCICTHWI CEeTOMHS
BCTpevaeTcst O4eHb PeaKo M He MPUBOIUT K passuthio HC.
IMaumnenram ¢ HBV-accoumupoBaHHBIM TIJIOMepYJIoHedpu-
TOM TIOKa3aHa Tepanusi aHajoraMu HYKJIeoT(3)UI0B, KOTO-
pag B KIMHUYECKMX MCCICTOBAHUSX yBeJIWYMBaIa
BEPOSITHOCTb CHMXEHHUS TPOTEMHYPUU U JAOCTUXKEHMUS
pemuccun 3aboneBaHus [57].

YV BUY-unbunupoBaHHbIX mauueHTOB paszButue HC
MOXET OBbIThb CJIEACTBHMEM auadeTUyeckKoi HedpomnaTuu,
MOAOLMTONATUI  (KOJIAIICUPYIOILEH TJIOMEpYJIONaTuu,
OCIC 6e3 komnanca kiyboukoB, bBMW) u wmmmyHo-
KOMIUIEKCHBIX  TJIoOMepyJoHe(hpUTOoB  (MeMOpaHO3HOM
Hepponaruu, MIITH), a takke rimomepyiaoHedpuTa, acco-
muupoBaHHOro ¢ comyrcrByomieit HCV-ungexkmueit [58].

IMpumepno y 40% mauuentoB ¢ COVID-19 B ocTpyio
(asy nHbEKIMM pa3BUBACTCSI OCTPOE MOYEUHOE MOBPEXIe-
Hue [59], omHaKo Apyrve BapuaHThl TOPaXKeHUs TTOYeK TPU
HOBOIl KOPOHAaBUPYCHON MH(EKLMU BCTPEUaroTCsl PelKo.
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N. Klomjit ¥ coaBT. MpoaHAIU3UPOBAIU Pe3yabTaTbl OMO-
rncuu nouku y 511 maumenrtoB ¢ npennonaraemoit COVID-
19 accoumupoBaHHOW HedponaTueil, BKIIOYSHHBIX B 76
KJIMHUKO-TIaTONIOTHYeCKUX uccinemoBanuii [60]. Tloutu y
1oJI0BUHK 13 410 IMaLmreHToB ¢ 3a00JeBaHUSIMHI KIIYOOUYKOB
MOYeK BBIIBUIIA KOJUTATICHPYIOLIYIO TJIOMEPYJIONaTHIO WU
Jpyrue MoAOIMUTONAaTUU, KOTOpble MPaKTUYECKH BO BCEX
cay4dasx cornpopoxnanich HC. 3HauntenbHO pexe HaOII0-
Jaad MeMOpaHO3HyI Hedpomatuio, IgA-Hedpomnatuio u
Jpyrue BapuaHTbl TJIoMepyJoHedpuTa, CBs3b KOTOPHIX C
SARS-CoV-2 nHdexuueit ocTaeTcst COPHOIA.

3J10KauecTBEHHbIE ONMYXOJH W reMo0aacTo3nl. Bo3moxk-
HOCTb TapaHeoTIaCTUYECKOro IMopaxkeHus: Mmoyek (T.e.
HEMOCPEACTBEHHO He CBSI3AHHOTO C TIpOpacTaHUEM MJIU
MeTacTa3upPOBAHMEM OITYXOJIM) TIPU 3T0KAUYECTBEHHBIX OITY-
xosisix Oblaa mokasaHa Oosee 100 et Hazan J. Galloway,
KOTOpBIN HabMI0Aan MalueHTa ¢ MPOTeMHYpUei, pa3BUB-
weiicst Ha ¢oHe numdborpanyireMarto3a [61]. TTo MHeHMIO
P. Ronco, 0 mapaHeomacTu4eckoM reHese riioMepyaoHed-
puTa CBUACTENBCTBYIOT cienytomnie (axtel: (1) moctuxe-
HHE PEMUCCUU TIOMepyJoHedhpUTa Tocae XUPYPTUUeCKOro
yAaJeHUsT OMyXOJIM WM XUMUOTepanuu; (2) peuuans rnopa-
KeHUS TTOYeK MpU peluanuBe oryxou; (3) ycTaHOBJIEHHast
MaTo(U3NOJIOTNIECKAsT CBSA3b MEXITY OIMYXOJIbIO U TIIOMepY-
JoHe(PUTOM, BKJIIOYAs HAIMYME aHTUTEHOB OMYyXOJM WU
MPOTUBOOITYXOJIEBBIX aHTUTENl B COCTaBe CYOIMUTENNAb-
HBIX OTJIOXKEHUII MMMYHHBIX KOMILIeKcoB [62]. “Kiac-
CUYECKUMU” BapUaHTaMu MapaHeoIlJIaCTUYECKOIO
rJoMepyJoHe(prUTa CYMTAIOT MEMOPAHO3HYIO HedpOMaThio
IIPU COJUAHBIX omyxousaXx 1 BMUW mpu XOmKKMHCKON JTUM-
(ome, XOTS 3M0KaYECTBEHHbBIE OMYXOJIM MOTYT COMPOBOX-
JaThCs Pa3BUTHEM W APYTUX BaApUAHTOB TIJIOMEPYJIOMNATUH,
nposBistiomuxcss HC, B tom uncie ®CI'C, MIITH u IgA-
Heponaruu [63,64].

MeMOpaHo3Hast HepomaThsl — CaMblii PacIpOCTpaHEeH-
HBIl BApUAHT MapaHeoIIaCTUYECKOTO TJIOMEpYIoHeDpuUTa.
OHa pa3BuBaeTCs MPU 3710KAUECTBEHHBIX OIMYXOJSX JIETKUX
M JpYroii JIOKaIM3aluy U HECKOJIbKO pexe MpHu remMoba-
cto3ax. [1o maHHBIM MeTa-aHaIM3a 6 MccienoBaHuUi, YacTo-
Ta 3JI0KaYeCTBEHHBIX omyxojeil y 785 malueHTOB C
MeMOpaHO3HOI HedpomnaTreir cocTaBuiaa B cpeaHem 10%
[65]. TIpuYnHBI TOpaKeHUS MMOYEK BKIIIOYAIM B Ce0S pak
nerkux (26%), mpoctatsl (15%), remobGaactossl (14%),
KoJIopeKTabHbI pak (11%), pak MosiouHoii kee3bl (7%)
M pak Xenynka u numieBoga (6%). Bospact manumeHToB ¢
MMapaHeoIIaCTUYECKO  MeMOpaHO3HON  HedpomaTtuei
coctaBus B cpenHeM 67x7 net. K dakropam, moBbliaro-
IIMM BEPOSITHOCTh TapaHeoIuIaCTUYeCKO TPUPOABI MeM-
OpaHoO3HOI HedponaTuu, OTHOCIT MYXKCKOH IMOJI, BO3pacT
ctapiue 60-65 ner, IUTENbHOE KypeHHe, OTCYTCTBHE aHTH-
ten1 K PLA2R u nHannumne anturen k THSD7A, Bocmanm-
TeNbHYI0 MHOWIbTpaLUIO KIYyOOUKOB (OoJjiee 8 KIETOK),
otcyTrcTBue oTinoxeHuil IgG4 um TpomOO3IMOOIMUEeCKue
ocnoxHeHust [63]. [MauueHtam ¢ MeMOpaHO3HOI Hedporma-
TUel, 0COOEHHO MPU HAIMYUMU CUMITOMOB BO3MOXKHOI
OMyX0JH UK (HaKTOPOB pUCKa, 1eJeco00pa3HO MPOBOIUTh
o0cenoBaHue C 1eJbI0 MCKIIOYeHUST TTapaHeoIiacTuyie-
CKOTro TeHe3a MopaxeHus moyek [66].
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Mexanusmebl pazputust BMU y HeGoblIoM yacTy manu-
€HTOB C XOJXKMHCKOI JTMM(POMOI OCTAalOTCS HESICHBIMU. B
raToreHe3e MOBPEXICHUS TOIOINUTOB 0OCYXIAaeTcsl poJib
LUTOKMHOB, B YaCTHOCTM WHTepieiikuHa 13, m c-mip
[66,67]. Ha mapaneormiactuyeckuii rene3 BMUW moryt yka-
3bIBATH OBICTPBI OTBET Ha XMMMOTEPAIINIO WM, HA00OPOT,
Hed(P(HEKTUBHOCTH UMMYHOCYIIPECCUBHOM Tepanuu [63].
OnurcaHbl HEMHOTOUYMCIIEHHBIE Cly4au APYTMX BapUaHTOB
rnomepynonaruit (OCI'C, MIITH, IgA-nedponatus) mnpu
COJIMAHBIX OMYXOJSAX M TreMo0JacTo3ax, OIHAKO HeIb3sl
HMCKJIIOYMTD, YTO 3TU COYETAHUSI MOIJIM OBITh CIyYaliHBIMU
[63].

Y MauMeHToB CO 3JI0KAaYeCTBEHHBIMU OMYXOJSIMHU
HEOOXOMMMO YYUTHIBATh BO3MOXHOCTb Pa3BUTHUsI TOpaxe-
HUS KJITYyOOUKOB M TIOJ AECWCTBUEM Pa3IMIHBIX XUMUOTEpa-
MEBTUYECKUX TpenapaToB. B 4yacTHOCTM, MOAOLUTONATUI
(BMU u ®CI'C) Habmromganmyu mpy MpUMEHEeHUH WHTUOUTO-
pPOB THPO3MHKMHA3H (aKCUTUHMOA, Ma3oraHuba, copade-
Huba u ap.), uHrepdepoHoB, uHruoutopoB CTLA-4
(umuuMymMaba, Tpemenumymaba), uHruoutopos PD-1
(ruBoyMaba, meMOponmn3ymada), 6mucdocpoHaToB B BBICO-
KUX A03ax (maMuapoHaTa, 30Je€HAPOHaTa) U CUpOJUMYyca
[68].

Amunonno3. AMUIONI03 TTOYEK HEOOXOIMMO MCKITIOUYaTh
y Bcex nauueHToB ¢ HC, 0coOeHHO Mpu OTCYTCTBUM HM3ME-
HEHUII MOYEBOIrO OCajKa M apTepHalibHOM TMIEPTOHUM.
Knvanueckn aMunongHas HepomaTus XapaKTepu3yeTcs
HEYKJIOHHO MPOrPecCUpyolIUM TeYeHUeM C TMocienoBa-
TEJIbHOM CMEHON CTajMii: MpoTenHypHUsl, HePOTUUECKUI
CHUHIPOM, XpOHHWYEeCKas TMovYeyHast HeI0CTaTOYHOCTh [69)].
IlopaxeHue moyek HaOMIOmaeTCsl MPAKTHUYECKU Y BCeX
00JIBHBIX cucTeMHBIM AA- m AL-ammimonnosom u 20-25%
6onbHbIX ATTR-amuionno3om.

IIpenimecTBeHHUKOM AA-aMUIOUAA SIBISIETCS CHIBOPO-
TOYHBIN aMMJIOUIHBIN TpoTenH (SAA), KOTophiii 0oOpa3y-
€TCs B 3HAUUTENIbHBIX KOJIMYECTBAX B OTBET Ha BOCIAJIEHNE,
Mo3TOMy AA-aMUJIONA03 (BTOPUYHBIN MM PEaKTUBHBIN)
yalle BCEro pa3BMBaeTCs MPU PEeBMATOMIHOM apTpUTE,
CTIOHAMJIOAPTPUTE, ayTOBOCTIATUTEILHBIX HACIENICTBEHHBIX
MEPUOANYECKUX JUXOPaTKaX, B TOM YUC/e MepuoanIecKoit
00JIe3HM (CeMEeiHOM cpenr3eMHOMOPCKOM JIMXOpanaKe), a
TaKKe MPU XPOHUYECKUX HATHOEHUSAX M Tybepkymese [69].
IMapaHeomnactuuyeckuit AA-aMuiona03 BeTpevaeTes y 25-
33% GOJBHBIX TTOYEYHO-KJIETOYHOI KaplIMHOMOM. B pa3Bu-
TUU AA-amMuIonn03a Mpu KapluHOME TOYKHM TPUAAIOT
3HaYeHHE MPOAYKIIMU OMYXOJEeBbIMM KJIETKAMU MpPOBOCHA-
JIUTENIbHBIX IIMTOKMHOB (MHTEepNeiiKnHA-6), TIOAAePKUBaAIO-
IIUX XpOHUYECKOe BOCTalieHWe U CUHTe3 SAA, a Takxke
psna hepMEeHTOB, BIUSIOIIMX HA MPELUIUTALIMIO aMUJIOU]I-
HbIX GUOpMILI. XOTS TIPU TUCTOJIOTMYECKOM MCCIIeNOBAHUM
OTJIOXEHHsST AA-aMUJIONIa MOXHO BBISIBUTH B Pa3lTUIHBIX
opraHax M TKaHsIX, B YACTHOCTH B CJIM3UCTOI 000J0UKe
MNPSAMOM KHUIIKU WA TOJKOXHOW XUPOBOU KJIETYaTKe,
KIMHUYECKU AA-aMUIOUIO03 TPOSIBISETCS “U30JMPOBaH-
HeiM” HC. B cBSI3M ¢ 3TUM Hajiuuue APYrux KIMHUYECKUX
MPOSIBIICHUIT aMUJIOWI03a, B YACTHOCTU TIOPaXEHUS cepaia
(HU3KMi1 BoJIbTaxk 3yO10B KoMiuiekca QRS, cummerpuunoe
YTOJIIEHWE MUOKapaa JIEBOrO XKeJylo4yka, MPOorpeccupyto-
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masi cepaeyHass HeJ0CTaTOYHOCTh, HapylleHUs] pUTMa U
MPOBOAMMOCTH), Tepudepuueckoin (MoJMHEBpOIaTHSI,
CUHIPOM KapnaJbHOTO KaHajla) M BereTaTUBHOM (OopToCTa-
TUYecKasl apTepuanbHasi TUIIOTOHMUSI) HEPBHOM CUCTEMBI,
KeJYTOUHO-KUIIEYHOTO TPaKTa, sI3blka (MaKpOIJTOCCHUs) U
Ip., yKaspiBaeT Ha Hajamuume AL-ammmommosa. Hacnen-
CTBEHHBIN M HeHacheacTBeHHbId ATTR-amunonnos, KoTo-
pBIi BCTpeyaeTcsl 3HAUMTeNbHO pexe AL-amuiounmosa,
TPOSIBJISIETCST TIOpaXKeHUEM ceplla U/Win repudepudeckoit
HEepBHOU cucteMbl, a “u3onupoBaHHbiii” HC mis atoro
3200J1CBaHUST HEXapaKTePEeH.

Il monTBepKIeHUST TMarHo3a aMUIONI03a HeOOXOaM-
MO TIPOBOIMTH TUCTOJOTMYECKOE HCCIeNOBaHME TMOYeK
(oKpacka KOHTO-pOT W TOJIIpU3AalIMOHHAsT MUKPOCKOIIHS).
YV 4YacTM mTalMeHTOB OTJIOXEHWS aMWJIoWIa YIaeTcs
BBbISIBUTH B CJIM3UCTOM 000JI0UKE MPSIMON KUIIKU UM MO~
KOXHO XMPOBOI KJIeTYaTKe, YTO TMO3BOJISIET M30eXaTh
Hedpobuoncuu. Ecam oTcyTcTByeT siBHasg mpuiyumHa AA-
aMWJIOUI03a WJIM OIpenensieTcss MopaxkeHue He TOJbKO
MOYeK, HO U JAPYTUX OPraHoB, HEOOXOAMMO UCKITIoUaTh AL-
aMUJIONI03 MyTeM MMMYHOXUMUYECKOTO MCCIIENOBAaHUS C
MPUMEHEHUEM BBICOKOUYBCTBUTEJIbHBIX METOJOB MMMYHO-
(ukcanuu ChHIBOPOTKM M CYTOYHON MOYM, KOJUYECTBEH-
HOTO  OTpeaeieHus]  CBOOONHBIX  JIETKUX  Iemei
MMMYHOTJIOOYJIMHOB. B KpynmHOM HMccliea0BaHUM, MPOBe-
neHHoM B KinHKMKe Meiio (CIIA), y 9% w3 592 manueHToB
¢ AL-ammionao3oM mopaxkeHue MOo4YeK ObLIO eIUHCTBEH-
HbIM TIpOSIBICHUEM 3a0o0JjieBaHUs, T.¢. “U30JIMPOBAHHbIN”
HC, xapakrepHblit 11 AA-aMuiIon103a, WHOTIA BCTpeya-
erca u npu AL-ammioumose (00bIYHO B Havaje 3a0oyeBa-
Hus) [70].

B nmocnenHue necstuietust yactora AA-aMmuiaonao3a u
€r0 JOJI B CTPYKTYPE CUCTEMHOTO aMUJIOMI03a CHUBMIIMCE.
Hanpumep, no naHHBIM IPYroro MCCaenoBaHUsI U3 KIMHM-
ku Meiio, nonst AL-amuiounno3a cpenu 472 mauueHToB ¢
aMMJIOMIO30M IOYeK coctaBmia 86%, a AA-aMuionno3a —
Bcero 7% [71].

OcHoOBHast CTpaTeTust JieueHUs AA-aMUIOMaO3a —
3¢ deKTUBHOE MMOIaBIeHUE BOCIAJICHUS, HAIIPUMED, ITyTeM
Ha3HaYeHWs] MHTUOUTOPOB MHTEPJCUKMHA-6 IallMeHTaM ¢
pEeBMATOMAHBIM apTPUTOM, HE OTBEYAKOIIMX Ha CTaHAApT-
Hble 0a3MCHBIE NMPOTHBOBOCTIANUTENbHbBIE CPENCTBA, WU
MHrUOUTOpa MHTEpIeiiKuHa-1 (KaHakKuHymaba) maiueHTam
C TepUOIMYECKON OOJIE3HBbIO, Y KOTOPHIX COXPaHSIOTCS
MPU3HAKU BOCTIAJIEHUST HECMOTPS Ha JIeUeHUE KOIXUIITHOM
[69]. ¥V maumenToB ¢ AL-aMUIOMIO30M AJIsl SIMMHHALIY
aMWJIOUIOTEHHOTO KJIOHA TJ1a3MaTUYeCKUX KJIETOK KOCTHO-
r0 MO3Ta MPOBOISAT KOMOMHMPOBAHHYI0 XUMUOTEPATIHIO,
HampuMmep, 6opTezoMudoM, MesahalaHOM U JeKCaMeTa3o-
HoMm. B uccnemoBanum ANDROMEDA mnpucoennnenue
napatymyma0a (antTu-CD38) K craHmapTHONM TPeXKOMIIO-
HEHTOI cxeMe TeparnuM MPUBEJO K 3HAUYUTEJbHOMY yBe-
JIMYEHUIO  YacTOThl  IeMaTOJOTMYECKOro OTBeTa U
BBIKMBAEMOCTH 0e3 TIPOTpecCHpoOBaHMs Y alMeHToB ¢ AL-
aMuIona03oM [72].

MoOHOK/IOHAIbHAS TaMManaThsi PeHAJbHOTO 3HAYeHHs
(MTI'P3). XapakrtepusyeTcss HaliuyueM B TUla3Me U/WIH
MoOuYe MOHOKJIOHAJIbHBIX MMMYHOIJIOOYJIMHOB MU UX
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TABJIULIA 2. XapakTepucTHKa OCHOBHbIX HeaMHJIOWAHbIX BapUaHTOB NopaXkeHus novek npu MIP3 [74]

Bapuant

[Moueunsie TIPOABIICHUA

JlaHHbIe Ouorcun

BHemnoueunbie
TIPOSIBJICHUSI

I'emoGnacTo3

MOHOKIIOHATbHBII
MMMYHOTAKTOUIHBINA
'H

KpuornoGynuHemu-
yeckuii [H (1 tuna)

Bone3Hp oTa0XeHUs
MOHOKJIOHAJIbHBIX
MMMYHOTIJI00YJIMHOB

IMponudepaTuBHBII
I'H ¢ otioxenuem
MOHOKJIOHAJIBHBIX
MMMYHOIJIOOYJIMHOB

C3-romMepyiomnarus

TpomboTuyeckast
MUKPOAHTUOTIATHUST

HC (59-70%), remary-
pust (74-89%), runep-
ToHus (56-84%),
CHIDKEHHUE KOMILIEMEH-
Ta (33%), XBbI1

HC (38%), remarypus
(71%), runeproHusi,
CHUXEHNE KOMIUIEMEH-
Te (58%), XBIT

HC (22%), remarypust
(58-62%), runeproHust
(55-83%), XBI1

HC (49%), remarypust
(77%), runeproHust
(38%), XBIT

HC (43%), remarypust
(84-89%), nuskuit C3
(34-43%), XBIT

HC (43%), remarypust
(84-89%), cHuKeHuUe
komrmuiemeHTa (50%),
XBIT

ATUNIUYHBIA MeMOpPaHO3HBII, MeMOpPaHOIIPOJIU-
depaTUBHBIN, ME3aHTUATbHBIN WM SHIOKAITII-
JisspHbIi ipormdepatuBHbl [H. ['panynspHbie
OTJIOKEeHUsST MOHOKJIOHaIbHOTO IgG 1k B Me3aH-
TUU U TIIOMEPYJISIpHOI 6a3anbHOIt MeMOpaHe

Memb6paHonponndepaTBHbIA UM SHIOKAIWII-
JISIpHBIN nponudepatuBHbiii ['H ¢ MoHOLIMTAp-
HOIT MHGWIbTpaLMeil 1 TpoMOaMHU.
I'panynsipHbIE OTIOXEHHMSI MOHOKJIOHATBHBIX
IgGk wim IgMk B kiy6oukax 1 cocynax

HonynsipHblii rioMepynockiiepos, yTosieHue
6asabHO MeMOpaHbl KaHabIeB. JIMHEHbIE
OTJIOXEHMSI JIETKUX MJIM TSDKENbIX Lieneil uMMy-
HOTJIOOYJTMHOB B 6a3aJIbHBIX MeMOpaHax Kiyood-
KOB M KaHaJIbLIEB U COCyaax

Mewmb6panonpoandepaTUBHbII, SHIOKATUILISP-
HbIii TpodepaTUBHBINA UM MEMOPAHO3HBI
I'H. I'panynspubie omioxenus IgG3k B me3aHr-
JIMU M TJIOMEPYJISIPHON GazasbHON MeMOpaHe

Mem6GpaHonpoandepaTuBHbI, Me3aHTHOMIPOIH-
GbepaTUBHBIN WM SHIOKAWLISIPHBIN TIponde-
patuBHblii ['H. I'panynsaphsie omioxenus C3 B
ME3aHTMU U [JIOMEPYJISIPHO 0a3aabHON MeM-
OpaHe MpU OTCYTCTBUU OTJIOKEHUN UMMYHOIJIO-
OyJIMHOB

VYiBoeHMe rJIoMepy/sipHOil 6a3aabHOI MeMOpa-
HBIif, ME3aHTUOJIU3UC, MUKPOTPOMOBI.
OTCYTCTBUE OTJIOXKEHUIT UMMYHOIJIO0YJIMHOB

OueHb penko (MHO-
KECTBEHHBI MOHO-
HEBPUT, KaIUJLUISIPUT)

Yacro: nypnypa,
nepudepuueckast
HEBPOIIaTHsl, apTPUT

TTopaxeHue nevyeHu

u cepaua (35%)

Her

Her

MATA, POEMS
cunzapom (10%)

XTI (17-45%),
MIP3 (52%), menko-
KJIETOUHBIE JTUM(POMBI
(8-11%), MM (4%)

MIP3 (50%), B-kie-
TouHas aumpoma (24-
56%), MM (7%)

MI'P3 (64-78%), MM
(18-34%), mambombl
(2%)

MIP3 (96%), MM
(3-4%), mumdoma
(1%)

MIP3 (82-90%), MM
(4-14%), mumdboma
(6%)

MTIP3 (90%), MM
(5%), mampoma (5%)

ITpumevanue: MM — MHoXecTBeHHast Muesoma, XJIJI — xpoHuueckuii umdbouteiikos, XBI1 — xpoHuueckast 6osie3Hb rovek, 'H — riiomepynoned-
put, POEMS — nmonuHeitponaTusi, OpraHOMerajusi, SHIOKpUHONATHsI, M-KOMITOHEHT 1 u3MeHeHus1 Koxu, MAI'A — MUKpoaHTHOMaTu4ecKasi TeMO-

JIMTUYECKasd aHEMUsA

LieTieid, KOTOpbIe MPOAYLUPYIOTCS KIOHATbHBIMU MJIa3MaTH-
YeCKMMM KJIeTKaM¥ WM pexe B-mumdonuTaMu U okasbl-
BAIOT IpPsSIMOE WIM HempsiMoe (MMMYHOOIIOCPEIOBAaHHOE)
HedpoToKcuueckoe aeiictBue. Ilpu 3TOM ToKazaHUsST K
Ha3HAYEHWIO XUMUOTEPAITUH MO OHKOTeMAaTOJOTUYECKUM
KpUTepusiM OTCYTCTBYIOT [73]. OCOGEHHOCTU MOpaKeHUS
nouek nipu MI'P3 cnenyronue: (1) Gonee Hu3Kas adek-
TUBHOCTh MMMYHOCYIIPECCUBHOM TepaIiu, KOTOPYIO Ha3Ha-
YyaloT IpU ayTOMMMYHHOM rioMepyioHedpute; (2)
BBbICOKasT yactota perunusa (90%) B TpaHCIDTaHTaTe, €CIA
MOHOKJIOHAJTbHAs raMMarnaTus He Oblia SJTMMUHAPOBAaHA 10
WM HEMOCPEACTBEHHO IOCJe TpaHCIUIAaHTALMK Mouyku; (3)
PUCK pa3BUTHSI COOTBETCTBYIOIIEro reMobacto3a [74]. [1pu
MI'P3 wame Bcero mopaxaioTcs KIYOOUKM ITOYEK, XOTS
M3MEHEHMsT MOTYT JIOKAJIM30BaThCsl B JIIOOBIX OTAenax Hed-
poHa. [Ipeanonaratb MI'P3 crienyet B ciydyae coueTaHust
TPU3HAKOB TMopaxeHus nouek (rnporeuHypun/HC, mukpo-
reMaTypuu W/MJAu CHUXEHUS CKOPOCTH KIyOOYKOBOM
(uabTpa) ¢ MOHOKJTOHAJTBHOM TaMMaraTheil, BbIsIBIeH-
HOM TIpM MMMYHOXMMHWYECKOM HcciaenoBaHuu. Yacrtora
MopaxkeHus Mouek, cBsizaHHoro ¢ MI'P3, cpeau naiureHToB
C MOHOKJIOHAJIbHOM rammarnaruei, KOTOPbIM MPOBOIUTCS
ouorcusa movek, nocturaet 40% [75]. KiroyeBoe 3HaueHUe
B auarHoctuke MI'P3 mmeroT pesyiabraTbl UMMYHOMOP)O-
JIOTMYeCKoro aHanusa HedpobuonTara, MO3BOJSIONIETO
BBISIBUTH B TTOYEYHOI IMapeHXUMeE OTIOXEHMS MOJEKYJ
MOHOKJIOHAJIbHOTO MMMYHOTJIOOYJIMHA MM KOMITIOHEHTOB
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koMmriemeHTa [73]. Eciu nuarHo3 mopaxkeHust Tovek, CBsI-
3aHHoro ¢ MI'P3, monTrBepxkneH, He0OXOOMMO IIPOBOIUTH
reMaTojioTuyeckoe 00CIe0BaHUE C 1eNbl0 YCTaHOBIEHA
KJIOHA KJIETOK, CEKPETHUPYIOLIMX MaTOreHHBI MOHOKJIO-
HaJIbHBI MIMMYHOTJIOOYJIMH.

CaMbIM pacrpocTpaHeHHbIM BapuaHToM MIP3 sBisier-
¢t AL-amMuinoumo3, KOTOpBIM paccMaTpUBaeTCs BBIIIE.
Bonee penxkue BapHaHTHI MOpaXXeHUsI TTOYEK, CBA3AHHOTO C
MTI'P3 u conpoBoxnatonierocs: pazsutieM HC, nepeuncie-
HbI B Ta01. 2 [74]. [1o naHHBIM MEXITyHApOIHOTO MCCIEI0-
BaHus, y 180 u3 280 maumentoB ¢ MI'P3 Obln BhIsIBICH
AL-amunounnos, a y 100 — apyrue BapuaHThl MOpakeHUs!
MoyeK, cpeau KOTOPbIX Mpeodsananu 00Je3Hb OTIOXKEHUSI
MOHOKJIOHAJIbHBIX UMMYHOI100y1MHOB (53%), nponudepa-
TUBHBIN TJIOMEPYIOHEDPUT C OTIOKEHUMEM MOHOKIOHAb-
HBIX UMMyHOTJIOOYAMHOB (14%) W mpoKcUMAalbHast
tyoynonatus (11%) [76] Pexe BcTpeyannch MOHOKJIOHAIb-
Hblii GUOPWUISIPHBINA TIOMEPYIOHEDPUT, UMMYHOTAKTOUI-
HBIE  TJOMepyJoHe(dpHUT, C3-riomepynonartusi
KPUOTJIO0Y TMHEMUUECKUI TIIOMEPYIOHE(DPUT.

[MTanyeHTaM ¢ HeaMUJOUAHBIMU BapuMaHTaMU IMOpaxe-
HMS TIo¥eK, cBsizaHHoro ¢ MI'P3, kak u nmanueHTam ¢ AL-
aMUJIONUI030M, MTOKa3aHa XMMUOTeparus, HalipaBieHHas Ha
MoJaBJeHNe MaTOJOrMYeCKOro KJIOHa, B TOM YMC/Ie C ayTo-
JIOTUYHOM TpaHCIUIAHTAIMEH TeMOIMO3TUYECKUX CTBOJIOBBIX
Kierox [73].

HacnencrBeHnbie 3a00JieBaHus C NOpaxkeHHMEM TMOYeEK.
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MoHOTeHHbIEe TJIOMEPYJIONaTUX MPOSIBISIOTCS CTePOUI0pe-
3ucteHTHbIM HC, pa3BuBaroimumcst B 1€TCKOM, MOAPOCTKO-
BOM WM MOJIOIOM BO3pacTe U XapaKTepHU3YIOTCs
Mopdoaornyeckoit kaptuHoit ®CI'C wim pexe BMU
nudoy3HbIM  Me3aHTHaJIbHBIM  cKiiepo3oMm  [77,78].
IMopaxeHne MOYeK MOXKET OBITb M30JHUPOBAHHBIM WM
COTIPOBOXIAETCS] PA3IMUYHBIMKM BHEMOUEUHBIMU TPOSIBIIE-
HuAMU. [TpUYMHON MOHOT€HHBIX TTIOMEPYJIONATHI SBIISIOT-
¢ MyTauuu pa3nuuHbeix reHoB (NPHSI, NPHS2, INF2,
TRPC6, ACTN4, CD2AP, MYOIE w np.), KOIUPYIOIIUX
CTPYKTYPHbBIE WJIM CUTHAJIbHbIE OEJIKU, KOTOpble 00ecIeun-
BalOT LIEJIOCTHOCTh M (DYHKIIWIO (DMIBTPAIIMOHHOTO Oapbepa
KJIyOOUKOB MMOYEK, B TOM UHMCjIe OEJIKOB IeneBoit nuadpar-
MbI (HedpuH, nomouuH, CD2-acconmupoBaHHBIi 0el0K 1
Ip.), CTPYKTYPHBIX W PETYJIATOPHBIX OCJTKOB IIMTOCKENeTa
(a-aKTUHMH 4, MHBEPTUPOBAHHBIM (DOPMUH 2, aHWUIMH U
np.), OEJKOB anare3uy (MHTETPUHBI, JIAMMHUH), OCJIKOB
Oa3zanpHOII MeMOpaHBI KIyOOukoB (kKosutareH 1V twma,
JJaMMHUH @), sanepHbIX ¢akTtopoB TpaHckpunuuu (WTI1,
SMARCA-10100HbI#1 6e/10K), OEJIKOB SIIEPHBIX MOPOBBIX
KOMIUIEKCOB (HYKJICOTIOPUHBI, SKCITOPTUH 5), OEIKOB, yJa-
CTBYIOILMX B OuocuHTe3e KosH3uma Q10, u ap. (KyOmiuH,
(pochomanHOoMyTa3a 2, auMaLMITIMLIeposKuHasa). bosee
MOPOOHO HACJIEeICTBEHHbIe 3a00JIeBaHUS C TIOpaKeHUEM
MOYEK PACCMOTPEHBbI B Hallleil Mpeablaylieil myoaukauu

[79].

3aknioueHue

HC, xapakrepusywoiuuiicss nporeuHypueir >3,5 r/cyT u
TUMOAILOYMUHEMHUEH, a TAKXKE OTeKaMU 1 AUCTUTUIeMUEi,
— 2TO OJHO U3 BEeAYLIUX IPOSBICHUI 3a00JeBaHUI MOYeK
pasznuuHoil npupoasl. Bcem B3pocabiv manueHTam ¢ HC
MPpU OTCYTCTBUU TIPOTUBOMOKA3aHUIT HEOOXOIMMO MPOBO-
IUTh OMOIICHIO MOYKM, YTOOBI OIpENeIuTh BapuaHT Mopa-
KEHHUSI TIOUEK U, COOTBETCTBEHHO, BHIOpATh aJieKBaTHYIO
TaKTUKY JIEUEHUsI, KOTOpasi MOXET OTJIMYAThCS TaXe B pam-
Kax ofgHoro 3aboneBaHusi, Hanpumep, CKB.
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Nephrotic syndrome:
ethiological factors and differential diagnosis

S. Moiseev, |. Bobkova, N. Chebotareva, N. Bulanov

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

Nephrotic syndrome (NS), characterized by proteinuria >3.5
g daily and hypoalbuminemia (* oedema and dyslipidemia) is
one of the leading manifestations of various glomerular dis-
eases, both primary and secondary (systemic autoimmune
diseases, diabetes mellitus, amyloidosis, monoclonal gamma-
pathy, malignancy, infections, drugs, etc). Kidney biopsy is
usually required to establish the cause of NS in adult patients
and to choose optimal treatment. In a review article, the
authors discuss the most common ethiological factors of NS
and its differential diagnosis.
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