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PeTponeputoHeanbHblit hubp0o3: COBPEMEHHDIH
B3rnA Ha CTapyw NaTtonoruo Wnu Korpa
BONPOCOB 60Nblie, YEM OTBETOB

A.C. BepeTeHHukoB, A.B. ToprawmuHa

PerponeputoneansHblii Gubpos, win 6one3nb OpMoHIa, — PeIKOe XPOHUIECKOe 3a00JIeBaHe HEYCTAHOBICHHOM
9TUOJIOTUH, XapaKTePU3YIOIlleecs IPOrPeCCUPYIOIINM pa3pacTaHUEM HEOIMyX0JIeBoii (hrOPO3HO-BOCTIATUTENbHON
TKaHU B 3a0PIOIIMHHOM MTPOCTPAHCTBE C TUMIMYHOI ee JTOKaIu3anueil B nH(papeHaIbHOM OTEeNe a0PTHI C Tepe-
XOJIOM Ha TIOAB3IOIIHbIE COCYAbI U BOBICUCHUEM B TIATOJIOTMUECKUI TIPOIIECC MOYETOYHUKOB U APYTUX OPTaHOB
320PIOLIMHHOTO ITPOCTPAHCTBA. 3a00ieBaHNEe HEPEAKO MPOTEKAET C Pa3BUTUEM OCTPOrO MOUEBOTO 0JIOKA, UTO B psifie
CJIy4yaeB CBSI3aHO C MO3IHEN TUArHOCTUKON BBUIY HU3KON OCBEIOMJICHHOCTH crienuanvucToB. Hacrosimmii 0630p
TOCBSILIEH OMMCAHUIO KITMHUIECKUX OCOOEHHOCTE!, SMUIEMUOIOTUY U TIaToTeHe3a 3aboieBanus. PaccMoTpeHbl
COBpEMEHHbBIE TIOAXOIbI K AMATHOCTUKE U JICYEHUIO, TPUBEICHDI aKTyalbHbIC JaHHbIe TUTepaTypsl. PaboTa HOCUT
OIMMCaTEeIbHBIN XapakTep U CIYXKUT 0030pOM CYILECTBYIOLIMX 3HAHUI B JTaHHOH 00J1acTH.

KimoueBble ci10Ba: peTporniepuToHeanbHblii (prudpo3, 6o1e3Hb Opmonaa, IgG4-cBsizanHoe 3a00JIeBaHIE
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Ha CTapylo MaToJIOTUIO MU KOTa BOIIPOCOB OOJIbIIIE, UeM OTBETOB. Hayuno-npakmuueckas peemamonocus.
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RETROPERITONEAL FIBROSIS: A CONTEMPORARY PERSPECTIVE ON AN OLD DISEASE,
OR WHEN THERE ARE MORE QUESTIONS THAN ANSWERS

Aleksei S. Veretennikov, Anna V. Torgashina

Retroperitoneal fibrosis, also known as Ormond’s disease, is a rare chronic disorder of unknown etiology character-
ized by progressive proliferation of non-neoplastic fibro-inflammatory tissue in the retroperitoneal space. The fibrotic
mass typically localizes around the infrarenal segment of the aorta, extending to the iliac vessels and involving the ure-
ters and other retroperitoneal organs. The disease often presents with acute urinary obstruction, which is frequently
associated with delayed diagnosis due to low awareness among clinicians. This review focuses on describing the clinical
features, epidemiology, and pathogenesis of the disease. Current approaches to diagnosis and treatment are discussed,
along with a summary of literature. The article is descriptive in nature and aims to provide a comprehensive overview
of existing knowledge in this field.
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Beepenue

Petponepuroneansubiii ¢uopos (PIID; mo-
3aIMOPIOIIMHHBIA  HUOPO3, MPUMOUYETOUHUKO-
Bblii  (HUOPO3, MO3aNUOPIOLIMHHAS TpaHyjIeMa,
oosie3Hb OpMOHIA) — PeaKoe XPOHUUYECKOe 3a00-
JIeBAaHUE HEYCTAHOBJIEHHON 3THOJIOTMM, XapaKTe-
pusylolleecss MPOrpecCUpyIONIMM  pa3pacTaHueM
HEOIyX0JIeBOM (pOPO3HO-BOCIAIUTEILHOM TKAHU
B 3a0PIOIIMHHOM ITPOCTPAHCTBE C TUITMYHOI ee JIo-
Kaim3alueil B MHMpapeHaJIbHOM OTAEIe aopThl
C TIepeX0IOM Ha TTOB3IOITHBIC COCYIbI M BOBJICUE-
HHEM B MaTOJIOTMYECKUI TIPOIIECC MOYETOYHNKOB
W IPYTMX OPTaHOB 3a0PIOIIIMHHOTO MTPOCTPAHCTBA.
[lepBoe M3BeCTHOE YITOMUHAHUE PACIIPOCTPAHCH-
Horo (prbdpo3a 3a0PIOIIMHHOTO ITPOCTPAHCTBA CBSI-
3aHO ¢ UMeHeM (paHILy3ckoro ypoJjora J. Albarran
(1905). M ObLIT orucaH «IepuypeTepuT C 3a1epXK-
KO MOYM» B MCXO/E 3a0pIOIIMHHOrO (hudpo3sa.
OnHako nepBoe rmoapooHoe onvcanue PI1M 6bu10
npencrasieHo B 1948 r. J.K. Ormond, ube nmsi 3a-
OoJieBaHME BITOCIEACTBUM M Tionyymio [1]. Boi-
neneHue MMMYyHOrToOynIMH (G4-CBSI3aHHOTO 3a-
ooneBanust (IgG4-C3) kak oOTHENBHON HO30JI0-
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i B Havase 2000-X TIT. CTalo AOMOJHUTEb-
HbIM BUTKOM B M3y4€HUM 3a0pIOIIMHHOTO (hu-
6poza [2, 3]. B 2011 r. H. Umehara u coasr. [4],
a B 2019 1. — AMepuKaHCKast KOJJIETUsT peBMaTo-
JioroB/EBpoIieiickuil ajibstHC PeBMATOJIOTMUYECKUX
accommammii (ACR/EULAR, American College
of Rheumatology/European Alliance of Associations
for Rheumatology) [5] npemtoxuim Kiaccuguka-
umoHHble kputepun IgG4-C3, kyna B yucie xa-
PaKTepHbBIX TPOSIBICHUI BOLILIO MOpPaKeHUE 3a-
OpPIOLIMHHOIO NMPOCTpaHCcTBa. BriocaencTsum Ob1U10
ycraHoBjeHo, 4to ¢ IgG4-C3 accouumupoBaHO
ot 35 m0 60% cityqaes PITD [6—8].

B Hacrosiiiiee BpeMsi BbIICSIOT UIMOTATH -
yecKMil (mepBU4HBIi) 1 BropuuHbiii PI1®. Cre-
JIYEeT OTMETUTh, YTO TPATUIIMOHHO TOJ WINO-
natnyeckuM PIT® nmonmmaiot pubdbpo3Ho-BocIa-
JIUTETbHBIE 3MEHEHUsT HepacITuPEeHHON aopThI,
B CBSI3U C Y€M €TO OTHOCST K CITEKTPY XpOHUYe-
CKOTO TiepraopTuTa. AHeBprU3MaTUIecKue (hopMbl
XPOHUYECKOTO TIePUAOPTUTA — BOCITATMTEIIbHAST
aHeBpU3Ma OPIOIIHOI a0pThl U MepUaHeBpU3Ma-
TUYECKUI (UOPO3 — XOTSI M paccMaTpuBarOTCs
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Tabnuya 1. [Tpu4uHbI BTOPUYHOTO PETPOMEPUTOHEATbHOTO (hnbpo3a

Mpuy4nHbI Mpumepbi

Nekapctea [10], pagnotepanus [11]

Ankanomgbl CnopblHbY, NeBOAONA, 6€Ta-6/10KaTOPbI, FTMAPANa3UH, MHTMOUTOPbI (DAKTOPa HEKPO3a OMyXonu 1 Ap.

WHdbekunn

Ty6epkynes [12], wuctocomos [13], unctuuepkos [14], aHaapo6sl [15], cTadunokokk [16], Bupycsl [17] v ap.

Onyxonu [18]

Jlumdbomsl, capkombl, KapLUHOMbI 060[04HON/MPAMON KULLKK U fp.

[pyrue 3abonesaHus

Capkomnpos [19], 6onesHb Apareitma — Hectepa [20] u gp.

3a0pHoLIMHHbIE KPOBOTEYEHNS,
XUpypruyeckue BMeLlaTenscrea [21]

HEKOTOPBIMU MCCIIEIOBATENIIMM KaK CaMOCTOSITeNTbHBIE 3a00-
JIeBaHUS, BO MHOTUX acriekTax cxoxu ¢ PT1®, mpuyem kaxkmast
u3 Gopm Moxer ObITh nposiBieHueM I1gG4-C3 [9]. BapuaHThl
¢ Jlokaym3anueir pubdposa 6e3 BOBJICUESHUST KIETIYATKH OKOJIO
AOpTHl WM TOAB3IOIIHBIX apTepUil SIBSIIOTCS HETUITUYHBIMU
U TpeOYIOT 0cO00ro BHUMAHMSI U TIIATEeJIbHOrO auddepeHLm-
AJIbHOTO TMarHo3a.

Bropuuneiii PIT® moxeT OBITH BBI3BAH MHOXECTBOM
MPUYMH, CPeIu KOTOPBIX OMYyXOJH, JieKapcTBa, MHMeKInw,
npyrue 3aboneBaHuss. OCHOBHBIE TPUUMHBI BTopryHOTro PI1M
MpuBeaeHbI B Ta0OauLe 1.

Wmnonatnueckuii PI1®D sBnsercs opdaHHBIM 3a001e-
BaHMEM C pacrpocTpaHeHHOCThIo 10 1,4 Ha 100 ThIC. ¢ TMKOM
cpeny MyXKCKOro HacejeHus B Bospacre 40—60 net. YcraHOB-
JIEHO, 4TO acbecTo3 1 TabaKOKYpeHUe acCOLMMPOBAHBI C ye-
THIpEXKpaTHBIM yBeJIudeHueM prcka PI1® [22, 23], Torma kak
coyeTaHue 3TUX (HAKTOPOB YBEIWUYMBAET BEPOSITHOCTH 3a00-
neBanus B 8—12 pa3 [23]. K Tomy ke yctaHoBiaeHO, yto PTTIdD
4acTO COYETAETCs ¢ KapAMOBACKYJISIPHOI MaTOJIOTUEN U caxap-
HbIM auabetoM [8]. B manbHeliiem peyb OyneT UaTu o0 Uano-
matnyeckomM PII® wu ero denorunax — IgG4-cBsizaHHOM
(IgG4-PI1®) u He cBsi3anHOM (He-1gG4-PI1D).

Matoreses petponeputoHeanbHoro (ubposa

PII® paccmarpuBaeTcst Kak 3abojieBaHHME, BO3HUKAIO-
1ee MoJ BO3AeCTBUEM pa3InIHbIX (haKTOPOB, CPEAN KOTOPBIX
BBIACJISIOT TeHETUYECKUE KOMIOHEHTHI (accormanusi ¢ HLA-
DRB103 n momumopduzm CCR5A32), criocoOcTByOIIME CME-
meHuio uMMyHHoro otBeTa K Th2-tury (T helper 2, T-xenmnepst
2-ro tuma) [1, 8, 18, 24]. Benymune maroreHeTUYECKHUE THUITO-
Te3pl PII® BKIOYAIOT MMMYyHHBIE MEXaHU3MBI, CBSI3aHHBIE
60 C TIpe3eHTaIuell TUTTUIHBIX TIPOIYKTOB aTePOCKIEPOTH -
YeCKM M3MEHEHHOIN aopThl TUM@OIMTAM aIBEeHTUILIUH, JTUOO
C pa3BUTHEM BOCHAJIEHMsS] HETIOCPEICTBEHHO B aIBEHTUIIMU
¢ opMupoBaHUEeM JTUMGOUIHBIX (HOJUTMKYJIOB U BACKYJIMTOM
vasa vasorum. B oboux BapMaHTax LIEHTPaJIbHYIO POJIb UTPaeT
Mpe3eHTalus] HEeM3BECTHOTO aHTUIeHA — BEPOSITHO, LIEPOUJI-
Horo Oenka — CD4* T-numdounTam, 4To BKYIe ¢ reHeTuYe-
CKOM MpenpacrnoyioKeHHOCTbIO oOyciaBiauBaeT cuHTe3 Th2-
LIMTOKUHOB, TaKuX Kak nHtepaeiikun (M) 4, NJI1-10, NJI-13,
BITOCJIEACTBUM CTUMYJIUPYS aKTUBALUIO U ANDGEepeHIIPOBKY
B-xnetok B IgG4-nio3uTHBHBIE TIa3MOLUTHI [25—28]. B-kie-
TOYHAsI aKTUBALIMSI BO MHOTOM OTIPEIeNISIeTCsT NeICTBUEeM TaKuX
LIUTOKUHOB, KaK NJI-6, nutepdepor ramma (MDH-y) 1 TpaHc-
dbopmupyrommii pakrop pocra 6era (TDP-f3), uro monTep-
KIaeTcsl X HaJMIMeM B OMoITaTax Hapsiay C IPYTUMU IPO-
BocnanurteabHbiMU Meauatopamu (UJI-1a, UJI-2), yto MmoxeT
CBUIETENbCTBOBATh O mpeobnagaHum Th2-oreBeta B mopa-
XKEHHOM TKaHM [26]. Ycrex MMMYHOCYIIPECCUBHOM Teparnuu
SIBJISIETCS]  OTIOJIHUTENbHBIM  TOATBEPXAEHUEM WMMYHHO-
ro naroreHe3a. OnucaHHble UMMYHHbIE CIBUTU XapaKTepPHbI
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Kak s 1gG4-acconmmnpoBanHoit opmbl PI1D, tak u i He-
1gG4-Bapuanra.

Pazputue pubposa npu IgG4-C3 — pe3ynbrar CI0XHO-
IO B3aMMOJICICTBUSI aKTMBUPOBAaHHBIX B-kierok, T-KieTok
1 Makpoaros. DIeMEHTOM TAaKOTO B3aUMOJIEHCTBUS SIBIISIETCS
OJINTOKJIOHAJIbHAST DKCMAHCHUsI ayTopeakKTUBHBIX B-mumdorn-
TOB B T€PMUHATUBHBIX LIEHTPAX C ydacTUeM (DOJTUKYISIPHBIX
T-xenmnepoB u AeHAPUTHBIX KIeToK. [Ipennonaraercs, uro me-
pekioueHue kiacca tuiasmMouutoB B IgG4-cekperupyroine
npoucxoauT mox Bosaeiicteuem WMJI-10, WUJI-4, dpakropa ak-
tuBauuu B-mumdpormTos (BAFF, B cell activating factor); ak-
TUBUPOBAHHBIE B-KIIETKM MUTPUPYIOT B MOpakeHHbIE TKAHU,
nHUIMUPYsT tuddepeHIpoBKy 1 aktupaimio CD4* T-mum-
domuros, Bkitouas CD4*'-mutoTokcnyeckre KIETKH, WHIY-
LIMPYIOIIUE aroITO3 KIeTOK MHGWIbTpaTa U aKTUBAILUIO (U~
6pobnactoB yepes TOP-B, UI-1p u UDPH-y. Makpodaru
OYMILAIOT AMTONTOTUYECKHUE TENbLIa U BBICBOOOXAAIOT Mpodu-
OpoTHYECKHE MeaIUaTOPhl. B-KJIeTKM 1 1J1a3M00JIaCcThI ITOCPEe/I -
CTBOM pPa3IMYHbIX IITUTOKWHOB TaKXe CTUMYJIUPYIOT aKTUB-
HOCTb (puOpOOIACTOB, a IJIa3MOLIMTHI BbipabatbiBaioT IgGl,
I1gG4 u y HekoTophix nanmeHToB — IgE. Ponp IgG4 ke B ma-
TOJIOTUYECKOM TIPOIIeCCe JOCTOBEPHO HE YCTAaHOBJIEHA, OTHA-
KO TIPEAITNOIaraeTcs, YTO MOBBIIIEHNE €r0 YPOBHS ITPOUCXOIUT
B OTBET Ha BOCTIAJIEHNE U OKa3bIBaeT KOHTPPETYJISITOPHBIN h-
dexr [20].

K Tomy ke mepeurcieHHbIe KIETKU KCIIPECCUPYIOT pe-
uenrop ST2 k NJI-33, KOTOpbIii CEKpeTUPYETCs IPU MOBPEX/Ie-
HUU KJIETOK U ycunuBaeT mpoaykiuio WMJI-13, nmommepxuBas
Th2-accouunpoBaHHbIit hrbdpo3. NJI-33, BeipabaThiBaeMblii pa3-
JIMYHBIMU KJIETKaMU BOCIAJIUTENILHOTO Oyara, MOXeT ObITb KITIO-
YeBBIM peryisitopoM ¢ubpo3sa, aeicTByst Ha Th2-1uMbOLUTHI,
Ty4Hble, 6a3o¢uiIbHbIe, 203UHO(MWIbHBIE KJIETKU U PEryIupys
X CEKPETOPHYIO aKTUBHOCTb. Bmecte ¢ Tem posb ocu MJI-33/
ST2 B pazButuu IgG4-C3 TpeOyeT TOMOJTHUTEIEHOTO U3YUeHUS],
MOCKOJIbKY 4acTb 3¢ dexkToB MJI-33 MoXeT pealn30BBIBAThCS
u BHe Th2-mrytu, Bkmovass Thl u Treg (perynsaropHbie T-muMm-
douurter) [29].

[inariocTuka peTponepuToHeanbHoro cubposa

Kaunuueckas xapmuna

Kmmanueckue nposienenus PI1® HecnienmduyHbI, B CBS-
3M C YeM TIOCTAaHOBKA BEPHOTO TUArHO3a YaCTO HECBOEBPEMEHHA.

HauGonee xapakrtepHbIM cHUMOTOMOM (Ooyiee dYem
B 90% ciyuaeB) mist mauueHToB ¢ PTID saBnsieTcs 60k B TO-
sgcHulie win xuBote [8, 30—32]. OOblyHO OOJb TYyIIad,
IUIOXO JIOKQJIM30BaHHasi, He 3aBucAllasd OT (U3UYECKO
aKTUBHOCTH WJIM TTOJIOXKEHMS Tejla, MHOTAa ¢ HOYHBIMU 000-
ctpeHusiMu. OnuchIBaeTCsl Uppaguanys B MaxoBYlO O0JACTh,
a TakxKe Hepeako HaOJiomaercs: 00Jb B sSIMYKAX, YTO MOXET
HaIroOMUHAaTh 00JIb MpU MouyeyHoit Konuke [33, 34]. Cuutaet-
¢, uyto 606 npu PITM cBs3aHa ¢ TOKaJbHBIM CIAaBINBAHUEM
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HEepPBHBIX CTBOJIOB (hprubOpo3HOit Maccoii [28]. Hepenko orMmeua-
I0TCSI KOHCTUTYLIMOHAJIbHbIE MPOSIBJICHUS, BKIIIOYasi HEIOMO-
raHue, aHOPeKCHIo, TOTeplo Beca, cyo(peOpUIUTET, TOIIHOTY,
pBorty [8, 30, 31, 33, 35]. ¥ HEeKOTOpHIX MALIMEHTOB HabII01a~
JOTCST OTEKW HVDKHMX KOHEYHOCTEl, KOTOPble OOBIYHO BBI3Ba-
HBbI CaBJIEHUEM KPYITHBIX BeH (OOBIMHO HMXKHEM I0JI0i 1 00-
IIMX TIOAB3AOILIHBIX) WM JduMdaTudeckux cocymon [30, 31,
33]. [ToMrMO OTEKOB HUXKHUX KOHEUHOCTEii, y HEKOTOPBIX T1a-
IIMEHTOB C KOMIIpeccHell BeH MOTYT pa3BUBAThCS TPOMOO®D-
JIEOUTBI, a TaKKe TPOMOO3bl INTyOOKUX BeH. B OobIIMHCTBE
cilyyaeB CAABJIEHUE COCYIOB — 9TO IMOCTENEHHBIN Mpolecc,
COTTPOBOXIAIOIINIICS Pa3BUTHEM KOJIIATEPATLHOTO KPOBOO-
opamenus [36]. Okosno 30—50% myxunH ¢ PIID, BeposiTHO,
BCJIEICTBUE CAABJIEHUS BEH SIMYEK CTPAfaloT OT BapUKOIle-
Jie VI TUApPOLEeNe, B Psifie CydaeB OTMEYAeTCsl dPeKTUIbHAS
" 3KynsgTopHas nuchynkums |31, 33, 37, 38].

CnaBjiieHUe MOYETOUYHUKOB (HhUOPO3HO-BOCHIATUTEb-
HOI TKaHbIO MPUBOAUT K MOYEBOMY OJIOKY, TMApOHEdhpo-
3y U, KaK CJIEeICTBHUE, K OCTPOMY MOUYEYHOMY MOBPEKIECHUIO
(OIIIT) — mauMeHTHl MOTYT MPEIbIBISATh XaJIOObI Ha OJIMTO-
aHYypHI0, OTEKU MoYeuHoro xapakrepa [8, 37, 39]. B tsxenbix
clIyJ4asix MOTYT HaOJIloaTbCsl CUMITOMBI YPeMUU, BKIIOYast
CIYyTaHHOCTb CO3HAHUS BIUIOTh JO KOMBI, a TaKXe CYA0pO-
ru [40]. [Tomumo OIIII, nauTeabHBIM MOYEBOIi OJIOK Oe3 Jie-
YEeHWS MOXET TPUBOAUTH K aTpoPUU TapeHXUMBl TTOYKU
U BIIOCJIEACTBUU — K Hepockiieposy [31, 37]. YuurtbiBas Bbl-
COKYIO YacCTOTy pa3BUTHsI MOUY€BON MHGEKUUU, y MalueH-
TOB ¢ PII® moryr oOHapyXMUBaTbCS SBIACHUST TU3YPUU, U3-
MEHEeHUs B 00IIIeM aHaIN3e MOYHU BKITIOUAIOT JIEHKOIIUTYPUIO
u G6akrepuypuio. Y 33% GosbHBIX 0OHAPYKMBAeTCsI BIIEPBBIE
BO3HUKIIAsI apTepualibHasi TUMEePTeH3Usl (BEpOsITHO, BCIEM-
CTBUE MTOYEYHBIX TPUYKH) [33].

Menee xapakTtepHbl 111 PII® cuMnToMbl KOMIIpeccuu
aptepuii. [Ipu HapylIeHUM KPOBOOOPAIIICHUS B apTepUsiX, yda-
CTBYIOLIMX B KPOBOCHAOXXEHUN HMXKHUX KOHEUHOCTE, MOXET
BO3HUKATh Iepemexatoiasicss xpomota [31, 37]. Ilpu xom-
Tpeccuy OpbDKEEUHBIX apTepPUil BCIENCTBUE ME3EHTEPUATbHON
WIIEMUY BO3HUKAET 00JIb, C 00JIbIIIei BEPOSITHOCTHIO JIOKAJIU -
30BaHHasl B OKOJIOMYITOYHOM obacTu [37, 41]. XoTst xapakTep-
Has Jjokanau3auus ¢Guodposa — MH(papeHaJbHbINA OTIE A0PTHI,
B HEKOTOPBIX Cirydasix ¢pubpo3 pacrmpocTpaHseTcs: U Ha Ooee
BBICOKUE cerMeHThl. Tak, BoBjieueHue B 30HY ¢ubpo3a rpymi-
HOTO OTJeJIa A0PThl MOXET MPUBOJIUTH K OCUILTIOCTH U CyXOMY
KaluTio, BbI3BAHHOMY CAABJIEHUEM OJM3KO PACIOIOXEHHOTO
BO3BPAaTHOTO TOPTAHHOTO HEPBa, a TMOPaXXEHWE IMONKITIOUNI-
HBIX apTepuii COIPOBOXIAETCS CUMITOMaMU WIIIEMUM BEPX-
HUX KOHEeUHocTel [42].

Knunnueckue nposieienusi IgG4-csizantoro u IgG4-
He cBs3aHHoro PII® cymectBeHHo He pasnuuatorcs. [Ipu-
MeuartesibHO, OJIHaKo, 4To, Mo gaHHbIM K. Wang u coasr. 8],
nipu He-1gG4-PII® Gosb B HYKHEI YaCTH CITMHBI BCTPEYaeTCst
cTaTUCTUYeCKU 3HauMMo 4aie. Kpome Toro, ajsi mauueHToOB
¢ IgG4-cBs3anHoii hopmoii 3abosieBaHUs OoJiee XapaKTEepHO
TopaxeHue nIpyrux opraHoB-mutneHeit [gG4-C3.

Jlabopamoprvie memoodsi OuaeHOCMUKU

Crnenuduueckux adopaTopHbix MapkepoB PIId nHa ce-
TONHSIIIIHUI eHb He BbIsIBIeHO. Haubonbliee nuarnoctuieckoe
3HaUEHUE UMeeT OTpeeieHre TPU3HAKOB IMOUYeYHON TUCHYHK-
LMY — TIOBBIIIIEHNE KOHIIEHTPAIIY KpeaTHHUHA U a30Ta MOUe-
BUHBI KPOBU, KOTOPOE B OOJIBLIMHCTBE CIy4yaeB OTpakaeT Halu-
Y1e MOYETOYHUKOBOI OOCTPYKIINU.

7151 yTOUHEeHUsT 3THOJOTUM 3a00JIeBaHUSI, OLIEHKU aK-
TUBHOCTY BOCTIAJIEHUST U MOHUTOPUHTA 3 (HEKTUBHOCTY Tepa-

HayyHo-npakTtnyeckas pesmaronorus. 2026;64(2):133-140

MUY PEKOMEHYeTCs MpOoBeleHne KOMIUIEKCHOTO JabopaTop-
HOTO 00cief0BaHus. Y OOJMbUIMHCTBA MALMEHTOB HA MOMEHT
MOCTAaHOBKY IMAarH03a BBISIBJISIIOTCS MOBBILIEHHbIE 3HAYSHUS
ckopocTu ocenanust 3putpouuto (COD) m C-peakKTUBHO-
ro 6enka (CPB), uto oTpaxkaeT akTMUBHOCTb BOCITAJIMTEILHOT'O
npouecca [8, 30, 31, 33, 35]. HekoTopble uccienoBaHus yka-
3bIBAIOT Ha aCCOLMALIMIO MOBBILIEHHOTO MCXOAHOTO YPOBHS
CPbB ¢ Gonee GyaronpusiTHBIM TepaneBTUYECKUM OTBETOM,
OITHAKO JaHHbIe TIPOTUBOpeunBHl [43, 44]|. Koppensuu uc-
XOJHBIX YPOBHEN ocTpoda30oBbIX MoKa3aTejeid ¢ puckKoM pe-
LUIMBA He ObLIO OOHAPYXEHO, MPU 3TOM 0O0JIbIIee UX MOBBI-
LIEHWEe XapaKTepHO s ociaoxHeHHoro TeueHust PI1®D [39].
Menuanbl ypoBast CPb u COBD B KpymHBIX KOropTax IMaiu-
eHToB ¢ PIT® He mpeBblmaau 26 Mr/i u 45 MM/4 COOTBET-
crBeHHo [8, 30, 31, 33, 35]. bonee Bricokue ypoBHu CPb
1 COD Nno3BOJSIOT 3aM0J03PUTh MH(PEKIIMOHHBIE OCIOXHE-
HUSI UV CBUIETENbCTBYIOT B TMOJTb3y aTbTEPHATUBHOTO MUA-
rHo3a. [lpu cpaBHeHuu IgG4-cBs3aHHOW M HE CBSI3AaHHOM
¢dopMBbI Oosiee BBICOKMIA YPOBEHBb OCTPO(Ma30BbIX ITOKa3aTeaehi
BoIisBIeH nipu 1gG4-PITI® [30].

ChIBOPOTOYHBIE YPOBHU WMMMYHOTJIOOYTMHOB, TPEXIe
Bcero [gG4 u IgE, MOoTyT MMeTh TMarHOCTUYECKYIO 3HAYMMOCTb.
[MoBeiieHne kKoHueHtpauuu IgG4 xapakrepHo st 1gG4-
CBSI3aHHOTO BapuaHTa 3a0oJieBaHMWsI, OJHAKO BCTpeyaeTcs
U TIpU APYTUX BOCTMATMUTETBHBIX U MPOIU(EpaTUBHBIX COCTO-
SHMSIX, YTO OTpaHWYMBAeT CelU(pUIHOCTL TMapameTpa [45].
Tem He meHee, oBbIIeHUE YpoBHS [g(G4 B cOUeTaHMU € TUTTUY-
HOM KapTUHOM, BBISIBJISIIOLIENCSI TPU KOMITBIOTEPHOM TOMOTpa-
¢un (KT) unu MmarHUTHO-pe3oHaHCHOM Tomorpacdhuu (MPT),
no3BoJsieT peamnonarats [gG4-PI1® naxe rnpu OTCyTCTBUU TU-
CTOJIOTMYECKOTO MTOATBEPKAeHUS [46], Tpu 9TOM GOJIbIIIEe CO-
nepxxaHue ceiBopotouyHoro IgG4 yBennuuMBaeT BEpOSITHOCTD
nuarHosa [5]. CeiBopoTouHblii IgG4 MMeeT MPOrHOCTUYECKYIO
LIEHHOCTb — B ucciaenoBanuu Z.S. Wallace u coast. [47] no-
BollieHNe ypoBHs IgG4 SBISANIOCH MPETUKTOPOM PEIUanBa
IgG4-C3. T'unokomIuieMeHTEMUS SBJSIETCS 4YacTbhIM IPOSIB-
snenueM IgG4-C3 ¢ MyJbTUOPTaHHbBIM, CUCTEMHbBIM TEUEHUEM
wim IgG4-cBsizaHHOrO nopaxeHus nouex |5, 30].

TunuyHbIMU TA00PATOPHBIMU U3MEHEHUSIMU TaKXKe SIB-
JIAIOTCST HOpMOIIMTapHasi aHeMust [35], oOycioBiIeHHasr Xpo-
HMYECKUM BOCTAJIEHUEM WM TTOYEYHON HEeIOCTaTOYHOCTHIO,
a B psane ciayvaeB (vaite npu IgG4-PII®) — so3uHodmmms [8,
30]. ¥ 25—60% naiLneHTOB MCXOIHO BBISIBISIOTCS aHTUHYKIIEap-
HBIE aHTHUTENA, KOTOPble MOTYT PacCMaTPUBATHCS KaK TPEIK-
TOp peUUANBUPYIOLLIEro TeueHUs 3abosieBaHus [28, 33, 48, 49].

He cnenyet 3a6b1Bath, uto nipu PI1® (ckopee, npu IgG4-
PII®) BcrpeuaroTcss j1aGopaTopHble MNpU3HAKU B-kieTou-
HOU TMMepakTUBAIlMU — TIOBBIIIEHNE YPOBHS OOIIero oenka,
I1gG, ramMMarnoOynimHeMusI, 4alie TMOJTUKIOHATbHAs (MOHO-
KJIOHaJIbHAsI CeKpelusl Moao3puTesibHa B o3y 1gG4-cekpe-
TUpYIOLLIEH TUMGbOMBI U IPYrux JuMdornponudepaTiBHbIX 3a-
ooseBaHmif) [50].

IMpoBeneHue oOIIeTo aHaIM3a MOYM WMeEET 3HaueHUe
IUTST BBISIBIICHUSI JIGMKOIIUTYPUY, OAaKTEPUYPUU U IPYTUX TIPHU-
3HAKOB MH(MEKLUMOHHBIX OCJIOXHEHWU, XOTS Yy MalHUeHTOB
C MPEeALIeCTBYIOIIUMM BMEIIATeIbCTBAMU HA MOUYETOYHUKAX
MO0OHBIE U3MEHEHUST MOYEBOTO OCalKa SIBISTIOTCST XapaKTep-
HBIM siBJIeHUEM [9].

Hucmpymenmaavnoie memoost ouazHocmuku

IMaunuenTsl ¢ momo3penreM Ha PII® momiexar Kom-
IJIEKCHOMY WHCTPYMEHTAJTbHOMY OOCIENOBAaHUIO IS TIOJ-
TBEPKICHUST TUarHO3a M OTPEAEICHUST CTEIIEHN TOPaXKeHUSI.
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Ha panHux sranax 3a0oseBaHUs YIbTPAa3BYKOBOE MCCIEIOBA-
Hue (Y3U) nouek ucrnosib3yeTcsl Mpu OLiEHKe (BYHKIIMU TO-
YeK WM MpU HaJIWYMKU OOJM, TO3BOJSISI BBISIBUTH TMAPOHE-
¢po3 ¢ mpu3HaKaMu BOBJEYEHMSI TMOYEUHBIX cocynoB [51].
V 8—30% naiueHToB K MOMEHTY ITOCTAHOBKU JMAarHO3a OIpe-
NIEJISIeTCST OMHOCTOPOHHSSI WIM ABYCTOPOHHSISI aTpodusi mMo-
YEYHOI TapeHXMMBbI, OOYCJIOBIIEHHAs OOCTPYKLIMEHl Moue-
TOYHUKOB WJIM UIIEMHUEH BCIECACTBUE KOMITPECCUU TTOYEUHOMU
aptepun [52].

Kittouesyto posb B muarnoctuke PI1® urpaer KT ¢ BHY-
TPUBEHHBIM KOHTpacTupoBanuem win MPT, pe3yabraThl KOTO-
PBIX OLIEHWBAIOTCSI B COBOKYITHOCTH C KITMHUUYECKOW KapTUHOM.
KontpactHas KT mo3BojisieT yCTaHOBUTb paclpocTpaHeHue
¢udbpo3za, Hamuumne ruapoHedposa, JumddaneHonaTu U crTe-
neHb BoBjieueHus cocyaoB. [Ipu atom KT 6e3 ucrnonbzoBaHus
KOHTpAcTa SIBJsIeTCsl MaTOMH(MOPMATUBHOM, TaK KaK He MO3BO-
JISIET YETKO OTIPaHUYUTh 30HY (pubpo3a oT cocyaoB. TunuuHas
KT-kapruna npu uaunonarnyeckom PI1® BkiIoyaeT MmIoTHYO
OIHOPOIHYIO MAcCy, OKPYXKAOIIYI0 a0PTY M YaCTO — HIDKHIOIO
TTOJIYIO BEHY, COTTPOBOKIAIONIYIOCS MEIUATbHBIM OTKJIOHEHM-
€M MOUYETOUYHHUKOB U PEIKO BHIXOISIIIYIO 32 TPAHMIIBI ITOSCHUY-
HbIx Mbi [37]. Tunmunas KT-kaptuna PII® npencrasnena
Ha pucyHke 1. K penkum jokanu3aiusm OTHOCAT Ipecakpasib-
HYI0, TIEPUTIAHKPEATUYECKYIO U Ta30BYI0 (DOPMBI.

MPT cornocraBrma 1o nuarHoctuyeckoi TouHoctu ¢ KT
U MPEANOoYTUTEIbHA TTPU HENEPEHOCUMOCTU MOACOAEPKALIUX
KOHTPACTOB WJIM CHUXKEHHOM (pyHKIIMU moyek. OHa Mo3BoJIsSIeT
OLIEHUTh aKTMBHOCTb BOCIAIUTEIBHOTO Ipollecca Mo MHTEeH-
CUBHOCTH curHaja Ha T2, 4yTo BaxKHO /IS pa3IMueHUsT aKTUB-
HBIX M (DUOPO3HBIX cTaguil 3a6oneBanus. AuddepeHimanbHas
IMaTHOCTUKA C OIYXOJIbI0 OCHOBBIBAETCSI Ha XapaKTePUCTUKAX
KOHTPAaCTUPOBaHUS, JJOKaIU3auu 1 opme obpazoBaHus [53].
[MosurporHo-s3muccronHas romorpadus (ITDT) ¢ 18F-prop-
TIE30KCHUTITIOKO301 TPEeACTaBISIeT COO0M MEepCIeKTUBHBIN Me-
TOI OlleHK! 3 (HEeKTUBHOCTH UMMYHOCYTIPECCUBHON TEpaITu,
MOCKOJIbKY TTO3BOJISIET HE TOJIBKO OMPENEIUTh Pa3Mephl MaTo-
JIOTMYECKOro 00pa3oBaHMsl, HO U KOCBEHHO OLIEHUTh €ro BOC-
najurtebHylo akTuBHOCTh [54—58]. Kpome toro, TIDT/KT
00J1aaeT MPOrHOCTUYECKUM MOTEHIIMAIOM: COTJIAaCHO JaHHBIM

HCCIIeIOBAHUIA, MCXOMHO BBICOKAs MeTaboyMdyeckas aKTHUB-
HOCTb KOppEJIMpyeT ¢ 6ojiee BhIpaXkeHHBIM OTBETOM Ha Tepa-
MHI0, TOTA KaK COXPaHSIOUIasicsl aKTUBHOCTD IOCJIE JICUEHUST
CBsI3aHa C TMOBBILIEHHBIM pUCKOM peunuauba [55]. Bce ato,
no Hamemy MHeHM1o, nenaet [1DT/KT (¢ BHyTpMBEHHBIM KOH-
TPacTUPOBAHUEM) TIPEANOYTUTETBHBIM METOIOM MHCTPYMEH-
TanbHOU auarHoctuku PII®. IToBTopHOE TOoMorpaduueckoe
HCCIIeIOBaHNe PEKOMEHIyeTCs uepe3 4—6 MecsileB JUIsl OLIeH-
K1 TUHAMWKU pa3MepoB 00pa3oBaHUsI.

Hcropuuecku akckpeTopHast yporpadus (BHYTpUBEHHAsT
yporpadus) SBIsJIaCh OTHUM M3 OCHOBHBIX METOJIOB BU3YyaJi-
3aruu 1pu nono3pernu Ha PI1® u mo3Bossiiia oGHApyKUBaTh
XapakTepHble M3MEHEeHHUs, TaKhe KaK MeIuallbHOe CMele-
HHE MOYETOYHUKOB, OTeK M OOCTPYKIIMIO C TMIpOoHedpo3oM
WU TUIPOYPETEPOM, Yallle ABYCTOPOHHUMMU. Tpurana sTux yporpa-
(UUYECKUX MPU3HAKOB cunTaeTcs Kiaccuueckoit st PII®D, on-
HAKO YYBCTBUTEIbHOCTb U CIIEHM(PUUYHOCTh METOJIA OTpaHUYE-
HBI, TOCKOJIbKY MEANAbHOE CMEIIEHNEe MOUETOYHUKOB MOXET
BCTpeyaTbes U 'y 3m0poBbIx null [59]. Kpome Toro, skckpetop-
Hasi yporpadusi Mo3BOJsIeT BU3YyaTu3UpOBATh JUITh MOUYEBbI-
NETUTENIBHYI0 CUCTEMY, UTO TaKKe OTPAaHUIMBAET TUATHOCTH-
YECKyI0 IIeHHOCTb MeTona. B c¢Bsi3u ¢ puckoMm Hedpomnatuu
BHYTPMBEHHasi yporpadus TpeOyeT OCTOPOXHOCTH y Tallu-
€HTOB C HapylIeHHOW (GYHKIMEH MMOYeK M TOJKHA COTIPOBO-
KIAThCsl TINATEbHOM rumparanueii. PerporpamHasi mueno-
rpadust U ypeTepoCKONMs BBITTOJIHSIOTCS PEKO: TIPY HATMIUU
MPOTUBOIOKA3aHUI K BHYTPUBEHHOMY KOHTPACTUPOBAHUIO
WY MPU HETOCTYITHOCTU IPYTUX METOIOB.

Baxwueitmim metonom auarHoctuku PI1® sBisieTcs 61o-
Mncus ¢ MMMYHOTHMCTOXMMMYECKMM HcCclienoBaHueM. Tpemna-
HoOuorcusg obpa3oBaHUs MPoBoAUTCS Toa KoHTposiem KT
w Y3, a mpu Xupypridecknx BMEIIaTeIbcTBaX — MHTPAOTIe-
parmorHo. OMHAKO BBUY CIOXHOCTU BBITIOTTHEHUS U TUIOTHO-
TO TpwiIeraHvs pUOPO3HOI TKAHU K CTEHKE KPYITHBIX COCYIOB
BBITIOJTHEHUE OUOTICUY He SIBJISIETCS] PyTUHHBIM U TIPUMEHSIETCST
OOBIYHO MPU HETUTTUYHOM, B T. 4. IepuHEMPaTbHOIA, JoKaa13a-
LIMM, TTPU3HAKaX 3JI0KAYeCTBEHHOTO MM MH(MEKIIMOHHOTO IO~
paxeHusI, BIPAKeHHOI JTUMbaTIeHONaTUN WM OrpaHUIEHHOM
OIMbITE IUArHOCTUKU B KJIMHUKe [37].

Puc. 1. TunnyHas KOMbOTEPHO-TOMOrpaghnyeckas KapTuHa PeTponepuUToOHeanbHoro noposa. Ha akcuanbHom (a) v opoHTanbHoM (6) CHUMKaX
(apTepuanbHas (asa) 06palLaeT Ha ce6s BHUMaHNe 06pa30BaHNe MArkOTKAHHOM MI0THOCTH, MyghT000pa3HO 0XBATbIBAKOLLEE UH(DPAPEHATbHBI
0T/1e/1 a0PTbI M NEPEXOAALLEE HA MOAB3AO0LLHbIE apTepun. CTPenKamm OTMEYEHbI MOYETOYHNKU, UHTUMHO MPUIEXALLNE K 30HE (hnbpo3a. HmxHas
r1onas BeHa B 30He pnbpo3a Bu3yannaupyertcs nnoxo. 06pa3oBaHne He PacnpoCTPAHAETCS 3a rPaHULibl NOAB3AOLIHbIX MblLLL (OTMEYeHbI *)
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Mopddonormyeckn PII® mnpencrasiasieT coboii IIOT-
HbII KOJIJTAreHOBBII MaTPUKC C JUMGOIIa3MOLIMTAPHBIM MH-
dunbTpatoM, comepxammM T- u B-nmumdonutel, makpodaru
u 303uHOGMIEL. g IgG4-accolmmpoBaHHOTO BapyaHTa Xa-
paktepHo Hanuuue 6osiece 40% IgG4-TOMOKUTENBHBIX TUIA3-
MaTHUYECKUX KJIETOK, MyaporonoOHbIil («storiform») ¢pudpos
U obauTepupyloluii GaeduT, B psne ciaydyaeB OTMEYaeTCs
s03uHOGMIbHAS nHGMIbTpanus [37, 60]. [Ipu He-1gG4-PI1D
(Gubpo3 yalle OMUCHIBACTCS KAaK XaOTUYHBIN, MHOTAA JIaMell-
JIIPHBIN, MHOWIBTPAT OOBIMHO GoJiee CKYIHBIN, TPUCYTCTBUE
IgG4*-ma3aMouToB B MH(UIBTpATe HE XapaKTepHO, a 00-
JIMTEPUPYIONINIA (heOUT BCTpedaeTcsi CTAaTUCTUYECKU 3HAYM-
MO peXxe, OJHAKO HaHHbIE JIMTePaTypbl IMPOTUBOPEUYMBHI [61,
62]. INpu Bropuunom PITD mopdorornyeckast KapTuHa oIpe-
NeNIsieTcsT TIEPBUYHBIM 3a00JIeBaHUEM: OITyXOJIeBOW WH(MUITb-
Tpauueit, HamnureMm TmeHucTeix CD68KP1*CDla-ructuonm-
TOB Ipu Oosie3Hu Dpareiima — YecTepa Uiiv rpaHyJIeMaTO3HbIM
BOCMAJICHUEM TIPU TyOepKyJie3e Uiu capkoumose [20].

XoTs1 pyTMHHO B KJIMHUYecKol mpaktuke PI1® muarHo-
CTUpYETCS TIO COBOKYITHOCTM TUITMYHBIX KIMHUYECKUX, WH-
CTPYMEHTAJIbHBIX M MHOTIA TATOMOPMOIOTrMYECKUX MPU3HAKOB,
1t nuarHocTuky IgG4-PIT® mMoryT ObITh UCTIOJIB30BaHbI CYIIIE-
crBytoire Kputepuu st IgG4-C3: yHuBepcanbHbIEC TUarHOCTH -
yeckue kputepun H. Umehara u coasr. 2011 r. u ux mepecMoTp
ot 2020 r. (He BaIMaAMpPOBaHbI), a TaKXKe KiaccuuKallmOHHbIe
kputepun EULAR 2019 r. (uyBcTBUTEIbHOCTh — 82—85,5%,
cnietruHocTh — 97,8—99,2%) [5]. PaspaGoTaHbl TakKe opra-
Hocrenmpuyeckre Kpurepun st 1gG4-cBsSI3aHHOTO CepaecuHO-
COCYIMCTOTO/PETPOIIEPUTOHEATHHOTO 3a00JIeBaHUST (4yBCTBU-
TeJIbHOCTD — 68,4%, cietmuIHOCTh — 97,4% Y OpUTMHATBLHBIX
kputepueB 2018 r.; y oOHOBJIEHHbIX KputepueB oT 2023 r. —
77,2% wu 94,7% coorBerctBeHHO) [60]. CHUXXEHHBIE Mapame-
Tphl UYBCTBUTEIIBHOCTH OPTaHOCIICIIM(UUECKUX KpPUTEPHEB,
BEPOSITHO, MOTYT OBITh CBSI3aHbI C OCOOEHHOCTSIMU (DUOPOTU-
yeckoro ¢deHotuna IgG4-C3, Kk kotopoMmy 1 oTHocuTcst PT1D:
MPUHSATO CYUTATh, YTO y narueHToB ¢ IgG4-PI1d vame BcTpe-
qaeTcs JIMIITb HeOObIIIOE TIOBBIIIEHWE UM HOPMAaJIbHBIN YPO-
BeHb 1gG4 CHIBOPOTKM, a TOpakeHWe OOBIYHO MOHOOpPTaH-
Hoe [63]. Cremyer TakKe OTMETHTH, YTO JJISI ITOCTOBEPHOIO
JIMarHo3a 4acto HeoO0xoauMa OMOIICHUsI MOPaXKEHHOro opraHa,
YTO B YCJOBUSIX PeaTbHOM KIMHUYECKON MPAKTUKU €1Ba JIU Bbl-
noaHuMo. Kputepun nst He-1gG4-PI1® B HacTosmii MOMEHT
He pa3paboTaHEI.

Jleyenue peTponepuToHeanbHoro pubposa

B Hacrosimii MOMEHT OOIIENPU3HAHHBIX CTaHIap-
ToB sieueHus1 PI1I® He cymiectByer. JleueHre OOBIYHO coue-
TaeT XUPYPTUIecKrue M KOHCEePBATUBHBIC METOIbI. XUPYPTH-
YEeCKOMY BMELIATEIbCTBY IMOUICXKAT MALIMEHTHI C TSDKEIbIMU
OCJIOKHEHUSIMU CO CTOPOHBI MOUEBBIBOISILIIMX TIYTEH UJIU CO-
cynoB. HanGosee 4acTto ¢ 1e/1blo KOPPEKIIMU OCTPOrO MOUEBO-
ro Gyoka s xupyprudeckoro Jyiedennsi PI1® npumensiiorcst
CTEHTUPOBAaHWE MOYETOYHUKOB, YPECKOXKHash HeGpocToMusl,
B 0oJiee peIKUX cydasix IpUOeraloT K XupypruuecKomy BbICBO-
OOXIECHUIO MOYETOUYHUKOB OT (PMOPO3HOI MacChl — ypeTepo-
JIN3Y, OJIHAKO MPUMEHEHKE 3TOTO METO/Ia OTPAHMYECHO B CUITY
BBICOKOW WHBA3WBHOCTU WM JIOCTYITHOCTM MEHEe paJnKalb-
HBIX METOIUK [9, 64].

LensaMu MenMKaMEHTO3HOW Tepanuu sIBISIIOTCS pas3-
pelieHre KiIMHUYeckux mposiieHuit PIID, Hopmanusaimst
J1aboOpaTOPHBIX TIOKa3aTesieil, yMEHbIIEHWE M CTaOWIM3aLust
Gubpo3HOIT Macchl, JOCTWKEHWE Oe3pelnIMBHOIO BOCCTa-
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HOBJICHUST YPOAMHAMUKU TIOCTE OCBOOOXIEHHWSI OT CTEHTOB
WJIM 3aKPBITUS HE(PPOCTOM.

OcHOBHBIM MeTonoM jeueHust PII® yxxe HecKoIbKO ae-
CATWICTUN SBJISICTCSI TPUMEHEHNE CPEIHUX UM BBICOKHX 103
nepopajibHbix rmokokoptukouaos (I'K), kortopeie B pexu-
Me MoHoTepanuu 3(p(MEeKTUBHBI Y OOJBIIMHCTBA MALMEHTOB
¢ vacrortoii otBeta oT 75% no 90% B 3aBUCUMOCTH OT J103bI
U TIPOIOJDKUTEIBHOCTU Tepanuu. JJIUTeIbHOCTh Tepanuu
00BIYHO cocTaBisieT 3—8 mecsues [34, 65—70]. OgHako cie-
IIyeT OTMETUTh, YTO JaHHble 0 mpumeHeHun 'K mpu PIID
MpeACTaBICHbl B OCHOBHOM HEOOJBIIMMMU KOTOPTHBIMU MC-
CJICIOBaHUSIMU M ONMMMCAaHUSIMU ciiydaeB. K ToMy Xe, yauThIBas
XapaKTEepPUCTUKY TOMYJISIuy mamreHToB ¢ PII®D, mpumene-
Hue 'K y Takux OGOJbHBIX OrpaHUYEHO BBUJY MOBBIILIEHHO-
T'O pYCKa HexXeJlaTeJIbHBIX sIBIeHUI. CUHTEeTUYeCKE Oa3UCHBIC
IMPOTUBOBOCITAJIUTEIBHBIC TIpeTiapaThl MOTYT OBITh MCITOJIB30-
BaHbl B KauyecTBe CTepouj-cOeperaioleil repanuu. B uccie-
TIOBaHUSIX ¢ MPUMEHEHUEM METOTpeKcaTa, MUKoheHoaTa Mo-
deruna, nukiaodochamMusa B coueTaHUU ¢ 0ojiee HUBKUMU
no3amu 'K ObL1M OTMEeueHbl 9KBUBAJIEHTHBIE MO 3(h(HEKTUBHO-
CTH pe3yJIbTaThl Teparnuu, onHako otMeHa ['K compsikeHa ¢ BbI-
COKMM PMCKOM PELIMINBOB, YTO OrPaHUYMBAET UCITOTIb30BaHUE
3TUX TpernapaToB B pexxume MoHotepanuu [32, 71-78]. Anb-
TEPHATUBHBIM METOIOM TE€PAITNU SIBJISIETCS TPUMEHEHUE aHTH -
B-xierouHbx mpemapaToB. PutykcnMab, MOHOKJIOHAJTLHOE
xumMmepHoe aHTuTes10 K CD20, MoxeT ObITh pAaCCMOTPEH Kak 3¢-
¢exkTUBHAs ajibTepHATHBA Y MAIlMEHTOB C PELMAUBUPYIOLIUM
WM pedpaKTepHBIM TeYECHUEM 3a00JIeBaHUS WIN C ITPOTUBO-
IMOKa3aHUSIMHU K cTaHmapTHbIM no3aMm ['K [79—83]. [loteHIm-
aJTBbHO TIEPCIIEKTUBHBIM SIBJISICTCS TIPUMEHEHNE IPYTUX TapreT-
HBIX MPeIapaToB, TaKUX KaK MHruouropsl MJI-6, THrMOUTOPBI
Anyc-kuHa3 u Ip., OAHAKO J0Ka3aTeabHasl 06a3a Mo 3TUM Ipe-
raparam KpaiiHe ckyaHa [84—86].

VYKa3zaHHbIe CPECTBA MOTYT MPUMEHSTHCS KaK Ul He-
IgG4-PIID, tak u mna IgG4-cBg3aHHOro BapuaHTa 3a00-
JieBaHus. BaXHO MOMHMTB, YTO BCE TEPEUMCIEHHBIE BBIIIE
MperapaTthl UCIOJIb3YI0TCS B Tepanmuu PII® off-label. dns ne-
yeHus IgG4-C3 VnpapieHue 1Mo KOHTPOJIIO KayecTBa IMH-
LIEBbIX MPOAYKTOB U JiekapcTBeHHbIX cpeactB CIHA (FDA,
Food and Drug Administration) B anpesne 2025 r. ogo6puio
MpUMEeHEeHNe WHeOMIM3ymMaba, Tperapara, MpeacTaBIIsIONIe-
ro coboil TyMaHW3MPOBAaHHBIE MOHOKJIOHAJTbHBIE aHTUTENa
Kk CD19 B-numdouuros [87]. B HacTosiiee BpeMsi MTHEOWIM-
3ymMab He 3apeructpupoBaH B Poccuiickoit @enepanni.

LlemecooOpa3HOCTh M UIMTEIBHOCTb TOMIEPKMBAIO-
meit repanuu PI1® octaetcs mpeamerom nuckyccuit. Kak ot-
paXeHO B MEXIYHAapOAHOM KOHCEHCYCHOM PpYKOBOJCTBE
no IgG4-C3, B KayecTBe MOIACPXKUBAIOLIEH Tepariy MOTYT
BBICTYIIaTh HU3KKE 0036l ['K, omHako maHHBIE 0 HEOOXOIUMOM
JUTATEJILHOCTH TaKOro JiedeHus: oTcyTcTByloT [62]. TIpropu-
TETHBIM BapMaHTOM JUISI TIOAIEPKUBAIOIIETO JICYEHUS] MOXET
CIYXUTh aHTU-B-KjeTouHasl Tepamus, YUUTbIBasl OIbBIT MpPU-
MEHEHUSI MOHOTEepaIuy pUTYKCUMa0boM, a Takxke 60Jiee BBICO-
Kylo Ge3ornacHocTh mpernapaTta B cpaBHeHuu ¢ ['K. B ctpaHax
A3UM Bpayu YyacTo MPEATIOYUTAIOT IIPOI0JIKATh IPUEM HU3KUX
103 'K (06b14HO OT 2,5 1o 10 Mr/cyT.) B TeueHue Tpex jet [88].
EBpomnelickue ydeHble pacCMaTpPUBAIOT BO3MOXHOCTb IpH-
MEHEHHUS TIOMIACPKUBAIOIICH Tepalmuy TOJBKO y MaleHTOB
C OCJIOKHEHHBIM TeYSHUEM WUIH TDIOXUMM ITPOTHOCTHYECKUMU
¢akTopamu 3a00jeBaHUs (HaIlpUMep, MyJIbTUOPraHHOE nmopa-
xkeHue) [62]. B Poccun B KauecTBe MOAAEPKUBAIOLIEH Tepanun
LIAPOKO MCTIOJIB3YETCS PUTYKCMMAO B COUETAHUM C HU3KUMU
nozamu 'K win 6e3 Hux.
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BbiBOAbI

Takum o6pazoM, PIT®D geasercs peakum 3aboieBaHUEM
C OCJIO)KHEHHBIM TeUeHHMEM 0oJiee YeM Y TTOJIOBUHBI OOJIbHBIX:
B psizie CIyJ9aeB IMAarHO3 BBISIBIISICTCS y3Ke Ha 3Tarie OCTPOTO MO-
YeBOro 0JI0Ka, YTO YacTo TpebyeT HeMeIJICHHOTO XUpyprude-
CKOTO pa3zpeleHus. DTo 00yCIOBIEHO, BEpOsITHEE BCEro, He-
cretM@uyecKoil KIMHUYECKON KapTUHOM, a TAKXKe PEIKOCTbHIO
3a001eBaHMs. B HacTOSIIIIMIT MOMEHT MMEIOIECs] TUarHOCTH -
yeckue U kKinaccupukannonHbeie Kpurepuu IgG4-PII® obna-
JTAlOT HEAOCTATOUYHOM YYBCTBUTEIBLHOCTBIO, UYTO HE TMO3BOJISICT
BBISIBUTbH BCE Cllydyau 3a0oJieBaHUsI, a Kputepuu s He-1gG4-
PITI® u BoBCce He paspaboranbl. 'K, KOTOpble MCMOIB3YIOTCS
B KayecTBe Tepaluu MepBoil JUHUU, 3(P(MEKTUBHBI Y MOAAB-
JISTIONIETO OOJBITMHCTBA TALIMEHTOB, OMHAKO acCOLMMPOBa-
HBI C BBICOKMM PUCKOM DPa3BHUTHSI HEXEIATCIbHBIX SBICHUI
1 00OCTpEeHUsI CYIIECTBYIOIIE KOMOPOUIHON IaTOJOTUU.
[TpumeHeHue Ga3MCHBIX MPOTMBOBOCIAIUTEIbHBIX Mpernapa-
TOB, HalIpuMep, METOTpeKcaTa WK MUKodeHosiata ModeTua,
MOXKET OBITh OITPaBAAHO B KAUECTBE CTEPOMI-COeperaroieii Te-
panuu, oIHaKO YOeIUTeIbHbBIX JaHHBIX 00 UX 3(ppeKTUBHOCTU
B pPEeXMMe MOHOTEpanuy HeT. MHOTOJIETHUI MUPOBOI OITBIT
MPUMEHEHUs PUTYKCHMMaba He HalleJl OTpaXeHUsl B KpyI-
HBIX pPAaHIOMU3UPOBAHHBIX KOHTPOJIMUPYEMbIX UCCICIOBAHUSIX,
XOTS OTAEJIbHBIE paOOTHI CBUIETEILCTBYIOT O €T0 3G (PEKTUBHO-
CTU B TOM YHCJIe U B BUJe MOHOTeparuu. [Ipyroii aHnTu-B-kie-
TOYHBIN Mpenapar, uHeOuIM3ymao, 6611 onoopeH FDA nis se-
yenus IgG4-C3, onHakKo MepCcreKTUBLI €ro MCIOoJIb30BaHMS
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