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BBEJIEHUE

AKTyaJIbHOCTb TEMbI HCCJICI0BaAHUA

IgGs-acconmuupoBannas Oone3nb (IgGs-AB) — 310 cuctemHoe 3aboseBaHue,
XapaKTEPHU3YIOLIEECS MMOPAKEHUEM PA3IUYHBIX OPraHOB M TKaHEW OpraHU3Ma, BKIIOYas
MOJ/KETYIOYHYI0 JKelle3y, Ie€4YeHb, JIeTKhe, 3a0pIOIIMHHYIO0 KIETYaTKy, TBEPAYIO
MO3TOBYIO 000JIOUKY, TIOYKH, a0PTY, CIFOHHBIE XkKele3bl U TuMdarndeckue y3isl [13, 89].
K  Oummapueim  mnposiienusiMm  IgGs-Ab  otHocutcs  1gGy-acconuupoBaHHBIN
CKJIEPO3UPYIOLIUI XOJIAHTUT (IgG4-CX), KOTOPBIN XapaKTepU3yeTcs
JTUMQOTLIA3MOIIUTAPHON HHPHIbTpaKel 1 GrOPO30M KeITIHBIX IPOTOKOB [9, 54]. D1H
MATOJIOTUYECKUE WM3MEHEHHUs MPUBOAAT K (POPMUPOBAHUIO OMIMAPHBIX CTPUKTYP U
pa3BUTHIO MexaHn4yeckom xentyxu [9, 54]. Pacnipoctpanennocts [gG4-CX B a3maTckoit
nomyJsiiue coctapiisteT 2 ciaydas Ha 100 000 gemosek [33].

Cornacno kinaccudukanuu Nakazawa T. u coaBT. (2012 r.), BBIIEISAIOT YETHIPE
tuna [gG4-CX B 3aBHcHMOCTH OT XosaHruorpaduueckoin kaptunbl [42]. Haumbonee
pacnpocTpaHeH nepBblid Th (65% ciay4yaeB), Ipy KOTOPOM OOHApYKUBAETCS CY>KEHHE
JTUCTAIbHOM dYacTh OOIIEero »KemyHoro mpotoka [42, 55]. DTu u3MEHEHHs] MOTYT
UMHUTHPOBATh OMYXOJb TOJIOBKM TMOHKEIYJJOYHOM JKEJe3bl, IICEBIOTYMOPO3HBIM
naHkpeatuT W xonaHruokapruHomy (XK) [42]. Ilpm BTOpOM THIIE XapaKTEpPHO
MOSIBJICHUE MYJIbTU(HOKATBHBIX CTPUKTYP BHYTPUTICUCHOUHBIX JKEITYHBIX MPOTOKOB, YTO
TpeObyer  mpoBeneHus  audPepeHInanTbHON  JAMArHOCTUKA € TEPBUYHBIM
ckaeposupyromuM xosianrutom (IICX) [42]. Tpetuit Tun OpoSBISETCS CYKEHUEM
JTUCTATBHOM YacTH XoJyienoxa U objacTu KoH(pIoeHca. YeTBepThIil THI OTIMYASTCS
CY>KEHUEM >KEJTUHBIX MPOTOKOB, OTPAHUYEHHBIM BOPOTAMH IEUCHH [5, 42]. DTH THUIIBI
1gG4-CX umutupyroT uaMeHenwus, xapakrtepuble g XK [5]. Takum o6pazom,
nuddepeHnmanbias TMarHoCTUKa OKa3bIBAETCS 3aTPyTHUTEILHOM.

Taxoke akTyansHOM MpoOJIeMOH SBIIIETCS BhICOKas yacToTa ooocTpennii 1gG4-CX. Y

30-50% mnamuenToB HaOmopatorcs oboctpenus 19G4-CX  mocne  mpekpaieHus



S)
tepanuu TrokokopTukoctepougamu (I'KC) [85, 118]. Omnako, daxTopbl pucka
peuuauBa [gG4-CX okoHYaTENBHO HE onpeiesieHbl [54].
Takum o00pa3oMm, MOAPOOHOE H3yUYEHUE KIMHUYECKOrO TEYEeHHs, MPOTHO3a U
daktopoB pucka peruanBoB IgGs-CX, a Takxke pa3paboTKa BBICOKOCTICIU(UIHBIX U

9YBCTBUTCIIbHBIX TUAHOCTUYCCKUX MAPKCPOB ABJIAIOTCA aKTYAJIbHBIMU HAIIPABJIICHUAMMU.

Crenenb pa3pa0lOTaHHOCTH TeMbI HCCICAOBAHUS

AxtuBHOe m3yuenue IgG,-CX Havayioch B mocliefHue aBa jgecsatwietus [89].
CornmacHo wuccleoOBaHMIO, W3 323 MAIMEHTOB, MEPEHECIIMX XUPYPrHUYECKHE
BMeEIIIATEILCTBA MO TMOBOJY mpennonaraeMoit XK MpoKCUMAaNbHBIX BHEMEYEHOUHBIX
YKETYHBIX MPOTOKOB, y 50 mamueHToB (15%) Obl10 OOHapyKeHO AOOPOKAYECTBEHHOE
3aboneBanue, u3 HuX y 42% (n=21) mammentoB Obu1 yctaHoBieH [gGs-CX [67].
NmmyHormo0ymuH G4 (10G4) B KpoBH MOKET OBITH ITOBBIIIICH IPU Pa3HbIX 3a00JICBAHUAX,
B ToM uncie npu XK, pake momxemynounoit xenessl u [ICX [5, 53, 87, 97]. Hnsa
muddepennuansuoit auarnoctuku ¢ XK ucnone3yroT omnpezaenenue ypoHs IgGa B
CBIBOPOTKE KPOBU C MOPOroBbIM 3HaueHweMm 2,07 r/11, KOTOpoe, MO JaHHBIM aBTOPOB,
nokazano 100% cnemuduanocts [53]. Mcnoap3oBanue moporoBbix 3HaueHUN 1gGq
ceiBopoTku 1,40 /1 u 1,77 1v/n nmo3Bomsumm auddepenumpoBats [gG4-CX u I[ICX ¢
yyBCTBUTEIBHOCTBIO 90% 1 91,5% u cnerudpuyunoctsio 85% u 87,6% cOOTBETCTBEHHO
[4, 53, 109]. Takum 00pa3oM, OAHUM M3 OCHOBHBIX HampaBicHUN ucciaenoBanuii 1gGa-
CX sBIsSICTCS TIOUCK JTOTIOJTHATEIBHBIX TUArHOCTHYECKUX MapKEPOB.

Hcxonpl 1 mporHo3 3aboseBanns MajgousyudeHsl. B Teuenue 19-metnero nepuosaa
IPOBOIUIIOCH UCCIIEIOBaHKE, B KOTOpOM yuacTBoBaju 89 nmaruenTos ¢ 1gG4-CX [3, 114].
3a Bpemsi HaOmrofeHusi Obulo 3adukcupoBaHo 10 nertanbHbIX HcxonoB [3, 114].
[IpyarHAMHU CMEPTH CTAIK: XOJaHTHOKapIMHOMA (n=3), IeYCHOYHAsT HEJTOCTaTOYHOCTh
(n=2), uHcynbT (n=1), cepaeuHas HeAOCTAaTOUHOCTh (n=1), cenTuueckuii Mok (n=1),

METAaCTaTHYECKUI PaK MOPKETYI0YHOM xkene3bl (N=1); y oQHOTO marmeHTa MpUYUHY
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BBISIBUTH He ynanoch [3, 114]. MenuaHna BpeMeHH OT TIOCTaHOBKH auarHo3a IgG4-CX 1o
cMepTH coctaBmia 6,5 et (amamaszon 1,2—11,3 ner) [3, 114].

CornacHO HcCIENOBaHUSAM, K IPEANOJAraeMbIM IPEIAUKTOpaM OO0OCTpPEHHUS
OTHOCSITCSI TIOP@KEHHUS BHYTPHUIICUCHOUYHBIX W MPOKCHUMAIBHBIX BHEMECYCHOYHBIX
KEJTYHBIX IPOTOKOB, BHEOMIIMAPHBIE IOPAKEHUS, TOBBIILIEHHBIA YpoBeHb [gG4 B KpoBU U
OTCYTCTBHE €ro HOpPMaJIM3alMu TOclie MpoBeaeHHOoro jedeHus [94]. Kpome Toro,
BBISIBJIEHO, 4TO peuuanBbl 1JG4-CX MOryT NOBBIIATh PUCK PA3BUTHUS 3JI0KAUECTBEHHBIX
omyxoei [ 75, 107].

Takum oOpa3oM, BbIsIBIIEHHE (PAKTOPOB PHUCKAa PELUUIUMBOB M UX BIUSHUSA Ha
JOJITOCPOYHBIN MPOrHO3 3a00JI€BaHMsl SIBISIETCS Ba)KHOM 3adauedl Ui yJIydIlEHUs

BeaeHus nauueHToB ¢ [gG4-CX 1 npenoTBpalieHnsl MOTEHIIMAIbHBIX OCI0KHEHUMN.

IIe.m; H 3a1a41 HCCJICA0BAaHUA

N3yunts kmuanyeckue BapuanTel TedeHns 1gG4-CX u gat HayuHoe 000CHOBaHKE
TAKTHKHW BEJCHUS NALUEHTOB.

Jlns peanu3anuy MOCTaBJICHHOM L€ CPOPMYIHPOBAHBI CIEAYIOIIME 3a/1auu
UCCIIEIOBAHUS:

1. [Ipoananu3upoBaTh MPAKTUYECKYI0 MPUMEHUMOCTh U 3(PPEKTUBHOCTH
CYILIECTBYIOIINX JUArHOCTUYECKUX KpUTEepreB B quarHoctuke 1gGs-CX.

2. CpaBHUTH KIIMHUYECKHUE, aHAMHECTUYECKHE, 1abopaTopHO-
WHCTPYMEHTAJIbHBIE XapaKkTepucTUKU ManueHToB ¢ [gG4-CX u [ICX.

3. OueHuTh 4acTOTy pa3JuYHbIX THUIIOB IMOPAKEHHUS JKEITYHBIX ITPOTOKOB
COIJIaCHO METOZaM JIy4eBOU TMarHOCTHKHU.

4. OueHuTh YacTOTy WHBA3UBHBIX JIUAarHOCTUYECKUX U XUPYPrUYECKUX
BMEIIATEIbCTB y MAIIMEHTOB /10 Bepudukauuu nuarHosa [gGs-CX.

d. Coznmate Mozenb nuddepennuanbon quarHoctuku Mexay 1gGs-CX u
[1CX.

6. OnpenenuTs 4acTOTy Pa3BUTHS OCIOKHEHUM U ucxoasl ipu 1gG4-CX.

7. Omnpenenuts GakTOphl pUCKa pa3BUTHS PEIUAMBOB Y nanueHToB ¢ 1gG4-CX.
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Hay4Hasi HOBU3HA

ITo pe3ynbTaram NMpOBEACHHOTO UCCIICIOBAHUS BBISIBIICHBI M CUCTEMATU3UPOBAHbI
KJIIMHUYecKue BapuaHThl TeueHus 1gG4-CX, BKIIIOUas AeTaIbHBIM aHAIN3 KIMHUYECKUX
MPOSIBJICHUI, YaCTOTHI ONIEPATUBHBIX BMEIIATEIbCTB, JNIMTEILHOCTH PEMUCCHI, YaCTOTHI
pPEIUANBOB U MCX0M0B 3a0oneBanus. Cpenu (pakTOpoB, MOBHIMIAOIINX PUCK Pa3BUTHS
peuuauBa 3a0osieBanus y manueHToB ¢ 1gG4-CX, ycraHOBIIeHBI HanboJiee 3HAYMMBIE:
HaJMyue HDKCTPaAOMIMApPHBIX TMOPKCHUH, JIOKAIM3alUsl CTPUKTYp BBIIIE YPOBHS
KOH(IIOGHCA, TMPEIIIECTBYIONIME XUPYPIUUYECKUE BMEIIATEIhCTBA M TMOBBIIICHHBIN
ypoBeHb IgGs B chiBOpoTke KpoBH. [loguepkHyTa Ba)XKHOCTb CBOEBPEMEHHOMU
JUArHOCTUKM JUIsl MPEIOTBpAICHUs] PEUINBOB. B paMkax CpaBHUTEIBLHOIO aHAIM3a
KIIMHUYECKUX, AaHAMHECTHYECKHX U JTa00paTOPHO-UHCTPYMEHTAJBHBIX MapaMeTpoB Yy
namueHToB ¢ 1gG4-CX u TICX paspaborana wmaTeMaTthyeckas MOJEIb IS

mudepeHnrnanbHON THATHOCTUKY 3TUX 3a00JI€BaHUN.

Teopernueckasi 1 NPAKTHYECKASA 3HAYUMOCTH PadOThI

[IpoBeneHHOE ucCcIeI0BaHNE PACIIUPAET KaK TEOPETUUECKUE, TAK U TPAKTUYECKUE
npenctasienus o 1gG4-CX. beui npoaHanu3upoBaHbl ¥ TOJAPOOHO OMMCAHBI PA3INIHBIC
KIIMHU4ecKne BapuaHThbl TeueHus [gGs-CX, a Takke IpPOBENEHO HX CPABHEHHE CO
ciyqasimu [ICX. B pesynbrare ananm3a ObUIM BBISIBICHBI KIIOUEBBIC Pa3Iudus B
KIIMHUYECKUX TPOSIBICHUAX, TCUCHUU M JAHHBIX JIA00paTOPHO-MHCTPYMEHTAJIBHBIX
uccienoBannii. OmnpeseneHpl MOPOTOBbIE 3HAYCHUS YPOBHEW HMMMYyHOrIoOynuHa G
(1gG), 19Gs4, a Tarxke cootHomreHusi IgG4/IgG B  CBIBOPOTKE KpPOBH IS
muddepenumanbioi auarHoctukn [gG4-CX u TICX. IlonmydeHHbIE JaHHBIE OBLIN
WCIIOJIb30BAHbl  JJIS  CO3JaHUSl JIMarHOCTHYECKOW wmonaenu nuddepeHnranibHon
nuarHoctuku [gGs-CX u TICX, 9T0 MOXET OBITh MHTETPUPOBAHO B KIMHUYECKYIO
MPAKTUKY JJI1 ONTHUMHU3AIUMU OOCJIEOBAaHUS TALMEHTOB CO CTPUKTYpaMHU >KEITYHBIX

npoToKoB. Taxke ompesneneHsl npeaukTopbl penuauBoB 1gG4-CX, yto mo3BoNHT
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UACHTU(PUIMPOBATh TAIMEHTOB C BBICOKMM pHUCKOM peIUanBa MW pa3padoTaTh

COOTBCTCTBYIOINYIO TAKTHUKY BCIACHMA.

MeToa0/10THSI 1 METOXbI HCCJICOBAHUS

B pamkax naHHOrO MccneoBaHHs ObLUT MPOBEAEH KOMIUICKCHBIM aHAIMU3 JBYX
rpynn nanueHtoB: 33 manuenta ¢ [gGs-CX wm 67 maumentoB ¢ IICX. IIpoeneHo
U3y4YeHUE aHaMHe3a M KIMHUYECKOW KapTUHBI 3a00JIeBaHUM, BBITIOJHSIIACH OIICHKA
7a00paTOPHBIX TMOKa3aTesel: OO aHaIN3 KPOBH U MOYHM, OMOXMMHYECKUNA aHalu3
KkpoBH (ananuHamuHoTpancdepasa (AJIT), acnapraramunoTpancdepasa (ACT), oOmmit
U npsMoit ounupyOuH, menouHas ¢ocdaraza (LL[D), ramma-riryTaMuiTpaHcienTyuaasa
(I'T'TII), oOmui Oenok, anpOymud, oHkomapkep CA19-9, IgG u IgGy).
NHcTpyMeHTallbHAass —~ JUArHoCTUKa — BKJIOYaja  KOMIUIEKCHOE  YJIbTPa3BYKOBOE
uccnenoBanue (Y3U) opranos OpromrHoi nosocty, Y 3U CIIOHHBIX Keje3, IUTOBUTHON
KeNe3bl, HHAOCOHOTPA(UI0 TMAHKPEATOOMIMAPHOW 30HBI, MarHUTHO-PE30HAHCHYIO
tomorpaputo (MPT) opraHoB OpromHONW  MOJOCTH, MAarHUTHO-PE30OHAHCHYIO
xosianruonankpearorpaguio (MPXIII'), komnbiorepnyto Tomorpaduto (KT) opranos
IPYAHOM MOJOCTH, OPIOITHOM MOJIOCTH Y 3a0PIOIIMHHOTO MPOCTPAHCTBA. Y 69 MmalreHToB
npoBefeHa  Ouomcus — MEYEeHM € MOCIEAYIOIIMM  THCTOJIOTMYECKHM U
uMMmyHorucroxumuueckuM (UI'X) nccnegoBanuem ¢ ucnoiib3oBaHueM antuten K 1gGa,
IgG u CD138. Habmonenue 3a marueHTaMu OCYIIECTBISIIOCH B IMHAMUKE C KOHTPOJIEM
71a00paTOPHBIX TIOKa3aTeNIel U Pe3yIbTaTOB MHCTPYMEHTAIBHBIX UCCIIeI0BaHMM yepes 1,
3, 6, 12 MecsmeB mnociie Havajia HaOMIOAEHUsA, a 3areM exeroaHo. OOpaboTka
MOJIYYCHHBIX JAHHBIX OCYIIECTBIISIIACH C TPUMEHEHUEM COBPEMEHHBIX CTATHCTHUYECKHUX
METOJIOB: JIOTUCTHUYECKOW perpeccuu, aHaim3a ROC-KpHBBIX W IUCKPUMHUHAHTHOTO

aHaJIk3a.
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JIMYHBIA BKJIAJ aBTOpa

JluccepTaHTOM OB OCYIIECTBJICH KOMIUICKCHBIA BKJIAJ B PEeaTH3alMIi0 HAY4YHO-
UCCIIEIOBATENLCKOTO IpoeKTa. Ha aTare nmiaHupoBaHus HCCIIEIOBAHUS aBTOP IPUHUMAT
AKTUBHOE y4acTHE B (POPMHUPOBAHUN KOHIICTIIIMK U pa3paboTke MeToa010ruu. OH JINYHO
IPOBOWII OTOOP MAIMEHTOB ISl BKIIFOUCHHS B UCCIIEJIOBAHKE, & TAKXKE OCYIIECTBIISLI
Benenue nanueHToB ¢ IgG4-CX (n=33) u IICX (n=67) kak B CTallUOHAPHBIX, TAK U B
aMOyJIaTOPHBIX YCIOBUAX. J[JIsl cUCTeMaTU3aIK JaHHBIX TUCCEPTAHTOM ObLIa CO3/1aHa
aJIeKTpoHHas 0a3a B mporpamme Microsoft Excel, Bkimouaroriast 280 mokasateneii. ABTop
CaMOCTOSITEJIFHO BBITIONHWI CTaTHCTHYECKYI0 OOpaOOTKYy W aHauu3 TOJyYeHHBIX
pE3yJILTATOB.

ABTOpPOM MPOBENICH aHAIIN3 JIUTEPATYPhI, CBSI3aHHOW C UCCIICTyeMON TEMAaTUKOH,
IIOJITOTOBJICHBI JINTEPATYPHBIH 0030p W MYyOIHMKAIMHU 10 pe3ybTaTaM HCCIICIOBaHUS.
OCHOBHBIE JaHHBIC OBUIM TPEACTABICHBI HA MEXIYHAPOJHBIX H BCEPOCCHUCKHX
HAyYHBIX KOH(epeHIuaX. JInccepTaHTOM HaIMCaHbI TJIaBbl IUCCEPTALIMOHHON pa0OTHI,

chOpMyITUPOBAHBI BEIBOJIBI U Pa3pabOTaHbl MPAKTUUECKUE PEKOMEHIAINH.

HO.]'IO)KeHI/IH, BbBIHOCHUMBbIC HA 3aIIIUTY

1. [Tonyuennsie moporoble 3HaueHus IgG, 1gGa, a Taxkke COOTHOIIEHHE
IgG4/IgG B CBHIBOPOTKE KpPOBH MOTYT UCIIOJNB30BaThCA B auddepeHmanbHon
nuarHoctuke [ICX u 1gG4-CX.

2. [TonMOpraHHOCTh, HAJIUYHWE BHYTPUIIEYEHOYHBIX UM MNPOKCHUMAIbHBIX
BHEIMICUCHOUYHBIX  OWJIMApHBIX CTPUKTYp, paHee IMPOBEJIEHHBbIE XHUPYpPrHUECKUe
BMEUIATEeNIbCTBA Yy TMAIUMEHTOB C BHENEYCHOUYHBIMH OWJIMApHBIMH CTPHUKTYpaMH,
UCcXoHbIN ypoBeHb 1G4 B kpoBU > 2,24 /1 1 3a7iepKKa B TMarHOCTHKE Ha > 17 mecsiieB
MOTYT MOBBIIIATH PUCK pa3BUTHs peruaua [gGs-CX.

3. UpeckoxxHas NYHKIMOHHasi OHWONCHS TIEYEHU HEPEAKO OKa3bIBACTCS

HenHpopmaTuBHOU i auarHocTuku 1gG4-CX, yTo mogdepkuBaeT HEOOXOAUMOCTh
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WCIIOJIb30BAHUSI KOMIUIEKCHOTO aHaJM3a C Y4YeTOM KIMHUYECKUX U JIadOpaToOpHO-
WHCTPYMEHTAJbHBIX JAHHBIX.

4. YV namuenToB ¢ IgGs-CX ¢ cy’keHrneM BHENEYEHOYHBIX KETUYHBIX TIPOTOKOB
npeanoutuTenbaee HazHaueHue ['KC 6e3 mpeaBapuTeIbHOTO CTEHTHPOBAHUS, TaK KAk
MOCITIC/IHEE YBEIUYMBACT PUCK PAa3BUTHS BTOPUYHOTO HH(PEKIIMOHHOTO XOJAHTHUTA,
TpebyeT aHTHOMOTHUKOTEpamnuu, 3amepkuBaeT Hadaio [ KC-tepamuu um 3arpynmHser
TPAKTOBKY PE3yJIbTATOB IIUTOJIOTMUYECKOTO MUCCIICOBAHUS TPOTOKOBOTO SITUTEIHS.

5. Jns mposenenust auddepenunansuoit quarHoctuku [gGs-CX u TICX
HEO0OXOMMO YUUTHIBATh MTOJIMOPTAHHOCTH TIOPAXKEHUS U O0JIee O3 THUH BO3pacT 1e0roTa
3a0oneBanus y nanueHToB ¢ 1gG4-CX. Qs 1gG4-CX Tunudns! xkenTyxa, abJoMUHaIbHAS
00Jb M TTOTEPs MacChl TeNa, B TO BpeMsl KaK Juapesl Jalre BCTPEUaeTCs y MalueHTOB C

[1CX.

CooTBeTCcTBHE AUCCEPTALIMH IMACIIOPTY Hayqnoﬁ ClIeIMAJIBHOCTH

Hayuynble T1ONOXEHHMS JUCCEpTallMM  COOTBETCTBYIOT IMACIOPTY HAy4YHOM
cnenuanbHoct  3.1.30. TacTpodHTeposiorvsi W AMETOJOTHS; 00JacTh HAayKu —
MEJIMIIMHCKHE HAyKH; IpyIa HAay4YHbIX CHEUUATBHOCTEW — KIMHHYECKas MEIUIIHHA;

HaITPaBJICHUSM HCCIIEAOBAHUM COTIacHO MyHKTaMm 6, 7 u 11.

CTeneHb 10CTOBEPHOCTH U anpodaIusi pe3yJabTaToB

JIOCTOBEpHOCTh ~ pE3yJNbTaTOB  JIaHHOTO  MCCIEAOBaHUS  OOecrednBaeTcs
IPOAODKUTEIBHOCTBIO TeproJa HaOMIOJeHUs 3a NaleHTaMu (MeAuaHa Mepuoja
HaOMIoIeHUsT cocTaBwiia 38 MecsleB), a TakKXKe HCIOIb30BaHUEM COBPEMEHHBIX
JIMAarHOCTUYECKUX METOA0B (KomruiekcHoe Y3 opraHoB OproIIHON MOJIOCTH, CIFOHHBIX
Kene3, MIMTOBUIHOW Keje3bl, DHIOCOHOTrpadusi maHkpearoownuapHo 30HB, MPT
opraHoB OptoumrHoM monoctu, MPXIII', KT opranoB rpynHoil mojoctu, OprOIIHON
IIOJIOCTH " 3a0pPIOIIMHHOTO IPOCTPAHCTBA), OCYILECTBIISAEMBIX

BLICOKOKBaJII/I(bI/ILII/IPOBaHHbIMI/I crneoualInuCTaMm. OHGHKa HaaCKHOCTH  BbIBOJOB



11

HAy49HOH pabOThl MPOBOAMIACH C  TIOMOIIBIO TMPUMEHEHHS  HEOOXOIUMBIX
CTaTUCTUYECKUX METOJIOB aHAJIM3a JAHHBIX: MOCTPOEHUE MOJENIH I OLEHKH pPHCKa
Pa3BUTHS PELIU/IMBA BBIMOJHSIIOCH IPY TOMOIIM METO/Ia TIOTUCTUYECKON PErpecCu; st
OLICHKM  JUarHOCTUYECKOW  3HAYMMOCTH  KOJIMYECTBEHHBIX  MPHU3HAKOB  MpPH
MIPOTHO3UPOBAHUU pELMANBA U OmpeneseHus noporoBbix 3HaueHud IgG, IgGu,
cootHomennst IgG4/IgG criBopoTkM mpumeHsuics Metoj aHanm3a ROC-kpuBBIX; ¢
MOMOIIbIO  TMCKPUMMHAHTHOTO aHajiu3a pa3paboTaHa MaTeMaTH4yecKas MOJEIb,
no3Bossitomas  knaccudunmpoath 1gGs,-CX u [ICX. Meroapl MaremMaTHuecKou
00pabOTKH MOJIyYEHHBIX PE3YJIbTaTOB COOTBETCTBYIOT MOCTABJICHHBIM 3a1a4aM. BrIBOIbI
U TPaKTHYECKUE PEKOMEHJAIUHU, c(hopMylIHpOBaHHBIE B HAYYHO-KBATU(PUKAIIMOHHOM
paboTe, IOCTOBEPHBI U JIOTUYHO BBITEKAIOT U3 MOJYYEHHBIX PE3YyJIbTAaTOB.

[IpoBenena npoBepka MEPBUYHON IOKYMEHTAIIMU (MCTOpUU OOJIE3HH, DTIEKTPOHHAS

0a3a JaHHBIX, MPOTOKOJIBI UCCIEAOBAaHUM, BKJIIOYasi OJIaHKU C pe3yjbTaTaMu aHaJIM3a
ChIBOPOTOYHOTO 1gG4). OCHOBHBIE pe3yabTaThl pabOThl OTPAKEHBI B MYyOJUKAIUAX.
Matepuaiibl auccepraiy ObLUTH 10J0KeHbI Ha cneayrommx koHdepennusax: UEG Week
Virtual 2021 (3-5 oxta6ps 2021 1.); 119 OceHHSs MEXKIyHapOJHAs  CECCHs
HanuoHaibHOM TIKOJBI TaCTPOIHTEPOJIOTHUU, T'E€HaTOJIOTHH,
XXXIX Bcepoccuiickas HaydHO-TIpaKTHYECKass MOHOTEMaTHueckass KOH(EpEeHIIHS
«Pancreas 2021. 3a6oneBaHus MOHKETYTOYHOMN JKeJIe3bl U JKEITYEBBIBOJISAIICH CHCTEMBI;
125 Ocennss ceccusi HanmoHaabHOM MIKOJIBI TaCTPOIHTEPOJIOTHH, renaroiorun PIA;
Mexnynaponnas koHdepeniuss Kopetickoit mankpeatoOunmapaoi accornumanuu (IC-
KPBA 2022).

PaGota aBTOpa Obuta oTMedeHa Harpaaon «llobemuTens B MOCTEpHON cecCum» Ha
27 OObenuneHHol Poccuiickol TacTpPOIHTEPOJIOTUYECKOM Hemelle 3a  JIOKJIaf
«CoyeTaHre TEPMUHAIIBHOTO WJIEUTA U KOJIUTA C Ay TOUMMYHHBIM IMaHKpeaTuToM 1 tumna:
KIIMHAYECKOE HAOIIOICHHE.

Huccepranust anpoOupoBaHa 4 centsaOps 2024 r. Ha 3acegaHuu Kadeapsl
MPOTIE/IEBTUKN BHYTPEHHHUX OOJIE3HEH, raCTPOIHTEPOJIOTUN U renaToyiornu MHCcTHTyTa
kinHndeckor meauimuael uMeHu H. B. Cxiudocockoro ®I'AOY BO Ilepsriit MITMY

umenn 1. M. CeuenoBa MunsznpaBa Poccuu (CeueHOBCKUM YHUBEPCUTET).
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Iy6oaukanuu mo TemMe auccepTauuu

[Io Teme nuccepranuu oOmMyOIMKOBaHO 7 HaydHbIX pabor: 1 craTes B
pPELCH3UPYEMBIX JKypHalaxX, BKIIOUEHHBIX B IlepedeHb peleH3UpyeMbIX HayYHbBIX
uznanuii CeuenoBckoro YHuuepcuteta/ [lepeuens BAK npu MunoOpnayku Poccun, B
KOTOPBIX TOJDKHBI OBITH OITyOJIMKOBaHBI OCHOBHBIC HAYYHBIE PE3YIbTAThl AUCCEPTAIIAN
Ha COMICKaHWE YUYCHOUW CTENEH! KaHIHUIaTa HayK; 2 CTaThbH B U3AHUSIX, HHICKCUPYEMBIX
B MEXJyHapoJHOil 0a3e Scopus (u3 Hux 1 oO30pHas); 4 myOiMKanuu B COOPHUKAX

MaTepHaIoB MEKIYHAPOAHBIX U BCEPOCCUMCKUX HAYYHBIX KOH(pEpPEHIUH.

CtpykTypa u 00b€eM JUCCEPTALMH

JHuccepramus uznoxena Ha 128 crpanuiiax MallMHONMCHOIO TEKCTA U COCTOUT U3
BBEJICHHsI, 0030pa JINTEPATYpPHI, IJIaB C ONMCAHUEM METOO0B UCCIIET0BAHUS, PE3YIIHTATOB
UCCJIEIOBAHMS, 3aKIIOYEHUS, BBIBOJIOB, MPAKTUYECKUX PEKOMEHJAIMM, CIHCKa
COKpAIICHUI U YCIOBHBIX 0003HAUYECHUM, CIIUCKA JTUTEPATYPhI, KOTOPBIN coaepkut 121
UCTOYHUK, M3 KOTOpbIX 15 otedectBeHHbix W 106 3apyOexsbix. [ucceprarus

WUIIOCTpupoBaHa 38 pucyHkamu, 28 TabauiaMu U 3 KIMHUYECKUMU TTPUMEPAMH.

baarogapHocTu

ABTOp BBIpa)KaeT OJIar0JIApHOCTH CTapIlieMy HAy4YHOMY COTPYJHHUKY, Bpady IO
PEHTIE€HAHIOBACKYJISIPHOW JUArHOCTUKE W JICUCHUIO, KaHAWAATY MEIMIIMHCKUX HayK
CepreeBoit O.H. 3a ee Oonbmioil mnpodeccMoHambHBIM BKJIAJ Ha JTarne aHaiM3a
pe3yJIbTaTOB JYUYEBBIX METOJIOB UCCIEAOBAHUS, a TaKXke B MOAroroBke gotorpaduii KT
u MPT; xanaunaty MeqMIMHCKUX HAyK, Bpady-nartosoroanaromy Hekpacoson T.I1. 3a
€¢ 3HAYUTEJbHBIM BKJIAJl HaA OJTarne aHajiu3a MOP(OJOTHUECKOTO UCCIEAOBAHUS

OMONCUITHOTO MaTepualia U MOAroTOBKHU (poTorpaduii MUKpoONpenapaTosB.
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I')TABA 1. OB30OP JIMTEPATYPbBI

B 2001 r. Nakazawa T. u coaBT. OIMcaIy CEPHIO KIMHUYCCKUX CIydaeB, KOTOPBIC
obun pacrieHenbl kak [ICX ¢ aTUNMMYHBIMHU TIPOSIBICHUSMH, ACCOLUMUPOBAHHBIMH C
XpOHUYECKUM MaHKkpeaTuToM [21]. Pe3ynbTaThl MX HaOMIONEHUN yKa3bIBaau Ha Ooiee
OJaronpusTHOE TEUEHUE JTAHHOTO BapuaHTa XoJaHruTa u 3@ dextuBHocts Tepanuu ['KC
y 9TUX TMAIMEHTOB, B OTiaM4HMe OT Kiaccuueckor ¢opmbl [ICX [21]. Ucxonast u3 aTux
JAHHBIX, OBLIO MPEJIOKEHO Hanuurue 0co00i (OpMbI CKIEPO3UPYIONIETO XOJAHTHUTA C
ayTOMMMYHHBIM MEXaHH3MOM Pa3BUTHS, aHAJIOTUYHBIM ayTOUMMYHHOMY ITAaHKPEATHTY
(AUID) 1 tuma [21]. B 2004 roxy Zen Y. u coaBT. BrepBbie BBenu TepMuH «IgGa-
aCCOIIMMPOBAHHBIN  CKJIEPO3UPYIOIIMNA  XOJAHTUT», OTHECS €ero K OWIHapHbIM
nposiineHusiM [gGa-Ab [76]. Tlpu [gGs-CX 1gGa-mo3uTHBHBIC TUTA3MAaTHIECKUAE KIECTKA
UHOUIBTPUPYIOT BHYTPUIICUCHOYHBIC KM BHEMEUEHOYHBIE >KEIYHbIE TPOTOKH, YTO
MPUBOJUT K Pa3BUTHIO MyapoBOTo (BUXpeBUIHOrO) ¢udpo3za u GHOpMUPOBAHUIO
OmnmmapHbIX cTpukTyp [78, 93]. o 72% — 95% cayuaeB 1gG4-CX coueraercs ¢ AUIT 1
tuna [32, 41, 53]. B 2008 r. na ocHoe kpurepues HISORt, paspadorannbix mist AUIT 1
THIIA, OBUTH TIPEUIOKEHBI Juarnoctuueckue kpurepuu st 1gG4-CX [80]. ITozxe rpymma
ATIOHCKUX YYEHBIX CO3/aJIa JUArHOCTUYECKUE KPUTEPUH JJISl OTIPEACTICHUS] BEPOSATHOCTH
Hammuust  [gGs-CX [30]. B 2019 r. AmepuxaHckas KOJJIETHsI PEBMATOJIOTOB U
EBpomneiickas nura no 60ps0e ¢ peBMaTUu3MOM MPEAJIOKIIA AUATHOCTUUECKUE KPUTEPUU
19gG4-Ab, ocHoBaHHBIE Ha TTOCUETE 0ATIOB B 3aBUCUMOCTH OT CTETIEHH JIOCTOBEPHOCTH
JTMAarHOCTHYECKUX Mpu3HakoB [112].

HccnenoBanusi, TOCBSUIEHHbIE AnUAEeMHOJOrHYeckuM acnektaMm [gGa-CX,
OTpaHUYCHBI, 1 OCHOBHON 00BEM JaHHBIX OBLJI MOTYUYEH U3 MCCIEIOBAHUMN, KACAIOIIUXCS
AUII 1 tuna. CorjacHO aHanu3y JAEMOrpapUYecKUX TaHHBIX, HAaUOOJbIIAs 4YacTOTa
ciydaeB [gGs-CX nabmogaeTcs cpenu My>K4uuH crapiie 60 JeT: COOTHOIICHHE MY>KYUH
K KEHIIMHAM cocTaBisieT 4:1, mpu 3ToM MeauaHa Bo3pacTa MaiueHToB paBHa 66,2 roaa
[19, 32]. Onnako ObuLTH 3aUKCUPOBAHBI CIIy4ad MPOSBICHUS OOJIG3HU y TMAlMCHTOB

Ooiee MOJIOAOI0 BO3pacTa, U JJUAITa30H OIMMCAHHBIX CJIY4acB IO BO3PACTY BApPbUPYCT OT

23 no 88,5 ner [32, 118].
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1.1 DTHOJIOTUA ¥ TATOTCHE3

[Mpuunna pazsutus 1gG4-CX no cux nmop ocraercst HeuzBecTHoOu. [Ipeanonaraercs,
YTO Ha MPOLECC MOTYT BIUATH KaK SHAOTCHHbIE (PAKTOPHI (AyTOAHTUTCHBI, TEHETHUECKHE
(bakTopbl, ”3BMEHEHNUS MHUKPOOMOTHI), TAK M DK30TC€HHBIC (HEOIAronpusaTHbIC (HAKTOPHI
OKpY’Karolen cpeapl, OakTepuu, BHUPYCHI), KOTOpPHIE CIOCOOCTBYIOT aKTUBAIlUU
BPOXKJIEHHOW MMMYHHOU cucTeMbl [69].

CoBpeMeHHbIE  HCCIIEIOBAaHUSA  MOATBEPXKIAIOT  3HAYUTENIBHYIO  pOJIb
ayTOMMMYHHOTO BocnaneHuss B maroreHese [gGy-Ab. YV manmeHToB ¢ maHHOU
MATOJIOTHEH OBLITU BBIABJICHBI AHTUTENA MPOTUB TAKUX OEJIKOB, KaK TAJIEKTUH-3, TAMUHUH
511-E8, nporubutun 1 u an"exkcud All [20, 64, 91, 105]. Oxgnako crenudpuyeckue
ayroantutena ans pa3Butus [gGs-CX no cux nop He ObulM WAEHTU(HULIHMPOBaHBL. B
HEKOTOPBIX MCCJIEIOBAHUSX TAaKKE€ YCTAHOBIIEHA CBS3b MEXIY aUIEPrUYeCKUMU
peakmusmu U pazButueM 1gGs-AB. Hanmpumep, y 44% (n=20) nanmentos ¢ AUII 1 Tumna
B aHaMHe3e HaOJIoJaNNCh Takue 3a0oJieBaHUs, Kak OpoHXHanbHas actMma (n=3),
aieprudeckuit puaut (n=11), aronuueckuii aepMatut (n=5), TUNEPCEHCUTUBHBIN
MHEBMOHHT (n=1), a Takke dalle PEerucTPUpOBaANaCh aJUIEPTHsl Ha JICKAPCTBEHHBIC
npenapatsbl (n=2) [16]. Kpome Toro, y 60% (n=12) nmamnueHToB ObUI0 3aPUKCUPOBAHO
noBeIieHue nMmyHoro0yraa E (IgE) B kxpoBu [16].

Taxxe Bemercs UCCleIOBaHHE TI'eHETHMUECKUX (akTopoB. B kpynHOM
uccienoBanuu, BItouaBmieM 835 marnueHToB ¢ IgGs-Ab, Oblmm accormuupoBaHbl ¢
pasButuem 3abosieBanus renbl HLA-DRB1 u FCGR2B [70]. OcobeHHO 3HAaYUMBIM
okazaincs amienb HLA-DRB1*04:06, koTopblii BAMSET Ha Npe3eHTaU0 aHTUreHoB T-
AUMQPOLIUTAMU U MOKET CIOCOOCTBOBATH HAPYLICHUIO HWMMYHHOH TOJEPaHTHOCTH,
CTHUMYJIMPYS MPOAYKIINIO CIIEU(UISCKUX UMMYHHBIX KJIETOK U aHTUTeN, BKiroudas 1gGy
[70]. T'en FCGR2B xoxupyet Fcy-perienitop 11B, sxcnpeccupyromuiicss Ha MOBEPXHOCTH
B-mumdorutos u MoHo1uToB [113]. DTOT penentop cBsa3biBactes ¢ FC-hparmentom I1gG,
CHIDKAsl aKTUBAIIMIO U MTPOJU(EpaINi0 IMMYHHBIX KJIETOK, U TAKUM 00pa3oM, BapHaHThI
rena FCGR2B moryTt ocnalnsaTs HHrHOUpytoliee BO3eHCTBHE HA UIMMYHHBIH OTBET U

HOBBIIIATh BOCIIPHMMYHBOCTh K ayTOMMMYHHBIM 3a00ieBanusim [ 70, 113].
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HccnenoBanusi Takke YKa3blBAIOT HA BIUSHUE KHIIEYHOM MHUKPOOHOTHI Ha
passuthe [gGs-CX. YcTraHoBIEHO yMEHbIIIEHHE allb(a-pasHo00pa3usi MUKPOOUOTHI ITPU
1gG4-CX, a Takke KadyeCTBEHHBIC OTIMYHS MHKpOOHWOTHI B cpaBHeHuu c [ICX [17].
Hampumep, npu 1gG4-CX Habmr012€TCS 3HAYNTEIHRHOE CHIDKEHNUE KOJTMYECTBA OAKTEPHIA
pona Blautia [17].

OTAeNbHO MOAYEPKUBACTCS BIMSHUE BPEIHBIX NMPOU3BOJCTBEHHBIX (PAKTOPOB Ha
noBbIiieHue pucka paszputus 1gGys-CX. V mogeit, paboTaromux ¢ MPOMBIILICHHBIMUA
ra3aMu, MbUIbI0 M1 HEOPTaHWUYECKUMH BEILIECTBAMM Ha MPOTSKEHUU 0o0Jiee OJTHOTO roja,
puck pazButus 1gGs-CX u AUII 1 Tuna ObuT 3HAYUTENHHO BBIIIIE 110 CPABHEHUIO C TEMH,
4ybs paboTa ObLTa CBsI3aHa TOJBLKO ¢ 0UucHOM aesTenbHOCThI0 (OL=3,66; 95% JIN: 2,18—
6,13; p<0,0001) [24].

Taxum o6pa3om, natorenes 1gG4-CX MOXHO TPEICTaBUTH CIICTYIONTUM 00pa3oM.
[IpoMBbIlIIIEHHBIE BpPEIHBIE BEILECTBA, AYTOAHTUIEHBI, MOJIEKYJISIPHBIE TATTEPHBI,
accoruupoBannbie ¢ mnoBpexaenuem (DAMPs — Damage-Associated Molecular
Patterns), u MoJIeKyJsIpHBIE TATTEPHBI, accolMupoBaHHble ¢ nartoreHamu (PAMPs —
Pathogen-Associated  Molecular ~ Patterns),  kotopsile = MOTYT  BBIACIATHCS
3JIOKQYECTBEHHBIMH KJIETKAMH W HM3MEHEHHBIM MHUKPOOMOMOM, JEHCTBYIOT Kak
MOTEHIIUAJIBHBIC  ATHOJIOTHUECKUE (AaKTOphl Yepe3 MEXaHU3Mbl  MOJICKYJISIPHOM
MHUMHKDPHH, @ TAKXKE BBI3BIBIOT MTPSIMOE MOBPEXKACHUE KIIeTOK [69].

[Tocne akTUBaIUMK BPOXKICHHOWM MMMYHHOW CHCTEMBbI MMPOUCXOIUT JUCPETYJIISALIMS
amanTuBHOM MMMYHHOU cucteMbl. OnuroknoHanbhbie [1gGi+ u IgGs+ mmasmoOmacTs
MPOU3BOJIAT aAyTOAHTUTENA MPOTUB aHHeKcuHa All, namununa 511-E8, ranexkruna-3 u
nporudbutuna 1 [20, 64, 91, 105]. Ayroanturena npotuB aHHekcuHa All HapymaroT
paboTy 3ammMTHOTO OMKAapOOHATHOTO CIos, OjoKupys nepemenieHue noHoB Cl™ uepes
aHoktaMuH-1 (ANOI1) k anukanbHOW MeMOpane xonaHruouurta [20]. AyroaHTuTena
npotuB JjamuHUHA S511-E8 TpemsTCTBYIOT €ro CBSA3BIBAaHUIO C MEMOpaHHBIMU
penentopamu (ITGA6B1), napymas 6aprepryto pyHkiuio xomanruonutos [91]. Pomb
ayTOAHTUTEN MPOTUB rajeKTHUHA-3 U NPOruOuTHHA 1 ocTaeTcs He 10 KOHIA U3yYeHHOM,

HO TMPEAINOoaraeTcsi, YT0 OHM MOTYT y4yacTBOBaTh B peryisuuu QyHkuuit B- u T-

aumdonutos [64, 105].
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Onuroknonanbueie 1gGs+ mmazmoOnacTbl MOTYT MOAJEPKUBATH HMMYHHYIO
JUCPETYJSIUIO 32 CYET CTUMYJSIIMA M PEAaKTUBALMU OJUIOKIOHANbHBIX CDat+
SLAMF7+ murotokcmyeckux T-muMQOIMTOB, YTO CIOCOOCTBYET (HOPMUPOBAHHIO

MyapoBoro (pubdpo3a mocpeacTBOM cekperuu dakropa pocta TpomoonutoB (PDGF —
platelet-derived growth factor).

I[Ipennonaraemas cxema narorenesa 1gG4-CX npencrasnena na Pucynke 11,
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ANOL1 — anokramun-1; BAFF — ¢akrop aktuBanmu B-kierok; CD4 — knacrep auddepeHInpoBKH 4;
CTLs — uurorokcuueckue T-mumpounter; DAMPs — MosekyssipHble TAaTTEPHBI, CBA3aHHBIE C
noBpexaenneMm; PAMPs — nmaroren-accoruupoBantbie MoJiekyssipabie nartepHsl; FCYR2B — Fc-
¢dparment IgG-penentopa IIb; ITGA6B1 — unterpun a6p1; SLAMF7 — 7-ii uien cemeiicTBa
CUTHAJIBLHBIX MOJICKYJT akTuBaIuu mMdorutos; PDGF — daktop pocra Tpomborutos; SLC4A2 — 2-it
4JIeH ceMeiicTBa mepeHocunkoB pactBopureneit; Tth — pommukynspusie T-xenneps 2; TGF-f —
Tpanchopmupyromumii pakrop pocra-f; Tph — nepudepuaeckue T-xennepusie kieTku; Tregs —
perynstopHble T-KiIeTKku

Pucynok 1 — Cxema narorenesa 1gG4-accomnpoBaHHOTO CKIEPO3UPYIOIIETO
xojaHruTa [5, 69]

! Pucynox co3maH ¢ WCmonmb3oBaHMEM — Marepmana  smart  servier medical  art

(https://smart.servier.com).
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1.2 lnarnocTu4eckue KpUTePuu

CymiecTByeT HECKOJIbKO auarHoctuueckux kputepueB mia [gGs-CX: kpurepun

HISORt, pa3paborannsie ractposnTeposnioramMu 3 Kmuauku Meiio B 2008 r. (Tabnuna

1) [80], a Taxke oOHOBIEHHBIC nuarHoctudeckue kputepuu 1gGs-CX, npenoxeHHbIe

paboueii rpynmoit Komutera mo uccnenoBanuto 10Gs-Ab u Komurera no uccienoBanuio

TPYJHOJUATHOCTHPYEMBIX 3a00JieBaHUN TedeHu Hu OunmapHoro Tpakta B 2012 T

(Tabmuma 2) [2, 13, 42]. JluarHOCTHYECKHE KPHUTEPUH OCHOBBIBAIOTCS Ha JIaHHBIX

TUCTOJIOTHYCCKOTO HCCICAOBAHHA W BHU3YAJIUM3UPYIOMIUX MCTOJOB JHAIHOCTHKH,

IIOBBINICHHUHU YPOBHA IgG4 B CBIBOPOTKC KPOBH, a4 TAKKC Ha OIICHKC BOBJICHCHUA APYIUX

OpPraHOB U PeaKIMu Ha CTEPOUIHYIO Tepanuio [13].

Tabmmma 1 -

Jlnarnoctuueckue

kputepun  HISORt  1gGs-acconuupoBanHoro

cKkJIepo3upytomero xonanruta [61, 80]

Kpurepnii

XapakTepuCTUKa

Histology
HCCIIEIOBAHUE)

(rucrosornyeckoe

JlumporutazMonMTapHblii  MHOWIBTPAT C COACPKAHHEM HE
MeHee 10 IgGs4-O3UTUBHBIX KIETOK B IOJI€ 3pEHUs IpHU
OOJIBIIIOM YBEJIMYEHUHU B CTEHKE U IO MepU(epur KeTUHOTO
IIPOTOKA, aCCOLIMMPOBAHHBIN ¢ 00IUTEpUpYyIOIIUM (Ie0UTOM U
MYapoBbIM (hrbpo3oM

(BOBJIEUEHHE APYTUX OPTaHOB)

Imaging (pesynbTatel  ay4eBbIx | OgHA WM HECKOJIBKO  CTPUKTYD  BHYTPHUIICUCHOYHBIX,

METOJ0B IMATHOCTUKH ) NPOKCUMAJBHBIX BHEMEUECHOUYHBIX JXETYHBIX IPOTOKOB WU
MHTpPANaHKpeaTH4eCKON 4acTu OOIIEro »KeMTYHOro MpOoTOKa, a
TaK)Xe MUTPUPYIOLLIHAE CTPUKTYPHI JKETIHBIX IPOTOKOB

Serology  (ompenenenue 19G4 | TToBbiennsIit ypoBeHsb |gGa B CHIBOPOTKE KPOBH

CBIBOPOTKH)

Other organ involvement, | ITomkenymouHas »kese3a (THIUYHBIE XOJaHTHOTpadUUECKHE

win ructonorudeckue npusnaku AUIT 1 tuna), 3a0prommHHas
KJIeT4aTKa (peTponepuToHeanbHbIi prdpo3), MOYKH, CIIFOHHBIC
U CJIE3HBIE JKEIe3bl

Response to therapy (otBer Ha
TEpaIMIo
TJIFOKOKOPTUKOCTEPOHUIaMH )

Hopmanu3zanusi akTUBHOCTH MEYEHOYHBIX (EPMEHTOB HIIU
o0paTHOE pa3BUTHE CTPUKTYPHI

CormacHo JaHHBIM KPUTCPUSAM JId YCTAHOBJICHUA «OIPEACIICHHOI'O AWArHo3a»

He00x0aMMo Hanmnuue muoo H-kputepus, mubo S-kputepus B couetanuu ¢ |-xpurepuem.

((BCpOHTHBIﬁ AWUAardo3» CTaBUTCA IIPpU COOTBECTCTBUHU ABYX U3 CIICAYIOMIUX KPUTCPHCB! S-
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Kputepuil, O-KpuTepHii, 4YaCTUYHOE COOTBETCTBHE H-KpUTEpUI0 WM YacCTUYHOE
cooTBeTcTBUE [-Kpurepuro. IlanmMeHTaM € «BEpPOSTHBIM JHAarHO30M» BO3MOKHO
HazHaueHue ['KC. Ecim B pesynbTare OHM COOTBETCTBYIOT Rt-KpuTepuio, AuMartHos

CTaHOBHUTCA «OHpCI[GJ'ICHHBIfI».

Tabmuma 2 — SnoHckue amarHoctudyeckue Kputepun I[gGa-acconMUpoOBaHHOTO
ckiepo3upytomero xomanruta [30]

Kpurepnii XapakTepUCTUKA

Huddysznoe WIIN CerMEHTapHOe Cy)KeHHe
BHYTPUIICYCHOYHBIX ~ HPOTOKOB B  COYCTAHHUH  C
YTOJIIICHHUEM CTCHKH IIPOTOKOB

WNHcTpyMeHTalIbHBIE METO/bI
BU3yaJIM3allMy OMJIMAPHOTO TPAKTa

CepoJIornueckoe UCClieI0BaHue 1gG2 B ceiBOpoTKe KpoBH >1,35 /11
AUII 1 THIIA, JaKpHOaICHUT/CUAJIOA/ICHHT;
Bosiieuenue npyrux opraHoB .
peTpOIepUTOHEATBHBIN (HHOPO3
a) BripaxeHnas nuMdoIIa3MOIUTapHAsT
uHpuibTpanug u Guodpos;
Pesynbrars TUCTOJIOTUYECKOT0 ¢ pall ubpos;
0) Nudunbrpanus >10 1gG4+ mmazmonutos (x400);
UCCIICIOBAHMSI

B) Myapossiii pu6pos3;

r) Oo6nmurepupyrommii GreouT

B  cmywasx, korma geranbHOoe — 0OcienOBaHUE,
BKJIIOYAIOIIEE HHAOCKONUYECKYIO OHOIICHIO KETYHBIX
IPOTOKOB U SHIOCKOMHUYECKYIO 3HIOCOHOTpaduio c
TOHKOMI'OJIbHOM  aclnupalliOHHOM  Ouorcued,  He
MIO3BOJISIET YCTAHOBUTD JMAarHO3, BO3MOKHO Ha3HAYCHHE
npobHoro kypca I'KC mnpu ycrmoBuum HauexKHOro
WCKJIIOYEHMS paKa MMOPKEITYJOUHOM JKEJIE3bl U JKEITUHBIX
IIPOTOKOB

[TonoxurenpHsblii oTBET Ha Tepanuio ['KC

CorylacHO SIOHCKUM KPUTEPHSAM, «OMPEICICHHBIM TUArHO3» yCTaHABIMBACTCS
P COOJIIOICHUH OJTHOTO U3 CJIEIYIONTUX yCIIOBUIA: Hannuue kputepues 1+3; wiu 1+2+4
a, b, unmu 4 a, b, ¢c; unmu 4 a, b, d. «BeposTHBIII AMArHO3» CTaBUTCS MPU COUYCTAHUU
kputepueB 1+2 BMmecTe ¢ HamudueMm MoJokuTeabHOro 3¢dekra ot Tepamuu ['KC.

«IIpenmoiaraeMblii TUArHO3)» BBIIBUTACTCS MPU HATMIUHU KpUTepreB 1+2.

1.3 KiiuHu4eckue nposiBJIeHUsI

Kmuanueckue npossieHus 1gG4-CX 3aBucAT OT JIOKaJIU3alluU, MPOTSHKEHHOCTH U

CTCIICHN CYXKCHHA TMIOPAKCHHBIX JKCIIYHBIX IIPOTOKOB. Haubomee THUNMMYHBIMH

CUMIITOMAaMHU SBJISIOTCSA 00CTpyKTHBHAs sxentyxa (35% — 77%), cHIKeHHEe MacChl Tela
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(53% — 59%), xoxHsIit 3y (13%), ymepenHas abgomuHanbHast 60116 (11% — 26%) [32,
77, 81]. Jluxopanka HaOIrOAaeTCs Yy NAIMEHTOB Ha ()OHE Pa3BUTHS BTOPUYHOIO
WH(MEKITMOHHOTO XOJIAHTUTA IIOCJE XUPYPTHYECKUX BMEIIATEIHCTB (CTCHTHUPOBAHUE
MPOTOKOB, SHIOCKOTHMYECKash peTporpagHas xosanruonankpeatorpadus (DPXIII))
[112]. Onircanbl eAMHUYHBIE CITyYan OMIMAPHOTO IUPPO3a U ero ocioxHenui [ 106, 121].
VY 4yeTBepTH MALMEHTOB CUMIITOMBI OTCYTCTBOBANM, U [gG4-CX BBIABIISLICA CIIy4ailHO B
XoJie JIa0OpaTOPHBIX W HMHCTPYMEHTAIbHBIX wuccienoBanuit [32, 81]. Ilpm
comytcTBytomeM AWII 1 Tunma y manMeHTOB OTMEYANMCh MPOSBICHUS 3K30KPUHHON
(53%) u samoxkpuHHOM (37%) HETOCTATOYHOCTH TOKEITy T0UHOH skere3bl [118]. Kpome
toro, 1gG4-CX uacto accoruupyercs ¢ apyrumu npossieHusmu 1gGs-Ab, Takumu kak
TyOynountepcTuuaibHbeii Hedhput (5%), nakpuoaneHut (15%), cuanoageHut (26%),
perporieputToHeanbubii  ¢Gubpo3z  (5%), MeamacTUHaNIBHAsS M AKCHJULSIpHAS

mampoanenonarus (5% u 8% coorBercTBeHHO) [19].

1.4 JlaGopaTopHasi IMarHOCTHUKA

JlabopaTopHble HM3MEHEHHs TIOKaszareled KpoBu y mamueHToB ¢ [gGs-CX
HecrenpuaHbl. B OMoXuMu4yeckoM aHan3e KpOBY HAOJI0Iat0TCSI TTOBBIICHUS yPOBHEH
D, I'T'TII, obmiero u npsimoro ounupyOnHa, a Takxke ymepeHnHoe ysenudenue AJIT u
ACT [54, 77].

VY 75% — 90% manuenToB ypoBeHb 1gG4 chiBopoTKH mpeBbiman 1,35 r/a [51, 53,
93]. IloBbimenue IgGs B CHIBOPOTKE BBIIMIE 5 T/ MMEET BBICOKYIO CHEIU(DHUIHOCTH
(100%), HO Takue 3HAYEHUS BCTPEYANOTCA penko (4yBcTBUTEIBHOCTH — 42%) [109].
[ToBbImIeHHBIN YPOBEHB CHIBOPOTOUHOTO 1G4 0TMeuaeTcs Takke y 9% — 22% manueHToB
c [ICX u 8% — 14% — ¢ XK [53, 87, 97]. B nononHeHue K OnpeaeaeHu0 MoporoBoro
sHaueHus1 IgGs s auddepeHnmanbHON AMATHOCTUKY B PSIIE MCCIEIOBAHUM TaKKe
npoBoauiics aHanu3 Apyrux Qpakumii IgG. Tak, ObUIO BBISIBICHO, YTO MOBBILICHUE
ypoBHs wuMMmyHornoOynuHa Gi; (1gGi) mo 8,2+2,6 1/m sBIsAETCA XapaKTEPHBIM
nabopatopubiM npuszHakoMm st [ICX [79]. Kpome TOoro, OblI0 yCTaHOBIIEHO, YTO

ummyHornooyuH Gz (19G2) obut Beiie npu [gG4-CX u AUIT 1 Tuna 1mo cpaBHEHHIO C
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n3onupoBanabiM  (0e3  1gGy-CX) AUMII 1 Twnma wm TICX (momoxurtenbHas
IIPOTHOCTUYECKas [ICHHOCTH JtocTrurana 91%) [86].

B xoze uccnemoanust Liming Tan u coaBT. ObLIO ycTaHOBJCHO, uTo y 40% (n=18)
naieHToB ¢ 1gG4-CX BhIBISIIMCH aHTHHYKJICApHbIE aHTUTeNa, y 7% (n=3) — aHTUTeNna
K aHTUT€HAM IUTOIUIa3Mbl HEUTPOPMIIOB, a Yy 2% (n=1) — aHTUTENA K MUTOXOHJIPHUSIM.
AHTHTENA K TNIaAKOW MYyCKyIaTtype He Obuti oOHapyskeHbI [115].

C ydyeToM BbICOKOM 4acTOThl 04aroBeiX popm [gGs-Ab Gombiioe 3HaUeHHE UMEET
npoBeneHue AuQPGepeHManbHON AUATHOCTUKA C HOBOOOPA30BAHUSIMU KEITYHBIX
MIPOTOKOB M TIOJDKEITYJOYHOM *kKene3bl. [Ipu 3ToM clieyeT OTMETHTh, YTO TOBBIIICHUE
onkomapkepa CA19-9 nabmonanocs B 51% (n=23) ciayuaeB 1gG4-CX (153,30+£292,36
En/mn), B To Bpems kak y nanueHToB ¢ [ICX noBeIlieHHE TOr0 OHKOMapKepa OTMEUEHO
muiib B 12,5% (n=10) cnydaeB (46,97+97,43 En/mn) [115]. 3naunuTtenbHOE yBEIUYEHUE
CA19-9 nabmonmanoch y 92,68% (n=38) mamueHTOB C pPaKOM S>KEIYHBIX MPOTOKOB
(329,254383,91 En/mn) u 90,38% (n=47) — c pakoM MOKETyAOUYHON Kee3bl
(527,27+467,92 En/mn) [115].

OTtaenbHOTO BHUMaHUA 3aciykuBaer onucanue [ICX ¢ MOBBIIIEHHBIM YPOBHEM
9G4 B ceiBopoTke [97]. TICX — XpoHHUYECKOE MpOrpeccupyroliee 3a00IeBaHUe TCYCHH,
KOTOpOE€ XapaKTEepPU3YeTCsl NIeCTPYKTUBHBIM BoOCHajieHHneM M (HuOpo30M B IKEITUHBIX
MPOTOKAX, YTO MOXKET MPUBECTH K OMITUAPHBIM CTPUKTYpaM, BTOPUIHOMY OMIIHAPHOMY
UPPO3Y, MOPTAILHON THICPTEH3UH M MEYCHOYHOM HemoctarounocTu [1, 11, 45, 82].
Pacnpoctpanennocts [ICX, mo pa3HbIM ucTOYHHMKAM, cocTaBiser 1-16 ciayuaeB Ha
100 000 uenosek [104]. Cornacuo ucciegoBanusm, 10% — 27% manueHToB ¢ JMarHO30M
[1CX umenu MOBBIIIEHHBIH ypoBeHb ChIBOpOoTOUHOTO 1G4 [97]. V 20% martneHTOB TaKke
HaOroMaIach TMMQoIIIa3MonuTapHas HHQWIBTpaIus ¢ yBenrndeHneM komndectBa [gGy-
MOJIOKUTEIBHBIX IJIA3MOLIMTOB B KCIYHBIX TMPOTOKaX M TKaHU medeHu [97].
ConyTcTByroniee nopaxkeHue mnopkenyaouHon xenesbl npu [ICX BcTpedaeTcs: penko
(menee 5% ciyyaeB) M OOBIYHO CBSI3AHO C ATPOT€HHBIMU (DaKTOpaMU, TAKUMHU KaK IMpUEM
azaTHonpuHa  (JICKApCTBEHHBI  OCTPBIM  MAHKPEATHT) WM  XUPYPrHUYECKUMU
BMEIIIATEILCTBAMU Ha JKEIYHBIX MpoTokax [29]. B HEKOTOpBIX HCCIEAOBAHUIX

coobmraercs, yto [ICX ¢ noBbiieHHBIM ypoBHEM 1g(G4 mpoTekaet 6oJiee arpecCUBHO MO
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cpaBaeHnto ¢ [ICX ¢ HOpMaiapHBIM ypoBHeM chiBopotouHoro IgGys [50, 103]. Ilpu

nanHoM ¢enoture [ICX nmudpdepennuansuas auarnoctuka ¢ [gG4-CX 3atpyanena.

1.5 UHcTpyMeHTAIbHAS TUATHOCTHKA

[Tpu Y3 opranos OpromiHo# monocty y nanueHToB ¢ [gG4-CX obHapyxuBaeTcs
YTOJIIEHHUE CTEHKH OOIIET0 KEIYHOTO MPOTOKAa 3a CUET THIIO3XOTEHHOTO CJIOS WU
paBHOMEpPHOE YTOJIIEHHE MPU COXPAaHEHUU CTPYKTYypbl ciioeB [63]. B cayuasx
comytctBytomero AMWII 1 tuma moxker ObITh 3amMeTHO Au(@dy3HOE YyBEIUYEHUE
TIO/KETTYJOYHOM JKeJe3bl MM M3MEHEHHUE JI0JIbYaTOr0 PHCYHKAa €€ MapeHXUMbI [22].
BuytpunporokoBoe Y31 MOXeET BBIIBUTh NPU3HAKH, T03BOJIsIIOIIME OTINYUTH 10G4-CX
ot XK. Hanpumep, nupKyIsspHOe CHMMETPUYHOE YTOJIIEHUE CTEHKH KEITYHOTO MTPOTOKA
C POBHBIMHU BHEIITHUM U BHYTPEHHUM KpasiMH, a TaK)K€ YTONIIEHUE CTeHKU >0,8 MM BHE
30HBI cTeHO3a XapakTepHo I [gG4-CX (4yBCTBUTENBHOCTD U crieliMUIHOCTb 95% 1
91% cootBeTcTBeHHO) [52].

K KT-npuznakam [gG4-CX OTHOCAT HUPKYJISAPHOE YTOJIIIEHUE CTEHOK KEITYHOTO
IIPOTOKAa C POBHBIMM KOHTYpaMHM MPOCBETA, PAaBHOMEPHOE HAKOIUIEHWE CTEHKOU
KOHTPAaCTHOTO  BEIIeCTBa B  apTepUalibHOM  (a3ze, a TakkKe  BOBJICUCHUE
UHTpalaHKpEaTUueCKOM dYacTh OOILEero »MeJIYyHOro MpOTOKa M BOPOHKOOOpaszHOE
Cy)keHrue TpokcuManabHOW ero dactu [36]. Jnsa IgGy-CX xapakTepHO paBHOMEPHOE
OJHOCJIOMHOE HAKOIUICHUE KOHTPACTa CTEHKOW, B OTIMYHME OT CHUMIITOMA «IBOWHOIO
KOHTYpa npoTtokay mpu XK [36].

[Ipu MPT tunuuabiMu npuzHakaMu [gGs-CX  ABISIOTCS KOHIIEHTPUYECKOE
CY’KE€HHE MPOCBETA JKETYHBIX TPOTOKOB C TOMOI'€HHBIM CUTHAJIOM OT cTeHOK Ha T'1-u T2-
B3BCHICHHBIX ~ m300paxkenusx  [34]. Hus [ICX  xapakTepHbl ~ KOPOTKHE,
«4ETKOOOpa3HbIe» CTPUKTYPHI C AUBEPTUKYJIOMNOJAOOHBIMHU BBITAYMBAHUSIMU MPOTOKOB
[29]. VBenuuenne TOMIIMHBI CTEHKH OOIIETO JKEIYHOIO IMPOTOKA >2,5 MM IO JaHHBIM
MPT pexkoMeHAyeTCs HCIO0JIb30BaTh B KayeCTBE JAUArHOCTUYECKOrO Mapkepa IIpU

muddepentmanbHoi quardoctrke 1gG,-CX u I[ICX [34]. B noprajibHy0 BEHO3HYIO HIIH
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OTCPOYEHHYIO (a3bl KETYHBIC MPOTOKU M30- WM THICPUHTEHCUBHBI [0 CPABHCHHIO C
napeHxumoi neuenu [34, 66, 108].

OPXIII" Takke UMEET BBICOKYIO JUATHOCTHUCCKYIO IICHHOCTb, MTO3BOJISAS OILICHUTh

JUIMHHBIE ~ CETMEHTAPHBIC  CTPUKTYPHI |

ITPOBCCTHU B3s4TUC

[52].

MaTepuaia s

OUTOJOI'MYCCKUX u THCTOJIOTHYCCKHX I/ICCJ'IGI[OBaHI/Iﬁ CpaBHI/ITeJ'ILHaH

xapakrepuctrka [gGs-CX, [ICX u XK npeacrasnena B Tabnure 3.

Tabmuma 3 — CpaBHHUTeNbHAs XapaKTEPUCTHKA TUATHOCTHUECKUX MpHu3HAKOB [gGa-
ACCOLMMPOBAHHOIO CKJIEPO3UPYIOLIETO XOJIAHTMTA, IEPBHYHOIO CKIIEPO3UPYIOIIETO

XOJIaHI'HTa U XOJaHTHOKapIHHOMBI [5]

buobpos [93]

Kpurepnii 1gG4-CX [CX XK
PacnpocTpaHeHHOCTD 2/100.000 [33] 1-16/100.000 [104] 5,9/100.000 [27]
Bospacr (j1eT) 50-60 [93] 25-45 [13] 50-70 [111]
[Tom (M:k) 4-8:1[77] 2:1[59] 1.5:1[23]
Ha paHHUX CTAIUIX
OTCYTCTBHUE
CUMITTOMATHKH,
10 50% 0COOCHHO TpH
OcHOBHBIC KEIITyXa, SHAYUTEIIbHAS .
CITHIECKIC MoTeps Beca, 6ob B 0EeCCUMITTOMHOE BHYTPI/IHGIIGHOIIHOI/I
HpOSBCHHU snracTpui [93] TEYEHHUE, KeNTyXa, XK; 6e300mneBas
KOKHBIH 3y [45] xenryxay 90%
MAIMEHTOB C
BHeneueHouHoM XK
[26]
AUII 1 tuma (o 90%),
Buebunuapusie HHM(;)/I;;:IIII:T?;TI/ISI 50-80% B3K [45]
TIPOSIBIICHUS CHAJIOAJICHUT ’ (85-90% — JIK; METACTA3bE
T 10-15% -BK)
PeTPOIIEPUTOHCATBHBIH

9G4 ceiBopoTKH

74-90% [109]

9-22% [97]

8-22% [53, 87]

CA19-9

51%: 153-292 En/mn

12%; 47-97 En/mn

93%; 329-384 En/mn

dedut [92]

[115] [115] [115]
pANCA 7%(46) 61%(46) -
JTUMQOTIIA3MOLIUTAPHAST
uHpuabTpanus (>10 .
IgGat mna3manuros, HEPHIIOPTALHbIN JVCTIIA3Hsl, HEOTUTa3Hs
Mopdosoriiecie 1gG4/1gG>0,40) cinepos, Guopos s OWJIMApPHOTO AIUTENUs
HSMEHeHHA M %1 :)Bflﬁ (1)1:16 (;3 BHJIE (IYKOBOI aTI/IHI/IEHLIe KIIETKU [92]’
O%HEITepprIOHI_:PIP’I’ wenryxu» [92]
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[Mponomxenne Tabauist 3

19G4+
TUTa3MaTHIECKUE one 2 0 (n=
etk npn UTX- 50-90% [93] 5-25% [97] 25% (n=4) [90]
WCCIICIOBAaHUH
19G4/1gG nUrx-
ghoa/1gts 1pu >0,40 [93] : -
UCCIIEIOBaHUH
OBICTPBINA, OTYCTIIMBBINA i
Oteet Ha ['KC B HAYAIILHOU CTaKN Her [104]
[56, 77]
yepes 5 et nocie
IpOrpeccupyloliee
. MOCTaHOBKHU JTUArHO32
bnaronpusitheiii [77, | 3a0oeBaHue, 3aBUCHT
[TporHos BBDKMBAEMOCTh
93] OT OTBETa Ha IPUEM o
VXK [13] cocraBisieT oT 7% 10
20% [27]
[Ipumeuanue: 19Gs-CX — 19Gs-cxneposupyrommii  xomanrut; [ICX —  mepBuuHBIM
ckieposupyrommii xonanruT; XK — xonanruokapuuaoma; ['KC — rimrokokoptukocrepousl; Y XK —
YPCOJIE30KCUXOJIEBAs KUCIIOTA.

1.6 Mopdosoruueckue XapakTepucTUKH

Hs [gGs-CX xapaktepssl JTuMdoriazMonuTapHas UHQWIbTPALKS, MYapOBBIii
¢budpo3 u odnuTepupyromuii GaeduT, BO3MOXKHO TaKKe OOHApYX)EHUE 203UHODUIBHON
uHbuIbTpauu [54].

s mopdonornyeckoro moxarBepkiaeHus auarfoza IgGs-CX  tpebyercs
oOHapyxeHue He MeHee 10 [g(G4-mo3UTHBHBIX TIa3MOIMTOB Npu yBennyeHuu B 400 pa3
B oOpa3nax, B3ATBHIX B XOJC ITyYHKIIMOHHOW Owuoricuu, aubo Oosiee 50 KIETOK B
orneparronnom matepuaie [37, 112]. Ilpu sTom BaxkHO, uT0OBI oTHOIIeHHE 1gG4/1gG
nocturano He menee 40% [37, 112]. B To xe Bpemsi eguHnuHbIe [gG4-MO3UTHUBHBIC
TUTa3MOITMTHI MOTYT Takke oOHapyskuBathes mpu [ICX u XK [33, 87]. Tak kak 0CHOBHBIE
MOp(}OIOrHUeCKre N3MEHEHHUS JIOKAIN3YIOTCS TIIy0Ke CIM3UCTOTO CIIOSI, PEAKO YAaeTCs
MOJIYYUTh WH(POPMATUBHBIE 00pPA3Ibl MPH BHYTPUIPOTOKOBBIX METOJIAX IOTYUYEHUS
matepuana [33]. [lynkuuonnas Oworicust meueHu aist auarHocTuku IgGs-CX umeer
HU3KYI0 (52%) 4yBCTBUTENBHOCTh, OJIHAKO CHEUUPUIHOCTH cocTaBisieTr 96% [74]. B
uccienoBanuu Naitoh I. u coaBT. ObUIO OTMEUEHO, YTO TOJBKO y 8% MAalMEHTOB C

BOBJICHCHUCM BHCIICYCHOYHBIX KCIYHBIX ITPOTOKOB OBLJIO BBISIBIICHO JAUArHOCTUYCCKH
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3HauyuMoe KoimuuecTBO [gG4-MO3UTUBHBIX  MMJIA3MOLMTOB, a TMpPH  [OPAKEHUH
BHYTPHUIICYCHOYHBIX JKEITUYHBIX MPOTOKOB — B 57% ciyuaes [110].

BHyTpunpoTokoBass OUOIICUSI MOXKET OBITh MOJIE3HA ISl BBISBICHUS aTUITUYHbBIX
kieTok. OqHako B OMONTaTax >KETYHBIX MPOTOKOB MAllMEHTOB, KOTOPHIM MPOBOJUIOCH
CTEHTUPOBAHHME NPOTOKOB, MOTYT OBbITh OOHApY>KEHbl Hecnenuduueckue MPU3HAKU:
3PO3UHU AMUTEITUATBHOTO CJIOS U BOCIATUTENbHbBIE KIETOYHbIE HHPUIBTPAThl, KOTOPHIE
MOTYT CYIIIECTBEHHO 3aTPyAHATH TPAKTOBKY n3MeHenuii [38, 40].

Tpynnoctu ¢ auarHoctukol IgGs-CX MOryT BO3HHKAaTh MPU HCCIEIOBAHHUU
CyOKarCyJIpHBIX HIJIOBBIX OHONTATOB TEUYEHH, TaK KaK B MaTepHalieé 3a4acTylo
OTCYTCTBYIOT MEXJIOJIbKOBBIE JKEIUHbIE TPOTOKU ¢ NATOTHOMOHUYHBIMU W3MEHEHUSAMU
WIM W3MEHEHHS B JNCTAIbHBIX YydYacTKax OWJIMAapHOTO JepeBa MHUHHUMAIbHBI U
HEJIOCTAaTOYHBI ISl yBepeHHoro cyxaeuaus [100].

[Tpu BOBIIEUEHHM AUCTAIBHOIO OTAENA OOLIEr0 KEIYHOro MPOTOKA BO3MOYKHO
pOBeJCHIE OMOTICHH aMITYJIbI OOJIBIIOTO YO IEHATBHOTO COCOYKA, HO 3TOT METO]T UMEET
BBICOKHME PHUCKH PAa3BUTHS OCJOKHEHUM, BKJIIOYAs MAHKPEATUT, PEUUTUBUPYIONTUI

BOCXO/IAIINN XOJIAHTUT ¥ MAMWLINT [ 74].

1.7 Jleuenne

Cornacuo uccnenoBanusM, [’ KC umeror Beicokyto 3 dexktuBHOCT (90% — 97%)
[88]. Tepamuio I'KC MOXHO pa3feauTh Ha TPU dTana: MHAYKIIMOHHBIM, 3Tall CHIKEHUS
no3el 1 oanepxkuBatontuii [88, 93]. Craprosas go3upoBka ['KC cocrasmser ot 0,5 10
0,8 Mr Ha kujorpamm Beca B JAeHb (4To cooTBeTcTBYyeT 30—40 Mr mpenHu30JI0HA),
NpUHUMaeMas MepopalbHO B TeueHUe 4 Helenb, 3aTeM CIEIyeT IOCTEIEHHOEe
YMEHbIIICHUE J03bI Ha 5 Mr kaxzasie 1-2 nHemenu [45, 54]. CornacHo pe3ysibTaTam
WCCJIeIOBaHMsI, CpeaHsis 103a npeanusonona (0,5—0,6 Mr/kr) 6bu1a Tak xe dpdekTrBHa,
Kak 1 Bbicokas (0,8—1 mr/kr/aens), nis noctwkenus pemuccuu [48]. B ucciaegoBanusx
HaOJIOJIAIOTCS ~ MPOTUBOPEYUBHIE  JaHHbIe 00 A(DPEKTUBHOCTH  JJIUTEIHLHOMN
noaaepxkusaroiieit repanuu ['KC nocne noctukeHus: pemuccuu. B azuatckux ctpaHax

NpUMEHSIETCS JuTenbHas nojaaepkupatomas tepanus [KC B go3upoBke 2,5-7,5
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MT/[€Hb Ha MPOTSHKEHUH TPEX JIET, YTO, COTVIACHO UCCIIEAOBAHUSIM, TTO3BOJIUIIO CHU3UTh
puck peruauBoB ¢ 58% 10 23% [55, 72]. B crpanax EBpormbl npeamnodreHne OTaaeTces
kopotkuM Kypcam ['KC-tepamuu [39, 80]. Ucnonb3oBanne nHuzkux a03 ['KC 6bu10
PEKOMEHIOBAHO JIJIs TTAIIUEHTOB ¢ pedpakTepHoil (hopMoii 3a00IEBaHUS WM B CIIyJasX,
Korja 0oJie3Hb pelUUIUBUPYET Bekope mociie npekpaimienus tepanuu [39, 80]. Cpeau
BO3MOKHBIX BApHAHTOB OTBETA Ha TEpaInio BbIestoT [88]:

1)  m[ONHYXO pPEMHUCCHIO: KYINHPOBaHHWE  KIMHWYCCKOWM  CHMITOMATHKH,
MCYE3HOBEHUE J1abOpaTOPHBIX UM PEHTTEHOJIOTMYECKUX MPU3HAKOB AaKTUBHOCTHU
3a0oseBaHus 0€3 HEOOXOIMMOCTH B JajbHEHIIEH MEIMKAMEHTO3HOM Tepanuu;

2)  YaCTUYHYI0 pPEMHCCHIO:  YJIY4YIICHHEe COCTOSHHS 0€3  CTHUXaHUs
BOCIHAJMUTENbHBIX ~ M3MEHEHHUM, OTCYTCTBYET HEOOXOAMMOCTh B  TOCTOSIHHOM
MEJMKaMEHTO3HOU Tepamnuu;

3)  HCMOJHYI0 PEMHCCHIO: YIydileHHe Oe3 pa3pelieHUs BOCIATUTEIbHBIX
U3MEHEHUN U C MOCTOSIHHOW MOTPEOHOCTHIO B TMOJICPKUBAIOIICH MEIMKAMEHTO3HON
Teparnmy,

4)  peuMauB: TOSBICHHUC KIMHUYECKMX CHMIITOMOB, W3MCHCHUN IIpH
WHCTPYMEHTAJILHBIX W/WJIM JTa0OPATOPHBIX UCCIIEI0BAHUIX, COOTBETCTBYIOIIUX HOBOMY
WIH TIPOTPECCUU CYIIECTBYIOIIETO BOCMAIUTEIHLHOTO TpoIecca IMOCHE MPEeAbIAYIIeH
YCIIEIITHOMN TepaInu;

5)  yckoib3aHHE OT OTBeTa (MOBTOPHAS BCIBIIIKA): MOSABICHUE KIMHUYECKUX
CUMIITOMOB, U3MEHEHHH ITPU HHCTPYMEHTATBHBIX W/WITH TA0OPATOPHBIX NCCIICAOBAHMSIX,
COOTBETCTBYIOIIIMX HOBOMY WJIM TMPOTPECCUU CYIIECTBYIOIIETO BOCIAIUTEIHLHOTO
mporecca BO BpPEMsI CHIDKEHHS J03bI CTEPOWIOB, TPEOYIOIMMUX YBEIWYCHHUS JI03BI
CTEPOUIOB WU JOTIOTHUTEIHHON TEPATTHH.

B cnyuae penmnua wim Hegoctarounon 3¢ dexktuBHocTH ['KC pexomenayercs
UCITOJIB30BaTh MMMYHOCYNPECCHBHBIC Tpemapatel [56]. B maHHyro rTpynmy
JIEKApPCTBEHHBIX CPEJCTB BKJIIOYAIOT THUOIMYPHUHBI (a3aTHONPHUH, 6-MEpPKaNTOMYpPHUH),
MuKo(deHonmata MOQETUJ, METOTpeKcaTr, a TaKXe WHICUOUTOPHl KaJblMHEBpPUHA
(takponmumyc,  uukiocnopun  A)  [46, 49, 58]. Ilpm  uCHoJB30BaHUU

UMMYHOMOJYJIUPYIOIIKUX MPernapaToB HEOO0XOAMMAa OJHOBPEMEHHAs CTEPOUAHAS
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Tepanus 11 WHAyKuu pemuccun [88]. B mccmenoBanmu Hart P.A. u coaBT. ObLI0O
MOKa3aHo, 4TO J1I00aBJIeHHE a3aTHONPUHA ObLI0 A ()EKTUBHBIM NMPU UHAYKIIMH PEMUCCUN
y 56 u3z 68 mamueHtoB (85%) ¢ peUUIUBUPYIONIUM TEUEHHEM W TMOCIETYIOIIUM
noanepkaauemM pemuccun 'y 86% [94]. B apyrom wuccnenoBaHWM TMPUMEHEHUE
azarvonpuHa (2-2,5 wmr/kr/cyt) u mukodenomara moderuna (1500 mr/cyt) y 7
nanueHToB ¢ AUII 1 tuna n [gG4-CX, nepeHecinx oJMH WK 1Ba pEUUIUBA, TOKA3AJI0
OTCYTCTBHE HOBBIX PEIUAMBOB (Me/IMaHa Meproia HaOJIOeHHUs COCTaBUIa 6 MECAIIEB,
nuanaszoH — 2—19 mecsneB). A y IByX U3 CEMHU MAIUEHTOB, Y KOTOPHIX MTEPBOHAYAITHHO
MPUMEHSUTMCh HU3KHUE J103bl azaTuornpuHa (50 Mr/B geHb) u MukodeHosata Moderuia
(1000 mr/B nensb), pazBuiuch peuuausbl [94]. [uknodbochamun u MukodeHonaT mpu
9TOM UMENH CX0XKYI0 3)(PEKTUBHOCTD B KAUECTBE MO ICpKUBaroIIei Tepamuu [35].

[Ipn weapdexkruBHOCTH Mau HenepeHocuMocTd ['KC um crepomacOeperaronmx
MpernapaToB paccMaTpUBACTCS HCIOJNb30BaHWE PUTYKCHMMaba — MOHOKIOHAJIBHOTO
antutena k antureny CD20, pacnionoxenHomy Ha muMdonurtax [47, 117]. Coxpanenue
pEMHUCCHM Yepe3 MoJIroja MOCje Hayajga JedeHus ObUIo 3apeructpupoBaHo B 88,9%
ciyuaeB (95% JIW: 80,5-93,9) [47]. Omnako obGoctpenust HaOmomanuch y 21%
naruerToB (95% JIM: 10,5-40,3) B reuenue 10 mecsues [47]. Puck peruarBa ObLT BBIIIIE
pH moJimopraHHoM nopaxenunu (35,9%; 95% JAW: 17,3-60,1) [47]. Ha done Tepanuu
ObLITM OTMEYEHbl MH(PY3MOHHBIE peakuuu (n=8), MH(PEKUMOHHBIE OCIOKHEHUS (n=9),
rurnorammariooyiuaemMus (n=1) u pak Mo4eBoro my3bips (n=1) [47, 69].

B 2024 . ObutH Oy OIMKOBAHBI PE3YJIBTATH 3 (Da3bl KITIMHUYECKOTO HCCIICIOBAHUS,
neMoHcTpupytomye 3¢ deKTuBHOCT, HMHeOMIM3ymaba B neueHun IgGs-Ab [84]. B
uccienoBanue Obulo  BKJIOYEHO 135 mamnueHToB ¢ JAaHHBIM - 3a00JI€BAaHUEM.
Nuebunnzymab 3HaunTeIbHO CHU3MI pruck oboctpenuit (OLLI=0,13; 95% JIU: 0,06-0,28;
p<0,001) ¥ MOBBICHJ YacTOTy IOJHOW PEMHCCHH IO CpaBHEHHIO ¢ Iuianebo [84].
Mexanu3m neiicTBust HEOMIM3ymMada OCHOBaH Ha cBsizbiBaHUM ¢ CD19 — anTHreHom Ha
KJIETOYHOW TOBEPXHOCTH Tipe-B u 3penbix B-mumdonutoB, YTO NOPUBOIUT K
AHTUTENI03aBUCUMOMY KJIETOUHOMY ITuTOoNu3y. [Ipoduias 6e3onacHocTr nHEOMIM3yMada
OKa3aJICsi COMOCTaBUMBIM C Iiane6o. JlaHHoe uccienoBanre MoI4epKUBAET TOTCHITHAI

nHeOMIM3ymMaba Kak rnepcrnekTuBHoro metoja jeuenus [gGa-Ab.
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1.8 Ucxoabl U MPOTHO3

C yuetom BbicoKO# TepaneBTuueckoi 3¢ pexktuBHoCcTH ['KC mporuo3 y naiiueHToB
¢ IgGy-CX sBnsercsa OnaronpusataeiM. Y 10% — 25% maumentoB ¢ 1gG4-Ab Bo3MokHO
BO3HMKHOBEHHUE CMOHTaHHON pemuccuu [116]. OtganeHHble NPOTHO3BI OCTAIOTCA
HEJIOCTATOYHO u3ydyeHHbIMU. B 4,5% — 7,5% ciydaeB 3aperucTpupoBaHO pPa3BUTHE
OownunapHoro nupposa neuenu [114], a Takxe onucaHbl peAKUe CIydar BO3HUKHOBEHUS
nopTanbHOM runeprensun [121].

OTMmeyaeTcs MOBBINIICHUE PUCKA PA3BUTHUS XOJICIUTH3a U BTOPHYHOTO XOJAHTHTA Y
naieHToB ¢ [gGs-CX, mnepeHecmux CTEHTUPOBAHHE U JIPEHUPOBAHUE IKEITYHBIX
MPOTOKOB B JieOroTe 3abonieBanus. B uccinenoBannu Miyazawa M. u coaBT. u3 28
MalMEeHTOB, KOTOPBIM OBLIO BBHIMIOJIHEHO cTeHTHupoBaHue nepex npuemom ['KC, y 4,3%
(n=3) pa3Buwiics XOJeIUTHa3, a y MAlMEHTOB 0e€3 MpeIBAPUTEIBHOIO CTEHTHUPOBAHUS
JTAHHOTO OCJIOKHEHMsI He HaOmoganock (n=41) [95]. Pa3BuTre BTOPHYHOTO XOJaHTHTA
HAO0JI0JAIOCh TOJBKO Yy TMAaIllMEHTOB, MEPEHECIINX CTEHTUPOBaHWE 0e3 MOCIEeAyIoIei
tepanuu ['KC (10% vs 0%) (stor-panrossiii TecT p=0,0278).

[To manueM ucciaenoBanus Kubota K. u coaBT., B KoTOpoe OblIO BKIFOUEHO 924
nanuenTa ¢ 1gG4-CX, y 15% nauuentoB (139 u3 924) 6putn 3aMKCUPOBAHBI CIydau
3J10KaueCTBEHHBIX HOBoOOpa3oBanuii [107]. ¥V 60% (n=83) nmanneHTOB 3710Ka4eCTBEHHOE
HOBOOOpa3oBaHue ObLIO AMArHocTUpoBaHo mocie BeisiBIeHus [1gG4-CX, no
Bepudukanuu 1gG4-CX — 34,5% (n=48), Bo BpeMsi MOCTAHOBKH UArHO3a WJIH B TCUCHUE
nepBbIX Tpex MmecsieB mocie Hero — 13% (n=18) [107]. V mauueHTOB, y KOTOPBIX
37I0KQ4€CTBEHHOE HOBOOOpa3oBaHWE OBUIO MUATHOCTHpPOBaHO paHbine, yeM [gGs-CX,
HapOoyiee dYacToM JoKanu3anuend Obuta Tosictas kumka (27%; 13 u3z 48) m
MoueBbIBOJsAME yTH (25%; 12 u3 48) [107]. B ciny4asix CHHXPOHHOTO BBISIBICHUS
3JIOKAYECTBEHHOTO  HOBooOpazoBanusi BMmecte ¢ [gGs-CX, Hambomee wacto
JIMarHOCTUPOBAJIM PaK BEPXHUX OTIEIOB >KeIyAouHO-KuiedHoro tpakrta (33%; 6
ciyyaeB u3 18 maummentoB) [107]. Ilpu oOHapyXeHMM paka MOCIE€ YCTaHOBJIEHUS
muarHoza IgGy-CX  wame  BCTpedanuch — 3JI0KAQY€CTBEHHBIE  HOBOOOPA30BAHMUS

MO4YeBBbIBOIsAIIEH cucTeMbl (36%; 30 u3 83 G0BHBIX), )KETyJIKa U JIBEHAAIIATUIIEPCTHON



28

kukd (34%; 28 u3 83) u Toncroit kumku (28%; 28 u3 83) [107]. Pak momkemynouHoi
Kene3bl ObL1 AuarHocTupoBaH B TeueHue 10 et mocne BoisiBieHus 1gGs-CX, a pak
JKEITYHBIX TIPOTOKOB — B TeueHwue 2 jet [107]. B nemnom, cranaapTH30BaHHOE OTHOIIICHHE
3aboneBaemocT (SIR) mys 370Ka4eCTBEHHBIX HOBOOOPA30BAaHUU IOCIE MOCTAHOBKU
nuarno3a 1gG4-CX cocraBuio 12,68 [107]. [Tokazarenu SIR mist paka sKeTueBbIBOISIIIX
MyTeW W TOKETYJOUYHOM kene3bl coctaBmwin 27,35 u 18,43 coorBerctBenHo [107]. B
JIPYroM peTpocneKTUBHOM wuccienoBanun SIR paka mnomxenyqouHoN >Kene3bl U
XKemyHbeIX TpoTokoB coctaBui 10,30 u 8,88 coorBercTBeHHO [75]. Puck pazButus
3JI0KaYECTBEHHBIX HOBOOOPa30BaHUH ObLT BEICOK B TEUCHHE TIEPBOTO T'0J1a M CITYCTI 5 J1eT
nocie nocranoBku auartosa IgGs-CX, SIR cocraBun 2,58 u 2,44 COOTBETCTBEHHO |55,
75]. CormacHo pesyapTaram uccienoanusi Kubota K. u coaBt.,, peuuaus
paccMaTpuBaics Kak (pakTop pucka A pa3BUTHs omyxoser y marmueHToB ¢ [gGs-CX
[107]. KymynsTuBHas BBDKMBAGMOCTh ObLIa CTATUCTUYCCKM 3HAYMMO BBIINIE Y
HAIMCHTOB, TOJYYaBIIMX MOJCPKUBAIONIYIO cTeponIHyo Tepanwio (p <0,001) [107].

HexoTopelie nccnenoBaren 0TMEYArOT MOTEHIMAIBHYIO CBA3b Mexay [gG4-Ab n
passutem juMmdpom. B uccinenoBanun Matsuo T. u coaBT. mepuoj Mexay NepBUYHON
muarHoctukoi 1gG4-Ab 1 mocneayromum BeISIBICHHEM JTUM(OMBI BAPBUPOBAJICS OT 2 JI0
18 net, ¢ menuanoit 4 roga [43]. Haubonee pacnpocTpaHEHHBIM THUTIOM JUM(OMBI y
naiueHToB ¢ 1gGs-Ab  sBnsiercas  muddysnas B-kpynHokietouHas ammdoma,
nuarHoctupoBanHas y  83,3% (10 w3 12) wuccimenoBaHHbIX —narueHToB  [43].
JlnmdonponaudeparuBHbie 3a00JeBaHUs HAOIIOAANNCH Y IMAIMEHTOB C Pa3IUYHBIMHU
KInHuYeckumMu  Bapuantamu  [gGs-Ab,  Brirowass — maHKpeaTHT, — XOJIAHTHT,
CKJICPO3UPYIOMINN CHAIAJICHUT (C COMyTCTBYIOIIUM CKJICPO3UPYOIINM JaKPHOAJTCHUTOM
1160 6e3 Hero), mpoctatuT [43]. DTH AaHHBIE CBUAETEIBCTBYIOT O HEOOXOIAUMOCTH
JUTMTEIIBHOTO HaOI0IeH s 3a nanmeHTaMu ¢ 1gGy-Ab 11 cBOeBpEMEHHOTO BBISIBICHHSI
NMOMOOHBIX OCHOXKHEeHUH. HeoOXoaumel manbHEWIMe HUCCISAOBaHUS ISl yTOYHEHUS
MEXaHU3MOB pa3BUTUS JTUMGOTPOIUdEpPaTUBHBIX 3a00JICBAaHUN U 37T0KAYECTBEHHBIX
ONmyXoJieH, a TakkKe s pa3pabOTKH ONTHUMAJBHBIX CTpPaTeTHid MOHHTOPHHTA U

PO UTAKTUKH.
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Taxkum 00pazom, noctymHas WHGOpMAIUs O KIMHHYECKOM TEUEHUH, TPOTHO3E H
UCX0Jax, (hakTopax pUCKa PElUAUBOB, a TAKKE O TAKTUKE BeJleHUs nmanueHToB ¢ [gGy-
CX HemocTaTo4yHO HCCIENOBaHA M MNPOTUBOpEUYMBA. B Xone Hamero wucciaeaoBaHUs
MPOBOJUIIOCH JUIMTENbHOE HabmomeHrne 3a rpynmoil mamueHTtoB ¢ IgGs-CX, duto
MO3BOJWIO TiyO)Ke TMOHATH OCOOCHHOCTHM TeueHusl 3aboseBaHusd. Takxke ObLIO
BBINIOJIHECHO  CPABHEHUE  KIMHUKO-aHAMHECTHUYECKUX JIAHHBIX W PE3yJIbTaTOB
71a00paTOPHBIX U MHCTPYMEHTANBHBIX HccaeaoBanuil y nanueHToB ¢ 1gG4-CX u [1CX.

3T0 MO3BOIUIIO pa3paboTaTh aNropuT™ auddepeHIaTEHON TUAarHOCTHKY.
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I'JIABA 2. METOAbI UCCJIEJOBAHUSA

[TpoBenenune uccnenoBanus O0b110 0g00peHO JlokanbHbiM KoMurerom mo sTHke
®OI'AOY BO Ilepspiit MI'MY um. . M. CeuenoBa Munszapasa P® (CeueHOBCKUI
VYuuepcuret) Ne 01-22 ot 20.01.2022.

2.1 /Im3aiin uccaeq0oBaHus

[IpoBeneHO OJHOLIEHTPOBOE TMHAMUYECKOE JIBYHAIIPABIECHHOE HAOIOAATEIbHOE
UCCIIEJOBAaHUE, B KOTOPOM Y4YacTBOBAajJW NAlMEHTHI B Bo3pacTe 18 yer u crapue c
BepudunmpoBanubiM 1gG4-CX u [1CX, rocniutanuzupoBanubie B nepuo ¢ 2019 mo 2024
IT. B OTJAEJNIeHHEe TenaTtojioruu KIMHUKYA TNpONeaeBTUKA BHYTPEHHUX OOJe3HEH,
racTpodHTeposioruu u remnaronorud umeHu B.X. BacuiieHko (OUPEKTOp KIMHUKH —
akanemuk PAH, mpodeccop, 1.m.H. B. T. MBamkun; 3aBeayroiias OTACICHUEM — K.M.H.
M. C. XKapxoga) [12].

[lepen  BKIIOYEHHMEM B  MCCIEAOBAHWME  KAXIbl NALUMEHT  MOJAINMCA
uHpopMupoBaHHOE coryacue. Kpurtepum i ydyacTusl BKJIIOYQIM — HAJIAYUE
noATBepxAeHHbIX AHarHo30B [gG4-CX u 1ICX, yCcTaHOBIEHHBIX MOCIE NETAIBHOTO
aHaNMM3a KJIMHUYECKUX M JIa0OpAaTOPHBIX JaHHBIX, PE3YJbTATOB JIYYEBBIX METOOB
uccienoBanus xemnueBblBogAIMX nyted (Y3U, MPT opraHoB OpromiHON MOJOCTH,
MPXTIT, KT, sauno-Y3U, OPXIII'), a Takxke naHHBIX MOPGHOIOTHYECKOTO UCCIICIOBAHUS
nedyeHu. Kputepun HEBKIIOUEHUS: Bo3pacT wiaame 18 ger, OepeMEeHHOCTb,
TepMUHAJIbHAS ~ CTaaus  TMOYEYHOM  W/MIM  TIEYEHOYHOM  HEIOCTaTOYHOCTH,
BepuduiupoBannas XK. Kpurepunm uckiaroueHHs: OTKa3 IMalMeHTa OT AalbHEHIIEro
y4acTusl B UCCIIEIOBAaHUMU.

[Ipy MOCTYNJIEHUM KaXKIbIA MAIMEHT MPOXOJUI CTaHAAPTU3UPOBAHHYIO
JIMarHOCTUKY B COOTBETCTBUU C KIMHUYECKHUMHU PEKOMEHAAIMSIMH, KOTOpasl BKJIKOYasIa
cOop xano0 W aHaMHE3a, OCMOTp TAlMEHTa W MPOBEICHHUE JIA0OPATOPHBIX AHAIHU30B.
KpoMe TOro, BBINOJHSUINCH HUHCTPYMEHTAJIbHBIE HCCIEAOBaHUA: KOMIUIEKCHOe Y3U

OpraHoB 6pIOH.IHOI>i IMOJIOCTH, CIIOHHBIX XKCJIC3, HlPITOBPII[HOﬁ KCIIC3HI, BHILOCOHOI‘pa(I)I/IIO
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naHkpearoounuapuoi 30ub, MPT opranos OprourHoit nonoctu, MPXIIT', KT opranos
IPYJIHON TIOJOCTH, OPIOIIHOW TOJIOCTU M 3a0pIOIMIMHHOTO IPOCTPAHCTBA, OUOICHS
MIEYCHU C MOCIEeAYIOINM TucTtonorndeckuM u UI'X-nccneqoBanueM ¢ UCoIb30BAHUEM
antuten K 1gGy, 1gG u CD138.

C 1enbio BBISBICHHUS (DAKTOPOB, ACCOIMUPOBAHHBIX C PEIMIAMBOM 3a00JIeBaHUSA,
narueHTsl ¢ 1gG4-CX Obun pasaerneHsl Ha BE MOATPYIIIEL: MOATPYyNNa A BKIIOYaia
MAIMEHTOB CO CIIOHTAHHOM PEMHUCCHEN W JIOCTUTIIMX YCTOMYMBOTO OTBETa IIOCTE
uHaykumoHHoro kypca ['KC; moarpynmna b cocrosina u3 naiueHToB, y KOTOPBIX Pa3BUJICS
PELUIUB MOCIIE 3aBEPIICHUS TEPATTHH.

MOHHUTOPHHT COCTOSIHHSI MAMEHTOB MpoBoawics yepes 1, 3, 6, 12 Mecsues, a
3areM Kaxjable nonroga. OIEHUBAIUCh UCXOIbl M ocoOeHHocTH TeueHus 1gGs-CX:
peMuccus, perujanuB, CMEPThb, YAaCTOTA PE3UCTEHTHOCTU K HMHIYKIIMOHHOW TEparuu,
4acTOTa pAa3BUTHUS OCIOKHEHUW, perucrpanus ciyyaeB paszButua XK, wyacrora
MOBTOPHBIX JHAOCKONMYECKUX W OINEPaTUBHBIX BMEIIATENBbCTB, YAacTOTa MOBTOPHBIX
TFOCIIUTATNU3aIIAM.

CranmonapHoe 1 aMOyJIaTOpHOE BeJIeHHE O0JIbHBIX OCYIIECTBISIIOCh COBMECTHO C
noreHToM kadeapsl, K.M.H. A.B. OxmoosicTrHBIM; K.M.H. O.3. OXJTI00BICTHHON; BpayamMu
oTaeneHus remarojioruu: K.M.H. A.B. JlanmmueiM, k.M.H. HI.A. Ongoc, x.Mm.H. ILE.
Tkauenko, M.H. TuxonoBeiM, A.C. OctpoBckoi. MenuaHa mnepuoaa HaOIOJCHUS

cocTaBmia 38 MecCALIEB.

2.2 MeToabl HCCJICI0BAHUSA

2.2.1 Knuunyeckoe 00cjie10BaHue MALUEHTOB

Huarno3s 1gG4-CX ycranaBnuBaics Ha OCHOBE aMepukaHckux kpurepue HISORt
(2008 r.) u smonckux kputepues (2012 r.). B ciiyyae HECOOTBETCTBHS KPUTEPHSIM TIPH
MEPBUYHOM BH3UTE naMarHo3 mnoxarBepxkaanca nocie wuckmodeHus XK, [ICX wu
BTOPUYHOTO CKJIEPO3UPYIOMIETO XOJAHTHUTA, a TAKKE Ha OCHOBAHUU TOJOKUTEIHLHOTO

oTBeTa Ha KOpoTKui (10 1 Mecsma) kype 'KC (auarnoctuka ex juvantibus).
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Juarno3 IICX BBICTaBisJICS HAa OCHOBE CIIEAYIOUIUX [MOKAa3aHUM: MOBBILIECHHBIE
ypOBHU MapkepoB xosecrasa, Bkiarodas [ u ['TTII; Tunmrunbie ”BMEHEHHS B )KEITYHBIX
npoTokax, BbIsBIeHHbIe Tpu mnposeneHun MPXIID w/mmu OPXIID, Brirouas
«YETKOOOpa3HbIe» CYKEHHUSI SKEIYHBIX TPOTOKOB W/WIM JIUBEPTUKYJIOMNOJ00HbBIE
BBIIISTYMBAHUA, XapaKTepHble MOPQOJIOrMUEeCKUE W3MEHEHUSI B TE€YEHHU, TaKhe Kak
MEPUTIOPTATBHBIA CKIEPO3 U (UOPO3 B BHUJE «JTyKOBOHM Mienyxu». Bcem marueHTam
MPOBOJIMITUCH CIIEAYIOIINE JJa00pAaTOPHBIEC UCCIEIOBAHMS: OOIINN aHAINU3 KPOBH, OOIINI
aHanu3 Mouu, Ouoxummueckuii anamu3z kpoBu (AJIT, ACT, oOumuit u upsmoit
ommpyoun, I1[®D, ['TTII, o6mwmit 6enok, anbOyMuH), a Takke ornpeaesieane yposuei 1gG
u [gGy.

N3mepenne xoHUeHTpanuu noakiacca 1gGs B CBIBOPOTKE KPOBU NPOBOJAUIIOCH
MeTo0M MMMyHOo(epMmeHTHOro aHanu3a Ha (oromerpe ELx800 (pupmsr «BioTek
Instruments Inc.», CILIA).

VY31 opraHoB OpIOIIHOW MOJOCTH M CIIOHHBIX >K€JIe3 BBIMOJHSUIOCH Bpauamu
otAeneHus yiabTpa3BykoBorM AuarHOCTHKA YKb Ne 2 ®I'AOY BO Ilepsrit MI'MY
uMmenn M. M. CeuenoBa (CeueHOBCKUN YHUBEPCHUTET) (3aBeayroias OTACICHUEM —
K.M.H. M.A. Tarapkuna) — M.A. Kunsinoit, JI.A. JlabyTts, k.M.H. C.B. HacoHoBoii — ¢
ucnoas3oBanueM anmnapata ACUSON S2000 ¢upmer «Siemens Medical Solutions»
(CHIA, 2017 r.) mo cranmapTHO# MeTouKe [8].

D3o0daroracrpoayonenockonus (OI'JIC) mnpoBoamiack BpadamMu  OTICICHUS
nedeOHo-muarnoctTuaeckoit sHmockonuu YKbB Ne 2 ®T'AOY BO Ilepsoiit MI'MY nmenn
U. M. CeuenoBa (CeueHOBCKHIT YHUBEPCUTET) (3aBeayromuii oTaenenueM — k.M. H. [1.B.
[TaBnoB) — k.M.H. A.Il. Kuproxuneim, k.M.H. A.A. ®enopenko, K.B. deokTucToBoit, ¢
npuMeHeHueM ractpockona Pentax EG-29-110 (Snonwus).

Kononockonust mpoBoawmiiach BpadyaMy OT/AENEHUS JIe4eOHO-TUArHOCTUYECKOMN
supockonuu YKBb Ne 2 ®I'AOY BO IlepBeii MI'MY umenu M. M. Ceuenona
(CeueHoBckuil YHUBEPCUTET) (3aBeytomInii oTaeneHueM — K.M.H. [1.B. [1aBioB) — k.M.H.
A.Il. KuproxusasiM, K.M.H. A.A. ®enopenko, K.B. deokTrncroBoi, ¢ NpuMEHEHUEM
kojioHockorna Pentax EC-3490TLi (SInonus). [loarotToBka K mpoBeIeHUIO KOJIOHOCKOITHH

OCYILIECTBIIsUIACh IpenapaTaMu Makporosia (PopTpaHC) B COOTBETCTBUU C MHCTPYKIIUEH.
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HpI/I HCCIICAO0OBAaHNMHN OLCHHUBAJIOCH COCTOAHUC CIIM3UCTON OOOJIOUKH TOJICTOM KHIIKH H

TEPMUHAIBHOTO OT/eNIa TOJB3AOIIHON KHUIIKK JJIi HCKIIOYEHUS BOCHAIUTEIBHBIX
3aboneBanuit kumevdanka (B3K) n HoBooOpa3zoBaHuii.

KT OpromiHoii mosocTu, 3a0pIOIIMHHOTO TPOCTPAHCTBA U OPTaHOB I'PYIHOM KIETKU
BBITIOJIHSJIACH Bpayamu oTaesieHus iyueBoit quarnocTuk Y Kb Noe2 ®I'AOY BO Ilepsbiii
MI'MY umenu UN. M. CeuenoBa (CeueHOBCKMU YHUBEpPCUTET) (3aBEIYIOIINIMA
ornenennemM — K.M.H. M.B. ®enpamepoB) — k.Mm.H. P.T. P3aeBrim, B.B. Illerensckum,
k.M.H. B.C. Tuxononoii, k.M.H. A.B. CrenanoBeiM, A.C. Tsn, P.C. 3axapossim, H.B.
XopaHckoi, B.K. ®enoceesoii, A.C. TBUMHCKMM, — ¢ HCIOJb30BaHUEM
MYJIBTUCIIUPATILHOTO KoMmIbloTepHOTro ToMmorpada Aquilion Prime (Toshiba) c¢
BBEJICHUEM MOJI-KOHTPACTHOTO npemnapara (orekcos 350—150 mi).

MPT OproniHoit moJIOCTH U 3a0PIOUIMHHOTO MPOCTPAHCTBA IPOBOAWIIACH BpayaMu
otnenenus tydeBoi guarHoctTuku YKb Ne 2 ®I'AOY BO Ilepsoiii MI'MY umenn U. M.
CeuenoBa (CeueHOBCKUM YHUBEpPCUTET) (3aBEAyIOIIMl oTaeleHueM — K.M.H. M.B.
®enpamepon) — k.M.H. P.T. P3aessim, B.B. lllerensckum, k.M.H. B.C. Tuxonosoii, A.C.
Tan, P.C. 3axapoBsiM, H.B. XoBanckoi, B.K. ®enoceeBoit, A.C. TbIYUHCKUM, — C
ucnonas3oBanueM MPT-cuctemsr 3,0 T (SIGNA Architect, Yukaro, Unnunotic, CIIIA),
ocHaieHHo# katymkoi AIR™, cocrosimieit n3 30 kaHanoB. B kauecTBe KOHTPACTHOTO
npenapaTta npuMeHsIICS Talo0yTpol.

NI'X-uccnenoBanue  OPOBOAWIIOCH  COTPYAHUKAMHU  LIEHTPAJIM30BAHHOTO
naroJjioroanaroMmudeckoro otaeneHuss ®I'AOY BO Ilepporo MI'MY umenu N.M.
CeuenoBa (CeueHOBCKUM YHUBEPCHUTET) (3aBeayromuil otaeneHueM — k.M.H. H.B.
[TapamonoBa) — a.M.H. A.C. Teptbiunbim, K.M.H. T.I1. HekpacoBoii, — Ha amnmapare Jjis
aBToMaTH4eckoro okpammBanus «bonnm Maxkce» (bupmer «Jleikay, T'epmanus) c
UCTIOJIb30BAHUEM MOHOKJIOHAJIBbHBIX Kpoauubux anTuTen K IgGs (Cell Mark, Clone

EP138, pazsenenue 1:100).
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2.2.2 Ctatuctuyeckasi 00padoTka JaHHbIX

CTraTHCTUYECKHUI aHAJIW3 BBINIOJHECH C MCIOJb30BaHHWEM mporpamm StatTech v.
4.2.5 (pazpabotunk — OO0 «Cratrex», Poccus) u IBM SPSS Statistics 22.

KonuvecTBeHHBIE MMOKa3aTed OICHUBAJIUChL HAa COOTBETCTBHUE HOPMAILHOMY
pacrpeiesieHUIO ¢ Ucnoyib30BanueM kputepust [lanupo-Yunka (mpu uncie HaOIoAeHUN
menee 50) unun kputepus Konmoroposa-CMupHoBa (1pu unciie Ha0roaenuit 6onee 50).
[Toka3zaTenu, UMEOUIME HOPMAIBHOE PacIpeiesIEHUE, OTUCHIBAINCH C UCIIOJIb30BAHUEM
cpennux apupmerndeckux Benmuud (M), crangapTHeix oTkiaoHeHui (SD) u rpanni 95%
noBeputenbHoro uareppaina (95% JIN). Ilpu oTcyTCTBUU HOPMAJILHOTO pacipeiesieHus
KOJIMYECTBEHHBIC JaHHBIE OMUCHIBAJIUCH C UCTIOJIB30BaHUEM Meauanbl (Me), HIDKHETO U
BepxHero kBapruiiei (Q1-Q3).

KareropuanbHble JaHHbIE MNPEACTaBICHbl B BUAE aOCONIOTHBIX 3HAYEHUH H
IMPOLEHTHBIX Joner. [lusg mnpoueHTHbIX noned 95% noBepuTeNnbHBIE HMHTEPBABI
paccunThiBaich MetoioM Knonmepa-IIupcona.

CpaBHEHHME JABYX TIpynn 0O KOJMYECTBEHHOMY [OKa3aTello, HMEIOIIEMY
HOpPMAJIbHOE  paclpesesieHue, TMpu  PaBEHCTBE  JUCHEPCHM  BBINOJHSJIOCH €
ucnojap3oBaHueM t-kputepusi CTbIOJIGHTa, TPU HEPABHBIX JAUCHEPCUSAX — C
WCIOJIb30BaHMEM  t-kputepuss  Yamua. [l KOJMYECTBEHHBIX  MOKAa3aTeliew,
pacnpeneneHue KOTOPbIX OTJIMYaJOoCh OT HOPMAJIbHOTO, HCMOib30Baics U-KpuTepuii
Manna-YuTHu.

CpaBHEHUE TPOIICHTHBIX JIOJEH B UETHIPEXIOJIBHBIX TAOIUIAX COMPSHKEHHOCTU
MPOBOJMIIOCH C HUCIIOJIb30BAaHUEM KpuTepus Xu-kBaapar [lupcona (mpu oKugaeMbIx
3HaueHusx Oosee 10) wim TouHoro kputepus duriepa (MpU OKUIAEMBIX 3HAUCHUSIX
menee 10). B kauecTBe KoMueCTBEHHOM Mepbl 3P eKTa MPU CPaBHEHUU OTHOCHTEITBHBIX
noKasarelied HCIOJb30BaJCA TMOKa3aTenb oTHowmeHuss maHcoB (OLI) ¢ 95%
noBepuTenbHbIM HHTEpBaioM (95% J[W). Ilpu Hanuuuu HyJNEeBbIX 3HAYECHHM 4YuCia
HAOMIOIGCHU B siyeiikax TaOmuIbl COMPSHKEHHOCTH pacyeT OTHOIIECHMS IIaHCOB
MPOBOAMIICS C HCIIOJB30BAaHHEM IIONPABKH XoJaewH-OHCKoMO. Jlims aHammza

MHOTI'OIIOJIBHBIX Ta6J'II/III COIIPSAKCHHOCTH ITPHUMCHSAJICA KpI/ITepI/II\/’I XHU-KBaJpar HI/IpCOHa.
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[Toctpoenne Mojenu OLEHKM pHUCKAa pEUUANBA BBINOJHSUIOCH METOI0M
aoructuyeckor perpeccun. Koaddunment R*Halipkenkepka UCoIb30BajCs B KAUECTBE
Mepbl ONPENEIEHHOCTH, OTPAXKAIOIIEH JTOJII0 AUCIEpCHr, 00BACHIEMOW Mozenbo. Jlis
OLIGHKH JMAarHOCTUYECKOM 3HAYMMOCTH  KOJMYECTBEHHBIX IOKa3aTeled  Mpu
MPOTHO3MPOBAHUU PELIUIMBA U OINPEICIICHUS TOPOrOBBIX 3HAYEHUI CHIBOPOTOUHBIX 10G,
19G4, cootHomenus 1gG4/1gG npumensuics meto ananmu3a ROC-kpuBbIX. Paznensrorniee
3HaYEHHE KOJMYECTBEHHOTO MpHU3HaKa B Touke cut-off onmpenensioch Mo HauBbICHIEMY
3HaYeHUIO uHjaekca FOaena.

C uenpio pa3pabOTKU KIACCU(PUKAIUOHHOTO IpaBuiIa ObUI MPUMEHEH METOJ
JTUCKPUMHHAHTHOTO aHAIN3a.

Paznmuuus cuutanmch cTaTuCTHYeCKH 3HaunMbIMu 1ipu P<0,05.
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I'JIABA 3. PE3YJIBTATBI UCCJIEJOBAHUA

3.1 O6mas xapakrepucTuka nanueHToB ¢ IgGs-accouunpoBaHHbIM

CRJICPOSUPYIOIIHUM XOJAHTUTOM U NICPBUYHBIM CKJICPOSUPYIOINUM XOJAHTHTOM

3.1.1 Xapakrepuctuka nanueHToB ¢ |JGs-accounupoBaHHBIM CKJIEPO3UPYIOLIUM

XO0JIAHT'UTOM

B uccnenoanne BxinoueHo 33 mamuenta ¢ 1gGs-CX. BompIIMHCTBO MAalMEHTOB
(69,7%; 95% A1 51,3-84,4) cocTaBisii MYXXYHHBI. MeauaHa Bo3pacTa MaIEHTOB
cocraBuia 61 rox [49; 66], Bo3pacT BapeupoBaics ot 27 no 81 roxa.

[Tpumenenue kputepueB HISORt mo3Bomuio quarnoctupoBats 10G4-CX'y 72,7%
(n=24) mnamueHTOB, B TO BpEeMs KaK NPH HCIOJIb30BAHUM STOHCKUX KPUTEPHUEB
3a0oJieBaHue OBLIO BBIsABICHO y 63,6% (N=21) nmarnueHToB. brHoncHs meYeHu BITOHEHA
y 12 manueHToB, ¥ AuarHo3 osu1 noareepxaeH y 50% (n=6) u3 vux. BHyTpumnpoTokoBas
ouoricus, MPOBeACHHAs y 2 TAIMEHTOB, HE BBISIBUJIA XapPaKTEPHBIX THMCTOJOTUYECKUX
npusHakoB 1gG4-CX. Mopdomnorunueckas Bepuduxarms 1gG,-CX Oblia JOCTUTHYTA TPU
aHaJM3e OMEepPallMOHHOTO MaTepHalia y TpeX MarrueHTOB.

Menvana BpeMeHH 10 YCTaHOBJIEHUs quarHo3a coctaBuia 10 [4; 20] mecsmes. Y
MAIMeHTOB, KOTOPHIM MPOBOAMIM HApy)XHOE APEHUPOBAHUE W/WIM CTEHTHPOBAHHE
YKEITYHBIX IPOTOKOB, MEIMAHA BPEMEHU JI0 MOCTAHOBKH JuarHo3a cocrasuia 16 [7; 31]
MeCSIIIeB, YTO OBLIO JoMbINe Mo cpaBHeHUIO ¢ 6 [3; 10] MecsamamMu y mamudeHToB 0e3

ykazaHHbIX BMemaTensbcTB (p=0,032) (Pucynok 2).
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PucyHok 2 — 3aBUCHMOCTD CPOKOB ITOCTAHOBKH TUATHO3a OT BBITIOJHEHUS IEKOMIIPECCUHU
(IpeHupoBaHUE W/WIIA CTEHTUPOBAHUE) KETYHBIX POTOKOB

VY 75,7% (n=25) nauueHTOB M3HAYAIBHO OB YCTAHOBJIEH OLIMOOYHBIA JAMATHO3:
I1CX (36,4%, n=12; 95% JI1: 20,4-54,9), 310KkaueCcTBEHHOE HOBOOOPA30BAHKE KEITIHBIX
npoTtokoB (45,5%, n=15; 95% JM: 28,1-63,6), 31m0KaueCTBEHHOC HOBOOOpPa30BaHME
nokenyqouHo  skenesnl  (54,5%, n=18; 95% JU: 36,4-71,9). Xupypruueckoe
BMEIIATEILCTBO JI0 YCTAHOBJICHMS JauarHosa mpoBeacHo y 51,5% (n=17) mamueHToB
(95% U: 33,5-69,2): pesekuuss cerMeHTOB mnedeHUu (n=1), dopmupoBanue
XOJICIOXO’HTEPOAHACTOMO3a W TacTPOIHTEpPOaHacToMOo3a (N=3), KOPIOpOKaymajbHas
PE3EKITUs TIOKETYIOYHOMN Kene3bl (n=1), CTEHTUPOBaHUE W HAPY>KHOE JPEHUPOBAHUE
JKEITYHBIX MPOTOKOB (N=16), BKITIOYask CTEHTUPOBAHUE OOIIETO )KeITYHOro poToka y 50%
(n=8) mMalMUeHTOB, HApPYy>KHOE JIPECHUPOBAHHME >KEIYHBIX MPOTOKOB (25%, n=4) u
KoMOMHaIu0 o00oux MetogoB (25%, n=4). VY naTH DalMEeHTOB MPOBEICHUE
BMEIIIATEILCTB Ha KETYHBIX MTPOTOKAX OCYIIECTBIBUIOCH OJJHOKPATHO, Y CEMU ITAIIHCHTOB
— JIBaXbI, Y OJHOTO MAIMEHTa — TPWIXKIBI M Yy €Ie OJHOTO — YeThIpe pasa. Taxxke
3apEruCTPUPOBAH OJIMH CIy4dail XMMHOTEPANUH 10 MOBoAY npeanosaraemon XK.

OxkoJio mosioBUHBI narueHToB (42,4%, 95% JAU: 25,5-60,8) umenu B aHamHe3e
KOHTAaKT C BPEAHBIMU MPOU3BOACTBEHHBIMHU (PAKTOPAMH U MPUHAJICKATN K KaTErOpUU
TaK Ha3bIBAEMBIX «CHHHX BOPOTHHUYKOB» — pPa0OUYWX, 3aHSATHIX B TMPOMBIIUICHHON H

MPOU3BOACTBEHHOM cdepax. Onpenenutb KOHKPETHbIA (PakTop HE  MPEACTaBIsIOCH
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BO3MOXKHBIM, TIOCKOJBKY TIAIIUEHTHl KOHTAaKTUPOBAIM C pa3HBIMU BEIIECTBAMMU:
acbecToM, aMMHaKoM, IapaMu O€H3uHa U 3Pupa, CEpOBOIOPOIOM, METAHOM, IPEBECHOMN
Y YTOJLHOM MBUIBIO, @ TAK)KE MUHEPATBHBIMU YI00PEHUSIMH, COACPKAITUMU COSTUHEHUS
dTopa, hocdopa u azora.

Y 18,2% (n=6) mnanueHTOB HMMEIHCh COMYTCTBYIONIME aJUIEPrOJIOTUYECKHE
3a0oneBaHus: OpoHXHaIbHASL acTMa (n=2), aJuIepruuecKuil puHUT (n=3), aTOMUYECKUA
nepMmatut (n=1).

Knunnueckast kapTuHa 3a00J1eBaHUs XapaKTeprU30Baiach a0IOMUHAIBLHON 0OJIBIO
y 72,7% (n=24), mexanudyeckoi xentyxon y 78,8% (n=26), CHI>KEHUEM MacChl Teja y
72,7% (n=24), meauana cHKeHus Maccol Tena coctapuaa 10 kr (95% J1: 10,00-13,50).
Menunana yposHs 1gGs ceiBopoTku coctaBuna 2,67 1/ [1,84—-6,37], nmpu stom 24,2%
(n=8) manueHTOB UMeNM HOpMajbHBIM ypoBeHb IgGa. M3omupoBannsiii 1gG4-CX 6e3
conytctByromero AUII 1 tuma 6bu1 BeisiBieH y 6 (18,2%) nmanuenToB. XapakTepucTHKA

UCCJIeNyEMbIX MAallMEHTOB MpeacTaBieHa B Tabmuie 4.

Tabnuna 4 — Xapaktepuctuka nainueHToB ¢ 1gG4-acconnnpoBaHHBIM CKIEPO3UPYIOIAM
X0JIaHTUTOM (n=33)

ITapamerp 3HayeHue
. 23 (69,7%),
. MYKCKON 10N 95% JI1: 51,3-84,4
Mo, n (%) v 10 (30,3%),
R 95% JI1: 15,6-48,7
19 (57,6%),
«OeJble BOPOTHUYKID) 95% JTH: 39.2-74,5
Pon 3ausTwit, n (%) 14 (42 4:)/) '
«CHHHUE BOPOTHUYKI» 95% JIU: o5 ;—,60 8
[Tepwon 10 yCTaHOBICHUS TUArHo3a (MecsIn), 10 (4,00-20,00),
Me (Q1-Q3), [min; max] [1,0; 94,0]
Yposenb IgG4 ceiBOpoTKH 110 Tepanuu (T/31), 2,67 (1,84-6,37),
Me (Q1—Q3), [min; max] [0,13; 11,40]
beccumnromuoe Teuenne, N (%) 95% 2%[1? (? )1'715 8
AbGnomuHanbHas 6076, N (%) 95% 5[411/5752475)86 7
26 (78,8
Kenryxa, n (%) 95% JII/IS 61,1)91,0
24 (72,7
Toxynanue, n (%) 95% ,Z[I/Ig 54,5)—86,7




39

[Tponomxenue Tabmuis! 4

i} 12 (36,4
Koxxwuerit 3yx, n (%) 95% ILI/I? 20,4)~54,9
Acrenndeckuii curapom, N (%) 95% ;3/1(4255’;52_63 6
6 (18,2
Huapest, n (%) 95% )_IISI: 7,8—35,5

[IpuMevanue: «CHHUI BOPOTHHYOK» — MIPEACTAaBUTENb PabOUell CIIeaIbHOCTH, KOTOPBIA 3aHAT B
NPOMBIIUICHHOH ¥ NPOU3BOACTBEHHOH  cdepe;  «Oenblii  BOPOTHHYOK» —  pabOTHHUK
MHTEJUICKTYAJIbHOTO, HETIPOM3BOICTBEHHOTO TPY1a (AMHOBHUKH, CITy’Kallliie, YIPaBJIEHIIbI U T.I1.).

[Tpu IgGy-CX sxcTpabmimapHbie JIOKaIU3aIlMi BCTPEUATUCh HanboJiee 4acTo B
nopKenyiouHoi xenese — B 81,8% cioyuaeB (n=27). [Ipu s3ToM TOTanbHOE MOpaKEHUE
MOHKEITYTJOYHOM JKeJie3bl HaOmoaanochk y 22,2% (n=6) maiueHToB, CETMEHTApHOE — Y
18,5% (n=5), ouaroBoe — y 59,3% (n=16). Yamie Bcero BOBJIEKaJIACh TOJIOBKA
0 KEITy 1049HOM skele3bl — 88,9% (n=24), teno — 33,3% (n=9), a xBocT — 44,4% (n=12).

B Tabnuie 5 npeacraBiieHbl BApUaHThl BHEOMIIMAPHBIX OPAXKEHUH.

Tabnumna 5 — Jlokanuzanus BHeOMIHapHBIX NopakeHudd npu 1gGs-acconnnpoBaHHOM
CKJIEPO3HUPYIOLIEM XOJaHTUTE

Jlokanmm3anus n % 95% 1IN
HoszenynquaiI Kelesa 07 818 64,5-93.0
(ayToMMMyHHBIN TaHKpeaTHT 1 Tuna)
TBepmas mo3roBast 0005109Ka (TTAXUMEHUHTHUT) 1 3,0 0,1-15,8
[Teyens (TICEBIOOTYXOJIH ) 5 15,2 51-319
JKenuHslii my3bIph (XOIEIIUCTHUT) 5 15,2 5,1-31,9
CitoHHBIE KeNe3bl (CHAI0aICHUT) 3 91 1,9-243
Crne3Hblie xene3sl (TaKpHOaICHNT) 3 91 1,9-243
Jlerkue (JieroyHble HHPUIBTPATHI) 6 18,2 7,0-35,5
JlumdaTrueckue y31sl (MeAHACTUHAIBHBIE, o4 727 545 86.7
MO/IMBIIIIEYHbIE, BHYTPUOPIOIIHBIC)
3a0promHHast KieTyaTKa (peTporepuTOHealbHbII 5 6.1 0,7-20,2
¢bubpo3)
[Touku (TyOyIOMHTEPCTULIMANBHBIA HEQPUT) 3 91 1,9-24,3
Aopra (aopTHT) 1 3,0 0,1-15,8
Kureuynuk (3p03uBHO-A3BEHHBIN HIICUT U KOJIUT) 1 3,0 0,1-15,8
[[uroBuaHAS *Kene3a (THPEOUINT) 3 91 1,9-24,3
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[Tponomxenue TabmuIs! 5

| Koxa | 1 | 30 | 01158 |

CaxapHuslif 1uabet O6bu1 uarHoctupoBat y 42,4% (n=14) nauuenTtos. Cpeau HUX
y 35,7% (n=5) nuabet ObL1 BbIsiBIieH 110 pa3BuTus 1gG4-CX, y 57,1% (n=8) — Bo Bpems
3aboneBanust, u'y 7,1% (n=1) — B nepuon tepanuu ['KC.

[Ipn anamuze panubix MPXIII' n3MeHEeHMS >KETYHBIX IPOTOKOB 4Yallle BCETO
cootBeTcTBOBasn mepBomy (n=10; 30,3%) u BTOpoMy (n=9; 27,3%) tunam. Pexe
BcTpevanuch tunbl 4 (N=5; 15,2%) u 3 (n=3; 9,1%). Kpome Toro, 6pun 3aKCHPOBAHBI
Cllydau, KOTOPbIC HE COOTBETCTBOBAIM HH OJTHOMY M3 U3BECTHBIX THIOB (n=6; 18,2%): y
4 manueHToB OBUIO BBISIBJICHO MOPAXKEHUE MEJIKUX BHYTPUIICYEHOUHBIX IKEITYHBIX
MPOTOKOB, TUArHOCTHPOBAHHOE IO pe3yjbTaTaM OWOICHM TEYEHH, a y 2 TMAalHueHTOB
JOKaNu3alys TOpaKeHUs HaOoJalach Ha YPOBHE BHYTPHUIIEYEHOUHBIX IKEITUHBIX
npoTokoB.  CTPUKTYphl ~ BHYTPUIIEYEHOUHBIX  JKETYHBIX  IMPOTOKOB  OBbLIU
3apeructpupoBanbl y 6 manueHToB (18,2%), CTpUKTYpbl BHEMEUEHOYHBIX >KEITYHBIX
npoTokoB — y 18 nanmentoB (54,5%), a CTpUKTYpBI, 3aTparuBaroIIue Kak BHYTPH-, TaK U
BHETICUEHOYHbIC JKEIYHbIE MPOTOKM, — y 9 manumentoB (27,3%). XapakTepucTuka

MOPaXKEHUS JKETUYHBIX MPOTOKOB MpeJicTaBieHa B Tadmuiie 6.

Tabnuna 6 — Xomanruorpaduueckue MPU3HAKU MOPAKEHUS KETUYHBIX MPOTOKOB MPH
19G4-accormmpoBaHHOM CKIIEPO3HPYIOIIEM XOJaHTUTE

BapuaHT M3MeHEHUH KEITYHBIX IPOTOKOB 3uauenue, N (%)
«YeTko00Opa3HbIe» MPOTOKU 3(9,1%)
CermeHTapHbI€ CTPUKTYPBI 15 (45,5%)
[IpoTsikeHHast CTPUKTypa ¢ IPECTEHOTUYECKON TuaTanyen 13 (39,4%)
CTpUKTypa TUCTATBHON TPETH OOIIET0 JKEITYHOTO MPOTOKA 21 (63,6%)
[Mpumevanue: OIUH NAUEHT MOT UMETh 0OJIEe OJIHOTO BapUaHTa M3MEHEHHH.
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3.1.2 CpaBHuUTeJIbHAS XapaKTePUCTUKA NauneHTOB ¢ 1gGs-acconuupoBaHHBIM

CRJICPOSUPYIOIIUM XOJAHTUTOM H NIEPBUIHBIM CRJICPOSUPYIOIIHUM XOJAHTUTOM

B uccnenosanune Obuto BkiatoueHo 67 manueHtoB ¢ I[ICX. Meauana Bo3pacta
nebrota [ICX coctaBuia 41 roxn, B To BpeMs Kak juis marueHToB ¢ 1gGs-CX ator
noKa3ateb ObLT 3HaunTEeIHHO BhITIe — 61 rox (p <0,001). B 06eunx rpyrmmax npeodiiaganm
Myxuunbl (69,7% vs 56,7%, p=0,211). ¥ 5 (7,5%) mnauueHTOB W3HAYaJIbHO OBLI
ommn6o4HO noctapiieH auarao3 1gG,-CX. Menuana nepuoa 10 BepuduKaIuy Juarnosa
coctauia 9 wmecsaueB [4,00; 32,50]. YacTora BBINOJHEHHBIX XHUPYPTHUECKUX
BMEIIIATEJILCTB B CBSI3M C OIMMOOYHO JMATHOCTUPOBAHHOW OMYXOJIbIO COCTaBWJIA MpU
[1CX 1,5%, mpu 1gG4-CX — 9%, a ¢ nedeOHO# 111610 — Y 16% 1 36% COOTBETCTBEHHO.
AHanu3upys KIMHUYECKYIO CUMIITOMATHKY, IMapes BCTpeyanach 4Yaile y MalueHTOB C
I1CX (38,8% vs 18,2%, p=0,038). A6gomunansuas 6ons (47,8% vs 72,7%, p=0,018),
xenryxa (37,3% vs 78,8%, p<0,001) u camxenune maccel Tena (20,9% vs 72,7%, p<0,001)
yarie HaOmoganuch y nanueHToB ¢ [gG4-CX. B To ke Bpemsi CTaTUCTUYECKH 3HAYMMBIX
pazuuuii B 4yactoTe KoxkHoro 3yna (55,2% vs 36,4%, p=0,076) u acTeHHYECKOro
cunapoma (55,2% vs 45,5%, p=0,358) mexay AByMs TpynnaMH BBISIBICHO HE OBLIO.
OkcTpadunuapusie nopaxenus mpu [ICX coctasunm 46,3%, npu 1gG4-CX — 87,9%.

[Mokazarenu 19G, 1gGa, 1gG4/1gG B chiBopoTKe KpoBu ObuTH BbImIe pH 1gG4-CX B
cpaBHenuu ¢ namuentamu ¢ [ICX (p <0,001) [4]. Cpeau narmmenToB ¢ [ICX y 25,8%
(n=17) obnapyxuBanoch nossiienue (>1,35 r/m) yposus [gGs B xpoBu [4]. 3HaueHue
meauansbl IgG B ceiBopoTKe y manueHToB ¢ [gG4-CX cocrapismno 19,50 r/n, a y manreHToB
c [ICX — 13,46 r/n (p <0,001). Meanana konnentpanuu IgGs B CBIBOPOTKE KPOBU Y
nanueHToB ¢ 1gG4-CX mocturana 2,70 r/n B cpaBHeHuu ¢ 0,68 r/n y manuenToB ¢ [ICX

(p <0,001) (Tabmuua 7, Pucynok 3—4).

Tabmuma 7 — Ilokazatenmu IgG, IgGa, 19G4/IgG cweiBopoTkn kpoBu mpu 1gGy-
aCCOIIMMPOBAHHOM CKJICPO3UPYIOMIEM XOJAHTUTE W TEPBUYHOM CKJIIEPO3HPYIOIIEM
XOJIAaHTUTE

[Nokazarens 1gG4-CX (n=33) [1CX (n=67) p
Yposens IgG 19,50 r/n 13,46 r/n <0.001
ceiBopoTKH(1/1), Me [IQR] [14,50; 24,00] [10,67; 17,15] ’
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Yposenb 1G4 chiBOpOTKH 2,70 v/n 0,68 r/n <0.001
(r/m), Me [IQR] [1,92; 6,48] [0,60; 1,46] ;
1gG4/1gG, Me [IQR] 0,15 [0,08; 0,31], 0,06 [0,04; 0,09], <0,001

60,00

12G (r/m)
.
e
[=]
S

20,00

rpynna
B 12G4-CX
B3 11CX

Pucynok 3 — Cpasuenune ypoBHs 1gG ceiBopoTku kpoBu nipu 1gGs-accormmupoBanHoM
CKJIEpO3HMPYIOIIEM XOJaHTUTE U IEPBUYHOM CKJIEPO3HUPYIOLIEM XOJIaHTUTE

1gG4 (r/m)

rpynna
B3 15G4-CX
B3 T1CX

(=}
[}
©

_[

Pucynok 4 — Cpasnenue ypoBHs 1G4 ceiBopoTku kpoBu nipu 1gGa-acconrrpoBaHHOM
CKJIEpO3HMPYIOIEM XOJAaHTUTE U IEPBUYHOM CKJIEPO3UPYIOLIEM XOJIAHTUTE
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VY nauuentoB ¢ 1gG4-CX no cpaBuenuto ¢ nanuerntamu ¢ [ICX Obuin BBISIBIICHBI
Oojiee BBICOKME MeEJUAHbl CIEAYIOIUX TOoKazarelel: ChIBOPOTOYHOIO YPOBHS
so3uHoduioB (0,30 vs 0,16 TeIic./mMKa, p=0,008), CKOPOCTH OCEmaHUS SPUTPOIIUTOB
(COD) (40 vs 20 mm/4, p=0,002), C-peaktuBHoro 6enka (CPB) (7 vs 3 /i, p<0,001) u
CA 19-9 (39 vs 16 En/mi, p=0,003). B To sxe Bpemsi Me/lhaHa YPOBHSI KEITUHBIX KUCIIOT
U X0JIeCTeprHa B KpoBH ObL1a BhIIe y marueHToB ¢ [ICX — 37 vs 15 mxmons/n (p=0,012),
5 vs 6 mmoue/n (p=0,013) coorBeTcTBeHHO. [1oapOOHas cpaBHUTEIbHAS XapaKTePHUCTHUKA

7abopaTOpHBIX MOKa3aTesei mpeacTapieHa B Tadmumax 8—9.

Tabmuna 8 — CpaBHeHHMe mokazareied oOIero aHaiau3a KpoBu mnanueHToB ¢ 1gGs-
aCCOIIMMPOBAHHBIM CKJIEPO3UPYIONIUM XOJIAHTUTOM U TEPBUYHBIM CKJICPO3UPYIOUTUM
XOJIAHTUTOM

I'pynna
TMokazarenn p
19G+-CX CX
Spurponutsl (10'%/11), M (SD) 4,36 (0,68) 4,58 (0,66) 0,143
Jeitkormrsr (10%m1), M (SD) 7,35 (2,51) 6,94 (2,59) 0,463
235,00 268,50
Tpom6ormtsr (10%1), Me [IQR] [170,00: 314,50] [209,25: 333.75] 0,231
T'emorno6un (r/m), M (SD) 128,47 (20,99) 129,30 (20,12) 0,850
Dozunoduns (10%m1), Me [IQR] [0 2%’_38 50] [0 1%’_18 30] 0,005
40,00 20,50
COO (mmf), Me [IQR] [21,50; 56,50] [9,25: 35,75] 0,003

Tabmuma 9 — CpaBHeHHE TOKa3zaTelell OMOXMMHUYECKOTO aHAIM3a KPOBHU IMAIUEHTOB C
19G4-acconmmpoBaHHBIM CKJIEPO3UPYIOLIUM XOJIAHTUTOM u MIEPBUYHBIM
CKJIEPO3UPYIOLIUM XOJIAHTUTOM

I'pynna
[MTokazarenu p
19Gs-CX (0, ¢
C-peakTuBHBIN O€JI0K (MT/7), 7,50 3,72 0.002
Me [IQR] [5,08; 10,93] [2,00; 8,10] ’
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39,20

42,00

Anpbymun (r/11), Me [IQR] [33,75; 41,95] [38,55; 45,05] 0,002
ﬁg;‘i]’a'l'mo@”“‘“" (%), Me 4,10 [3,50; 5,00] 4,00 [3,62; 4,67] 0,774
D 0
‘(“Sjg)‘ba 2-r00y i1 (%), M 10,02 (2,30) 9,85 (1,37) 0,727
bera-rio0ymnun (%), M (SD) 12,16 (2,06) 11,75 (2,30) 0,451
(F;gya‘”"‘sy“““ (%), M 26,33 (9,35) 20,09 (5,92) <0,001
86,00 120,00
ACT (En/m), Me [IQR] [60,00; 177,00] [82,10; 201,00] 0.144
137,00 150,00
AJIT (En/n), Me [IQR] [66,00: 239,00] [102,50; 309,50] 0,247
322,00 308,00
[TTIT (Ea/r), Me [IQR] [142,00; 676,65] [122,00; 554,50] 0,512
567,00 576,00
L (Ex/n), Me [IQR] [463,00; 757,00] [307,00; 1025,00] 0,665
OO6mmuit GunupyouH 92,60 22,80 <0.001
(Mxmonb/m), Me [IQR] [40,00; 186,00] [14,38; 51,77] '
[Tpsmoit Gmtnpy6un 58,00 8,60 <0.001
(Mxmonb/m), Me [IQR] [17,05; 97,40] [3,92; 24,15] '
JKemunble KUCIOTEI 15,00 37,10 0.009
(Mkmons/1), Me [IQR] [10,00; 40,00] [17,30; 58,80] !
I'mroxo3a (Mmone/m), Me [IQR] [4 855"93 00] 4 4?)’.92) 20] <0,001
Kpeatunun (Mxmons/n), Me 83,45 83,00 0552
[IQR] [72,75; 89,25] [73,00; 95,00] !
57,00 59,40
Awmmunaza (Ex/n), Me [IQR] [46,60: 82,00] [43,60: 78,00] 0,921
2,31 228
IgA (r/x), Me [IQR] [1.86. 3.34] (1,85, 3,03] 0,532
1,07 1,23
IgM (r/n1), Me [IQR] [0,55; 1.53] (0,9, 1.75] 0,111
19,50 13,46
19G (rfx), Me [IQR] [14,50; 24,00] [10,67; 17,15] <0,001
2,67 0,68
1gGa (r/), Me [IQR] [1.84: 6.37] [0,60: 1.46] <0,001
XonecrepuH (MMOJb/1), M 5,16 (1,56) 6,16 (1,79) 0,010

(SD)
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CA19-9 (Ex/n), Me [IQR]

39,35
[13,23; 60,12]

16,20
[3,90; 21,80]

0,033

C nomomursto ROC-ananu3a ObutH onpe/iesieHbl TOpOTroBbie 3HaUeHus ypoBHeit 190G
u IgGs B CBHIBOPOTKE KpOBHM, a TaKKe€ WX COOTHOLIECHUA Ui JIuddepeHiraibHon
nuarHoctukn mexay I[ICX u IgGs-CX (Tabmuma 10) [4]. TloporoBoe 3HaueHue
ceiBopoTouHoro IgG B Touke cut-off, cooTBeTcTBYyIOIIEE HAMBBLICIIEMY 3HAYCHHIO
uHaekca FOnmena, cocraswio 17,1 t/m. Ilpm 3Hauenmn IgG HmKe 3TOW BETMYHUHBI

YyBCTBUTEIHLHOCTH MoAen 1t auarnoctuku [ICX cocraBmuia 75,0%, a cnenmudpuaHOCTh

—72,4% (Pucynoxk 5) [4].

1,00

=l
wn
[=1

qyu(:'l'n HTEIEHOCTEL

0,25

0,00

Pucynox 5 — ROC-kpuBasi, xapakTepu3yomias JUarHoCTUYECKYI0 3HAYNMOCTh YPOBHS
IgG chIBOPOTKH KPOBH MPHU EPBUYHOM CKIIEPO3UPYIOIIEM xosianrute. [nomanp moj
ROC-kpuBoii coctaBuna 0,789+0,055 ¢ 95% JAM: 0,680—0,897. [lonydyeHHass Mmoieb

0,00

0,50

1 - CnenudiranocTs

0,75

OblI1a craTucTHYecKH 3HAUMMOH (p<0,001)

Tab6nuua 10 — [Toporossie 3Hauenus 1gG cbIBOPOTKH KpOBU

1,00

Topor quCTl(%gI"eF)e,J('JI/I;HOCTB CHeH(I/é(lF))I)/I;;IOCTB PPV NPV
19,58 88,3 51,7 79,1 68,2
19,52 86,7 51,7 78,8 65,2
19,39 86,7 58,6 81,2 68,0
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19,00 83,3 58,6 80,6 63,0
18,63 83,3 62,1 82,0 64,3
18,30 80,0 62,1 81,4 60,0
18,20 80,0 65,5 82,8 61,3
18,11 78,3 65,5 82,5 59,4
17,27 78,3 69,0 83,9 60,6
17,11 75,0 69,0 83,3 57,1
17,10 75,0 72,4 84,9 58,3
15,62 70,0 72,4 84,0 53,8
15,60 66,7 72,4 83,3 51,2
15,57 65,0 72,4 83,0 50,0
15,28 65,0 75,9 84,8 51,2
14,65 61,7 75,9 84,1 48,9
14,50 61,7 79,3 86,0 50,0
14,40 58,3 79,3 85,4 479
14,20 58,3 82,8 87,5 49,0
13,80 55,0 82,8 86,8 47,1
13,64 55,0 86,2 89,2 48,1
[Mpumeuanue: PPV (Positive predictive value) — npencka3zarenbHas IICHHOCTb OJIOKUTEIBHOTO
pesynbrara; NPV (Negative predictive value) — mpenckaszareiabHas LEHHOCTh OTPHUIIATEIBHOTO
pesyJnbTara.

Hnst 1gGs CHIBOPOTKH KpPOBHM TMOPOTOBOE 3HaueHHE B Touke cut-off, koTopomy
COOTBETCTBOBAJIO HaMBEICIICE 3HaueHuWe wuHAekca IOmena, cocrtaBuimo 1,99 r1/m,
JyBCTBUTEIBHOCTh M CHEHM(PUIHOCT, Mojenu i mporHosupoBanus [ICX mnpwu
3HaueHnu 1gGs HMKE NaHHOW BeNWMYMHBI cocTaBuiau 92,3 u 74,2% COOTBETCTBEHHO

(Pucynoxk 6, Tabnuma 11) [4].
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Pucynok 6 — ROC-kpuBasi, xapakTepusyromias IMarHoCTHIECKYI0 3HAUMMOCTh YPOBHS
9G4 CBIBOPOTKM KPOBH MPHU MEPBUYHOM CKIIEpO3UpyromieM xoianrute. [Inomans mox
ROC-kpuBoii coctaBuia 0,828+0,052 ¢ 95% JAU: 0,727-0,929. [TonydeHHas MoIeTh

ObuIa cratTucTdecku 3HauuMo (p <0,001)

Tabnuna 11 — [Moporossie 3HaueHus 1G4 CHIBOPOTKH KPOBH

[Mopor YyscrButenbHOCTh (Se),% | Crnenuduanocts (Sp),% PPV NPV
2,10 94,9 71,0 80,4 91,7
2,02 92,3 71,0 80,0 88,0
1,99 92,3 74,2 81,8 88,5
1,98 87,2 74,2 81,0 82,1
1,90 84,6 74,2 80,5 79,3
1,84 84,6 774 82,5 80,0
1,75 82,1 774 82,1 77,4
1,70 82,1 80,6 84,2 78,1
1,36 69,2 80,6 81,8 67,6
1,35 69,2 83,9 84,4 68,4
1,19 64,1 83,9 83,3 65,0
1,10 61,5 87,1 85,7 64,3
1,00 59,0 87,1 85,2 62,8
0,68 53,8 87,1 84,0 60,0
0,65 51,3 87,1 83,3 58,7

[Mpumeuanue: PPV (Positive predictive value) — mpencka3sarenbHas IEHHOCTh TOJOXKUTEIBHOTO
pesynbrata; NPV (Negative predictive value) — mpenckasarenpHasi [IEHHOCTh OTPHUIATENHLHOTO
pe3yJnbTara.

[ToporoBoe 3HadueHue cootHotienus yposHeit 1gG4/1gG B Touke cut-off, kotopomy

COOTBETCTBOBAJIO HauMBBICIICC 3HAYCHUC  HWHICKCA IOI[eHa,

cocraswio 0,11.
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YyBCTBUTENBHOCT, M cHeUU(PUUHOCTh MoAenu A mnporHosupoBanus [ICX mpu
3HAYEHHUM 3TOTO COOTHOIICHHUSI HWKE YKAa3aHHOW BEIWYMHBI cocTaBuin 84,2 u 64,3%

cooTBeTcTBeHHO (Pucynok 7, Tabmuma 12) [4].
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Pucynok 7 — ROC-kpuBasi, XxapakTepu3yIoiias TMarHoOCTHYECKYI0 3HAUNMOCTb

3HaueHus cootHolneHus 1gG4/1gG npu nepBUYHOM CKIIEPO3UPYIOIIEM XOJIaHTUTE.
[Tnomans mog ROC-kpuBoit cocrabmia 0,756+0,062 ¢ 95% JIU: 0,634-0,878.
[TosrydenHas Mojenb Oblia cTaTucTHYecku 3HaunMoi (p <0,001)

Tabnuna 12 — IToporoseie 3HaueHus cootHomeHus 1gG4/1gG

[Toporosoe YyscTBuTenbHOCTh (Se),% | Crernuduanocts (Sp),% PPV NPV
3HAYCHHE
0,14 89,5 53,6 72,3 78,9
0,13 89,5 57,1 73,9 80,0
0,11 84,2 64,3 76,2 75,0
0,10 76,3 64,3 74,4 66,7
0,09 73,7 64,3 73,7 64,3
0,08 63,2 78,6 80,0 61,1
0,07 52,6 82,1 80,0 56,1
IMpumeuanue: PPV (Positive predictive value) — npencka3zarenbHas [IEHHOCTh MOJIOKUTEIBHOTO
pesynbrata; NPV (Negative predictive value) — mpezackasarenpHasi [EHHOCTh OTPHIIATEIBHOTO
pe3yJbTaTa.

Y mnamuentoB ¢ I[ICX mnankpeatut BwisiBisuics B 24,2% ciywyaeB (mocie
BbinoTHeHHONM OPXIIIT u nexkapctBenHoit stuonorun), npu [gGs,-CX — y 81,8%
nanuMeHToB (ayrouMMyHHBIH nankpeatut) (p <0,001). Dpo3uBHO-I3BEHHOE MOPAKEHUE
CIIM3UCTON KUIIIEYHUKA M XOJEIUTHA3 ObUTH Oosiee XapakTepHbl A marueHToB ¢ [1CX,

yem 11 1gG4-CX: 53,0% vs 3,0% (p<0,001) u 12,1% vs 0 (p=0,49) cooTBeTCTBEHHO.
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BHyTpunedeHoOUHbIe CTPUKTYPBI KeT4HbIX nMpoTokoB mpu [ICX nabmoganuce y

55,2% nanuentoB (n=37), BHeneueHouHble — Y 8,9% (n=6), a 006a TUIa CTPUKTYp — Y
35,8% (n=24). CpaBHHTEbHAS XapAKTEPUCTHUKA U3MEHEHHM >KETYHBIX MPOTOKOB MpPHU

19G4-CX u [ICX npencrasnena B Ta6mure 13.

Tabnmuna 13 — CpaBHHUTENTbHAS XapaKTEPUCTUKAa U3MEHEHUH >KETYHBIX MPOTOKOB IMpPH
1gG4-accoumupoBaHHOM CKJIEPO3UPYIONIEM XOJIAHIUTE U NEPBUYHOM CKJIEPO3UPYIOIIEM
XOJIAaHTUTE

M3MeHeHHUsT )KEeTIHBIX TPOTOKOB 19Gs-CX Hex p
n (%) n (%)
CTPUKTYPBI BHYTPUIICUCHOYHBIX 7 36
YKETUHBIX IPOTOKOB (21,2%) (53,7%)
(S — CTPUKTYpPBbI BHETIEYEHOUHBIX 16 6
cTpuKTYp YKETUHBIX IPOTOKOB (48,5%) (9,0%) <0,001
CTPUKTYPBI BHYTPH- U 10 o5
BHETICUCHOYHBIX JKEITIHBIX (30,3%) (37,3%)
IIPOTOKOB
30 32
«YeTko0o0Opa3HbIC) oreyrersne (90,9%) (47,8%) <0.001
MPOTOKU 3 35 ’
Harme (9,1%) (52,2%)
Cumnrom OTCYTCTBHE (103 %0/ ) @ 86gty )
«00pyOIIEHHBIX 6 2 '1 ° 1,000
BETBE» HaJTNYHE (0,0%) (1,5%)
18 44
CerMeHTapHbIC OTCyTCTBIC (54,5%) (65,7%) 0.281
CTPHUKTYPBI 15 23 ’
HaJLrme (45,5%) (34,3%)
[TpoTsxenHast 20 44
CTPHUKTYpA C oreyTeTBHe (60,6%) (65,7%) 0.620
PECTEHOTHYECKOM 13 23 ’
IAaTanueit HaIraue (39,4%) (34,3%)
Crpuxtypa 12 46
JTUCTALHOU TPETH OTCYTCTBIC (36,4%) (68,7%) 0.002
0OI1ero >KEITYHOTO 21 21 ’
IPOTOKA HaJTHe (63,6%) (31,3%)
[Ipumeuanue: ucnosb3zyeMbil MeToa: Xu-kBaapar [Iupcona.




50
3.1.3 Pa3paboTka kjaaccu(pukanmoHHON MOJe/IU U OHJIAHH-KAJIbKYJIATOPA /sl
audppepeHunaabHON quarnocTukm 1gGs-accoMUpPOBAHHOIO CKIEPO3UPYIOLIET0

XO0JIAHTUTA U MEPBUYHOI0 CKJIEPO3HPYIONIEr0 X0JIAHTUTA

B pesynbrare npoBeaeHHOro aHanu3a (pakropoB, accounnpoBaHHbiX ¢ 10G4-CX u
[ICX, B Momenu OMHApHOM JOTHCTUYECKOM perpeccud ObUT  BBIACICH PAL
KOJMYECTBEHHBIX M KAayeCTBEHHBIX  IIOKA3aTelei,  MPOJEMOHCTPUPOBABIIHUX
CTaTUCTUYECKYIO 3HAUMMOCTh Ha ypoBHe p<0,05. Pacuetnoe 3nauenue OLI>1,0 6p110
accoruupoBano ¢ rpymmoi IgGs-CX, 3nauenne OIII<1,0 ObuUIO accOUMUPOBAHO C

rpynmnoit [ICX (Tabmuua 14).

Tabmuua 14 — CpaBHuUTENbHBIM aHamM3 (AKTOPOB, accouMHpoBaHHbIX ¢ [gGy-
aACCOLMUPOBAHHBIM CKJIEPO3UPYIOIIMM XOJAHTUTOM W NEPBUYHBIM CKIIEPO3UPYIOIIM
XOJIAHTUTOM

daxrop OTHoIICHHE IIAHCOB 0
(95% AN)

Bo3spacr 1,049 (1,021 - 1,078) 0,0006

B3K 0,036 (0,005 - 0,281) 0,0015
XosecTepuH 0,689 (0,513 — 0,926) 0,0134

Buy npodeccun 15,719 (4,083 — 60,516) 0,0001
D03uHODUITBI 7,918 (1,516 — 41,364) 0,0142
Y-TJIO0YJTHBI 1,124 (1,041 - 1,213) 0,0029

IgG 1,198 (1,093 — 1,314) 0,0001

9G4 2,927 (1,613 - 5,314) 0,0004
[Mankpeatut 13,235 (4,670 — 37,513) <0,0001
XKenrtyxa 6,240 (2,365 — 16,467) 0,0002
CHMXEHNE MacChl Tea 10,095 (3,841 — 26,533) <0,0001
[pumeuanue: Hanumuue npodeccuu, CBA3aHHOH ¢ paGoTOil B  NPOMBIIUIEHHOH M
MIPOU3BOJICTBEHHOW  cdepe, TMpeArnoarawmeil KOHTAaKT C BPEIHBIMH  MPOW3BOJICTBEHHBIMHU
(akTopamu.

3aTeM TPOU3BEAECH pacyeT IMOPOTOBBIX 3HAYEHUM H  JTMAarHOCTUYECKOM
3(PEKTUBHOCTH HENPEPHIBHBIX IOKa3areinei. IIporHo3HOe KadecTBO  KaXKJI0ro
MoKa3aTesis OLCHUBAJIOCh MO 3HadueHuto miomanu nojgq ROC-kpuoit. B Tabmuie 15

NpCaACTaBJICHBI ITOPOTI'OBLIC 3Ha4YCHMUA PRI | KOJINYCCTBCHHBIX IICPCMCHHBIX,



COOTBCTCTBYHOIINC

HanooJee

CHEU(PUIHOCTH KPUTEPHSL.

o1

OIITUMAJIbHBIM

SHAYCHUAM  YYBCTBUTCJIBHOCTHU

Tabnuma 15 — [ToporoBsie 3HaYEHUS KOTUYECTBEHHBIX MTOKa3aTeNel, aCCOIMMPOBAHHBIX
C PA3JIUYHBIMU TUIIAMU XOJIAHTUTOB

u

[Tokazarens AUC 3HaveHue (95?;&1[1/1) Se,% Sp,% p
Bospacr 0,719 >55 @3 127_’22 38) 69,7 77,6 <0,0001
XonecTtepuH 3,76
(MmoTs/) 0,655 <5,7 (1,42-9,94) 77,4 52,3 0,0059
19G4 (r/m) 0,797 <1,7 © ng)g 19) 78,8 81,4 <0,0001
19G (r/m) 0,758 >15 1 Ggfl% 40) 72,7 60,9 0,0017
D03UHODUITBI 4.4
(109m) 0,677 >0,22 (1,76-10,99) 67,7 69,2 0,0011

JIns mokaszaress «BOo3pacTy IJIOIIAIb O XapaKTEPUCTUIECKON KPUBOU COCTABHIIA

0,719 (p<0,0001), mpu moporoBom 3HaueHUH «> 55» OI=7,97 (95% AU: 3,12-20,38),

YTO yKa3bIBaeT Ha CWIbHYIO accoruanuio ¢ [gG4-CX (Pucynok 8). UyBCTBUTEIBLHOCTH

MoKas3aresis B TOUKe OTcedeHus coctaBuia 69,7%, cnenuduanocts — 77,6%.

HJIOLHaI[B oA XapaKTepHCTI/I‘ICCKOﬁ KpHBOﬁ AJI1 MIOKa3aTCiIsd «XOJCCTCPUH»

coctaBuia 0,655 (p=0,0080), npu moporoBoM 3HaueHuu «<5,7» OIL=3,76 (95% IU:

1,42-9,94), uTo yKka3pIBacT Ha yMepeHHY0 acconuaiuio ¢ TunoM 1gG4-CX (Pucynok 9).

YyBCTBUTENBHOCTD NTOKA3aTENsA B TOUKE OTCEUeHUs cocTtaBuia / /,4%, cnenupuaHocTs —

52,3%.
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Pucynok 8 — ROC-kpuBas, xapakrepu3yromias 3aBucuMocThb Buaa xonanrura (1gG4-CX
o cpaBHenuto ¢ [ICX) oT Bo3pacTa namueHTa
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Pucynok 9 — ROC-kpuBas, xapakrepu3yolias 3aBUcuMOocTh Bua xosanrura (1gG4-CX
no cpaBHeHuto ¢ [ICX) oT ypoBHs X0JieCTepUHA CBIBOPOTKH KPOBU
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Jns nokasarens «IgGs» miiomanp NoJl XapakTepUCTUYECKON KPUBOW COCTaBHIIA
0,797 (p<0,0001), npu moporoBom 3HaueHuu «< 1,7» OII=0,06 (95% JAU: 0,02-0,19),
YTO yKa3blBaeT Ha CUJbHYyl0 accommaruio ¢ rpymmnod IICX (Pucynok 10).

YyBCTBUTENBHOCTH TIOKA3aTENs B TOUKE OTCEUeHHsI cocTaBmia 78,8%, cnerupuaHoCTb—

81,4%.
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Pucynox 10 — ROC-kpuBas, xapakTepu3ytolias 3aBUcuMocTh Bua xonanruta (1gGa-
CX no cpaBHenuto ¢ [1CX) ot ypoBus IgG4 chiBOpOTKH

[Tnomane Mo xapakTepucTHUecKoi kpruBo# 11s mokasaress 1gG cocraBuna 0,758
(p<0,0001) mpu moporoBoM 3Hauenuu >15 (Oll=4,16; 95% JAU: 1,66—10,40), uto
yKa3blBaeT Ha CWiIbHYyIO accoumarnuioo ¢ Hamuuvem [gG4-CX  (Pucynox 11).
UyBCTBUTEIHHOCTD MTOKA3aTEINSI B TOUKE OTCEYEHUs cocTaBmia 72,7%, cnenuduaHoCTh —

60,9%.
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Pucynok 11 — ROC-kpuBasi, xapakTepusytolias 3aBUcuMocTh Bua xonanruta (1gGa-
CX no cpaBHenuto ¢ [ICX) ot ypoBns IgG ceiBopoTKH

[Imomane 1oA KpUBOW ISl TIOKa3aTens «d03uHO(GMIby coctaBuna 0,677
(p=0,0033) nmpu moporoBom 3HaueHuu >0,22 (Olll=4,4; 95% HAU: 1,76—10,99), uto
yKa3blBae€T Ha yMepeHHyr accoruanuio ¢ HammuueM 1gGs-CX  (Pucynok 12).
YyBCTBUTENBHOCTH MOKA3aTeNs B TOUKE OTCEUEHUs cocTaBmia 67,7%, cnernupuaHoCcTs —

69,2%.
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Pucynok 12 — ROC-kpuBas, xapakTepusyronias 3aBucuMocTh Buia xonanruta (1gGa-
CX no cpaBuenuto ¢ [1CX) ot yncia 303uHOGUIOB B NepUPepuuecKoil KpoBU

Bung xomanrmrta He OBbUT 3HAYMMO AacCCOIMMPOBAH C IIOJIOM  IAIMEHTOB,
BKJIIOUEHHBIX B wucciaenoBanue (OII=1,76; 95% AU: 0,72—4,26), oaHako JIaHHBINA
MoKa3zaTellb ObIT BKJIIOYEH B IOCIACAYIOMNNA aHAIM3 B KA4eCTBE IOMPABKH, BBUAY
HecOaJTaHCUPOBAHHOCTH MCXOIHBIX TPYIII IO MOJTy, IPEBaIUPOBAHUN MY>KUHH B TPYIIIIE
1gG4-CX. Takum 00pa3oM, Ha OCHOBAaHHMH TMPOBEICHHOTO PETPECCHOHHOTO aHaIHM3a
YCTaHOBJICHO, 4TO BBIJICJICHHBIC bakTopsI o0J1agaoT 3HAYUTEIIBHOMN
JTUCKPUMUHAIIMOHHON CTIOCOOHOCTHIO JIJISI M3YUYEHHBIX TUTIOB XOJIAHTHUTA.

C menpio pa3pabOTKH KIacCCU(UKAIIMOHHOTO TpaBuia ObUT MPUMEHEH METOJ
JTUCKPUMHUHAHTHOTO aHajiu3a C MPUHYIUTCIBHBIM BKIIOYCHHEM  IOKa3aTelCH.
Kimmandeckue ¢hakTopbl, BOMISAIINE B PEIIAONIAe MpaBUja, ONPEACISUINCH UCXOAS U3
HAJIMYUS CTATUCTHYECKU 3HAYMMBIX CBS3€HM C THIIAMHU XOJAHTUTA, BBIABICHHBLIX B XOJIE
MIPEIIESCTBYIONMIETO PETPECCHOHHOTO aHanu3a. M3 muckpuMUHAHTHON (yHKIUU OBLIU
yAaleHbl  (QakToOphl, MPOJACMOHCTPUPOBABIINE  CIa0yl0  JIUCKPUMHHAIIMOHHYIO
CIIOCOOHOCTB, TPH 3HaYeHUHU Koddpuinenta menee 0,5. J{11s mocnemyroiero aHaims3a u3

100 maunuenToB ObTH O0TOOpanbl 70, y KOTOPBIX HMENHCHh MOJHBIE JAHHBIE IO
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COUYETaHMSIM BBIOpPAHHBIX MOKazareneil. Vtorosas BbiOopka u3 70 manueHTOB Oblia
Clly4ailHBIM 00pa3oM pasjefieHa Ha oOydawllylo U TpeHUpoBouHYr0. OOyyarorias
BbIOOpKa Brimodana 70,0% (n=49) namuentoB, a tpenupoBounas — 30,0% (n=21)
NanuMeHToB. J[aHHBIA TOIXOJ MO3BOJSET MPOBEPUTH U MOATBEPAUTH HAIECKHOCTH
MOJIEJIH, UCIIOJIb3YsI 00y4YaroNIyt0 BBIOOPKY JIJIsi HOCTPOEHUS MOJIEIIN, @ TPEHUPOBOYHYIO —
JUTSL OIICHKH €€ MPEICKa3aTeNIbHON CIIOCOOHOCTH.

HtoroBass (QyHKuMS BKIIOYana CJIEAYIONIME [OKa3aTeldu: BO3pacT >55,
ceiBopoTouHbIN 1gG4 <1,7, xonectepun <5,71, 303unoduiisr >0,22, ceiBoporounsiii [gG
>15, o, Bua npodeccun, Hanuuue comyTcTByromero B3K u nankpearura, xentyxa B
MOMEHT Jae0roTa 3abosieBaHus. B kayecTBe KiIacCU(UKALMOHHOIO TIOJOKEHUS
onpeneneH tun IgG4-CX m tun IICX. B Tabmume 16 mpeacTaBieHbl 3HAYEHUS
KO3((PHUILIMEHTOB JIMHEWHBIX KJIACCU(UKATOPOB JJIs MOTyYeHHbIX QyHKuui. [loka3aTenpb
nam6aa Yuskca pesyasTupyromeil mogemu coctasua 0,233, y?=61,15, df=10, yposens

craructuueckor 3Hauumoctu p<0,0001.

Tabmuna 16 — Koaddunuents! kiiaccuPpuKauoOHHbIX QYHKIUN 1715 manueHToB ¢ 1gGy-
aCCOIIMMPOBAHHBIM CKJIEPO3UPYIONTUM XOJIAHTUTOM U TIEPBUYHBIM CKJIIEPO3UPYIOIIUM
XOJIAHTUTOM

IToka3zarens 1gG4-CX T1CX
Bospact >55 4,2705 -0,1437
9G4 <1,7 3,1076 8,8381
Xouectepun <5,7 3,8187 3,0213
DozuHo(uibl >(,22 2,9158 1,4923
IgG >15 5,6721 6,0439
[Ton 4,1457 5,4356
Bun npo@eccnn* 9,2570 10,4025
B3K 0,9541 5,8691
[Tankpeatut 6,2158 2,5535
Kenryxa 5,6285 3,3663
Koncranra -14,9465 -14,7471
[Ipumeuanue: Hammume mpodeccuu, CBA3aHHOH ¢ paboOTOdi B  NIPOMBIIIIEHHOH U
MIPOM3BOJICTBEHHON cdepe, TNpeanoiarapmeidl KOHTAaKT C BPEAHBIMH MPOU3BOJICTBEHHBIMH
(hakTopamu.
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3HaueHus KIacCu(UKAIMOHHBIX (PYHKIUN OMUCHIBATUCH YPABHEHUSIMHU:

Do(x) = 4,2705*A+ 3,1076*B + 3,8187*C + 2,9158*D + 5,6721*E + 4,1457*F

1

+9,2570*G + 0,9541*H + 6,2158*1 + 5,6285*] — 14,9465, 0
uD;(x) = —0,1437*A + 8,8381*B + 3,0213*C + 1,4923*D + 6,0439*E +

5,4356*F + 10,4025*G +5,8691*H + 2,5535*| + 3,3663*J] — 14,7471, (2

rJe:

Do(X) — nuckpumunanTHas GyHKIUs 11t narueHToB ¢ 190G4-CX,

D1(X) — muckpumunanTHas GyHKIMs 111 namueHToB ¢ [ICX,

A — BospacT maruenTa >55 (ga — 1; met — 0),

B — yposenb 1gG4 ceiBopoTku kpoBu <1,7 (ma—1; ver—0),

C — ypoBeHb X0JIeCTEepHHA CBIBOPOTKH KpoBH <5,7 (1a — 1; Het — 0),

D — uncno s03uH0dunoB B nepudepuueckoit kposu (10%1) >0,22 (na — 1; mer — 0),
E — ypoBens 1gG ceiBopoTku kpoBu >15 (1a — 1; Het — 0),

F — mon maruenTa (Myskckoit — 1; sxxerckuii — 0),

G — Bug npodeccun («Oenbie BOPOTHUUKI» — 1; «cuHHE BOPOTHUYKH — 0),
H — nannune B3K (ma — 1; mer — 0),

| — Hanmuure mankpearura (1a — 1; et — 0),

J — xenTyxa Ha MOMEHT je0rora 3a0oeBanus (na — 1; Her — 0).

[Ipu pasnoctu 3HaveHuit ¢yHkuuii (1) u (2) MeHbIe HyJIsS HaOMIOACHHUE
Kiaccudumpyercs kak npuHamnexamiee k rpynne [ICX, B ciayyae pasHOCTH (PyHKUIUN
Oonpriet Hyns cioydaid kmaccuduiupyerca kak 1gGy-CX. [lomyuennas marpuia
Kiaccudukanuii Ha oOyuaromieid BbIOOpke mpexacraBieHa B Tabmuue 17. Yucno
KOPPEKTHBIX Kiaccupukaiuii cocraBuiio 47, o01mas IporHocTHUecKasi KOPPEeKTHOCTh —

95,9%, 4TO CBUIETENLCTBYET O BHICOKOW TOYHOCTH MOJYYEHHON MOJIEIIH.
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Tabmuna 17 — Knaccudukanmonnas maTpulia MOJYyYEHHOW MOJENHM Ha 0O0ydaromien

BBIOOpKE
IIpaBunsHO
I'pynna 19G4-CX (mpenck.) TICX (mpenck.) Knaccvlqu)HuHPOBaHO
1gG+-CX 19 2 90,5%
TCX 0 28 100,0%
OO0muit 19 30 95,9%

UyscTBUTENBHOCTh MOJENU cocTaBuia 100%, 4To ykas3blBaeT Ha CHOCOOHOCTh
MOJIeNI MTPaBUIILHO UJICHTU(DUIIMPOBATH BCE MOJIOKUTEIbHBIEC ciydan. CrienupuIHOCTh
— 93,3%, 4TO JEMOHCTPUPYET BHICOKYIO TOUYHOCTH B MJCHTU(PUKAIIUU OTPHUIATEIbHBIX
ciydaeB. OO11as TOUHOCTh MOJIEJIH IO COBOKYITHOCTH MOKa3aTelei 4YyBCTBUTEILHOCTH U
cnenuduyHocT coctaBuia 1,93, 3nauenue uHaekca lOnmena — 0,933, uyto Takke
NOATBEPKIAET BBICOKYIO 3(dexkTuBHOCT Moaenu. IlpeackaszaTtenbHas LIEHHOCTh
nosioxkuTenbHoro pesynbrara (PPV) cocraBuna 90,5%, mpenckazaTenbHas IEHHOCTb
orpuniatesnibHoro pesyibrata (NPV) — 100%, 4uro yka3piBaeT Ha OYE€Hb BBICOKYIO
npeacKaszaTreNbHyo cuiay Mojenu. OTHOIIEHUE MpaBAONOA00uUs ISl MOJOKUTETBHBIX
pesynbTatoB (LR+) — 15,0, 4TO0 AEMOHCTpUPYET BBICOKYIO BEPOSTHOCTH HCTHHHO
MOJIOKUTENbHBIX pe3ynbTatoB, U 0,0 mana orpuuarensHbix (LR-), uro yka3piBaeT Ha
OTCYTCTBUE JIOKHOIIOJIOKUTEIBHBIX PE3YJIbTATOB MpHU Kiaccuukanuu oOyuaroiein
BbIOOpKHU. Cwmemenue (bias) cocraBuio 1,105, a omeHka TOYHOCTH KiaccuduKaiui
(equitable threat score, ETS) cocrtaBmia 0,844, 9To TakXe IMOATBEPIKIACT BBICOKYIO
TOYHOCTh TMOJYYEHHOW Mojenu. BHyTpeHHsss Banumainus pa3paOOTaHHOW MOENd
NPOBEIEHAa HAa TPEHUPOBOUYHOM BBIOOPKE, KOTOPYIO cOcTaBUuiuM 21 mnaiueHT, He
MPUHUMABIIUN ydacTe B 00yueHur Moienu. MaTpuiia npejicka3aHHbIX U (haKTHIECKUX

KJaccuukanuii 1isi TPEHUPOBOYHOM BBIOOPKU MpejicTaBieHa B Tabmnuie 18.

Tabmuma 18 — Knaccudukanmonsas MaTpuiia moaydeHHON MOJEIN Ha TPEHUPOBOYHOM
BBEIOOpKE

IIpaBuibHO
[pyrma 19G+-CX (mpenck.) | TCX (mpenck.) KnacCIE@nunpOBaHo
TICX 1 11 91,7%
OO0mmii 8 13 85.7%
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Ha TpenmpoBouHOW BBIOOpKE 00IMas MPOTHOCTUYECKAs KOPPEKTHOCTh
KiaccuukanMm ¢ TOMOLIBI0  pa3paboTaHHOM  Monenu  coctaBuwina  85,7%,
qyBCTBUTEIBHOCTh — 87,5%, cnermudpuanocts — 84,6%. OOmIass TOYHOCTh MOJAEIH TIO
COBOKYITHOCTH IIOKa3zaTejeil 4YyBCTBUTEIBHOCTH M crneuuduuHoctu mocturia 1,72.
Nunexc MOpena pasen 0,721. PPV cocraBuna 77,8%, 3nadenue NPV — 91,7%.
OTHoIIIeHHE MPABAOMOA00MS ISl TIOJIOKHUTEIBHBIX PE3yJIbTaTOB COCTABWIO 5,7, a s
oTpuIareabHbIx pe3ynbratoB — 0,15. Cmemenue (bias) cocraBuio 1,125, 3nauenue ETS
— 0,5435. Kputepuit ManTtens-XeHnenss jis TpeHUPOBOUYHOM BwIOOpKH — 10,02,
p=0,0016. Takum 0Opa3oM, pe3ynbTaThl BHYTPEHHEH BaJIUIallMU TOATBEPININ BBICOKYIO
JUCKPUMUHAIIMOHHYIO CIIOCOOHOCTh TMOJY4YeHHOW Monaenu st auddepeHuaibHon
nuarHoctuku IgG4-CX u T1CX.

J171st oBBINIEHUS YI0OCTBA IPUMEHEHHUS pa3paO0TaHHOM MOJIETU B KIIMHUYECKOM
MPaKTUKE Ha OCHOBE BBINICYKA3aHHBIX YpPaBHEHUU ObUI CO3/1aH OHJIANH-KAJIbKYJSTOP

(Pucynoxk 13).

1gG4-accoumMmMpoBaHHbI CKNEPO3VPYHOLLMIA XONAHTUT VS MEPBUYHbIVE CKNEPO3UPYIOLLMIA XONAHTUT

2 Bospacrt aebrota > 55 ner @ Buibepure v
Pesynbrat

97 Mon Buibepute v
3¢ MpodeccuonansHble BpeaHocn @ Bbibepute v
# Hannuue xentyxu Beibepute v
@ MNankpeatut @ Bbibepute v
# NopaxeHwue knweyHnka @ Bbibepute v
& 19G4 (< 1,7 r/n) B cbiBOPOTKE KPOBYU Buibepure v

& 19G (= 15 r/n) B cbIBOPOTKE KPOBM Buibepute v

é XonectepuH (< 5,7 Mmonb/n) B cbiBOpOTKE

Buibepure v
KpoBU
# Jo3uHodunbl (> 0,22 Thic/MKA) B CbIBOpPOTKE

KpoBu

Bbibepute v

Pucynox 13 — Ounaita-kansKysitop nuddepeHnmanbHoi quarnoctuku 1gGa-
ACCOLMUPOBAHHOTO CKJIEPO3UPYIOLIETO XOJAHTUTA U IEPBUYHOTO CKIEPO3UPYIOIIETO
XOJIAHTUTa
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3.2 TepaneBTHYecKasi TAKTHKA H 0c00eHHOCTH TeueHus 1JGs-accoumupoBaHHOTO

CKJIEPO3UPYIOLIEro X0JaHTUTa

3.2.1 Bapuanrsbl jJiedeHusi nanueHToB ¢ IgGs-accouunpoBaHHbBIM

CRJICPOZNPYHIOIIUM XOJIAHTHUTOM M OLICHKA OTBE€TA Ha TEPpanuio

Jis MHAYKIMU peMHCcCHH Y 27 MalMeHTOB HCIOJb30BAJICA TMPETHU30JIOH B
nosupoBke 0,5 mMr Ha Kr Beca Tena. llomnmepkuBaroimiasi Tepamnus B BUIE S5 MT
IPEeIHU30JI0HA OblLiIa TPOJOJDKEHA y 7 MAllMeHTOB. B pe3ynbrare npoBeAeHHON Tepanuu
pemMuccus HacTynuia y 66,7% nanueHtoB (n=22), B TO BpeMsl KaK PEeIUAUBLI BO3HUKIIN
y 15,2% (n=5), BKIItOYast OHOTO MMAIMEHTa, y KOTOPOTO paHee HaOIr01aIach CIIOHTAHHAS
peMuccusi. B kauecTBe BTOpOM JIMHUYU TEpAUU MOCIIE PEIUAUBA Y IBYX NAllMEHTOB Obli1a
MpOBECHa TIOBTOpHAs MOHOTEpamnusi MNPEAHU30J0HOM, y 7 TAalUEHTOB —
KOMOMHHUpOBaHHAs Tepamnus MPeIHU30JI0HOM U a3zatuonpuHoM (1,5 Mr/kr Beca Tena
NalyeHTa), IBO€ MalMeHTOB Mojydanu uHdy3un putykcumada (u3 pacuyera 375 mr/m?
TJIOMIAAN TTOBEPXHOCTH Tella 1 pa3 B HEACNIO B TeUeHUE 4 Helemb, a 3ateM | pa3 B 2—3
Mmecsana). Becem mamuentam c¢ IICX (n=67) Obula Ha3HaueHa YpPCOIE30KCUXOJEBas
kucioTa B go3e 13—15 mr/kr/aens. [lpu HeaddexkTHBHOCTH Tepanuu MepBOW JIMHUU
HazHavyanuck puodpatel B 03¢ 400 mMr/cyTku (n=7).

C mnomoIpl0 METoJla JOTMCTUYECKON perpeccuu ObUIO YCTAHOBJIEHO, 4YTO
koHueHTpausi 1gGs B KpoBH, TOJI TIAIMEHTA, MPOBEJACHUE JIEKOMIIPECCUU KEITYHBIX
MPOTOKOB, HAJIMYUE CaxapHOro aAuadera W MOJMUOPraHHOCTh HE UMENH CTATUCTHYECKU
3HAYMMOI'0 BIUSHUA Ha 3(PGEeKTUBHOCTH Tepanuu. OAHAKO ObUIO YCTaHOBJIEHO, YTO
JUTUTEIIbHOCTh TEPUOIa MEXKIY BOSHUKHOBCHHEM TNEPBBIX KIMHUYECKUX MPOSIBICHUMA
3a00JIeBaHUSI 1 MOMEHTOM YCTAHOBJIEHUSI MAarHO3a OKa3bIBA€T BIIMSHHME HA HAIUYUE

MOJIHOTO OTBeTa Ha Tepanuto (Tabmuma 19, Pucynok 14).
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Tabmuma 19 — OrneHka BIUSHAS JUTATESILHOCTH TIEPUOJIa 0 YCTAHOBJICHHS TUArHo3a Ha
7 PEKTUBHOCTD TEpaNuu

OtBer Ha [lepron nocTaHOBKM uarHo3a (Mecs)
TEpanuio Me Qi—Qs n P
Henonusni 36,0 16,5 - 63,0 7
Mot 60 38200 20 0,008
[Ipumeuanue: Mcnonb3yemsbiit Mmeton — U-kputepuit ManHa-YuTHU.
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]
:

16,0}
0,0

Pucynok 14 — OnieHka BIUSHUS TUTEILHOCTH TIEPHUO/IA JI0 YCTAHOBJICHHS JUArHO3a Ha
3(PEKTUBHOCTD TEpaAITUH

C moMomipl0 MeToJa OMHAPHOW JIOTMCTHYECKOW perpeccuu Oblia pa3paboTaHa
MIPOTHOCTUYECKAss MoJelb (3) IJIs ONpeeeHUs BEPOSTHOCTH OTBETa Ha TEPAIMIO B
3aBUCHUMOCTH OT Tiepuojia TMocTaHoBKM auarHoza (Tabmuma 20). HaGmromaemas

3aBUCUMOCTD OIIMCBhIBACTCA YPABHCHUCM!:

P=1/(1+e-z) x 100% 3)
z = 2,580 — 0,063Xt,

rae P — BepoOSTHOCTh HaJIM4YMS MOJHOIO OTBETa, € — OCHOBAaHHWE HATYypaIbHOTO
norapupma, Xt — BpeMsi OT MOMEHTa BO3HUKHOBEHHUS! CUMITOMATHUKHU JI0 MOCTAHOBKHU

Jrar’osa (B Mecsiax).
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[TomydyeHHasi perpeccMOHHas MOJENIb SBISETCS CTAaTUCTHYECKH 3HAYMMOM
(p=0,004). Ucxons u3 3HaueHus kodddunrenrta nerepmunanuy Haitmkenkepka, MoIeb
o0bsicHsieT 38,9% HabmonaeMoil Aucepcuu OTBeTa Ha Tepamnuio. [Ipu yBenndeHun
MeproJia TMOCTAaHOBKM JWAarHo3a Ha 1| Mecsll IMaHChl HAJTWYUS TOJHOTO OTBETa

yMeHbIanuch B 1,065 pasza.

Tabnuna 20 — AHanu3 BAUSHUS JTUTEIBHOCTH MEPUOJA 10 YCTAaHOBIICHHUS AUAarHO3a HA
TEPANEBTUYECKUN OTBET

OnnHodaxkTopHbIN aHAIHU3

[IpenukTopsl COR; 95% JI1 p
Bpems 1o moctaHoBKu 0,94: 0,89-0,99 0,022
JUarHo3a

3.2.2 YcraHoBJieHHe NpeanKkTopoB penuauBa |gGs-accoiunpoBaHHoOTo

CKJIEPO3UPYIOLIEro X0JaHTUTA

PeuuauBupytomee TeueHue Obuio oTmedeHo y 39,4% (n=13) nanuentoB. B
TEYEHUE MCCIEIOBAaHUS y MSATH MALMEHTOB IPOM30IIE] OJHOKPATHBIA pPELHIUB, Yy
YEeThIpEX MalMEHTOB PELUIUBbI MOBTOPUIINCH ABAXK/bI, & Y TPEX MALUEHTOB — TPUK/IbI.
VY opgHOro manuMeHTa peuuIMB BO3HUK IOCJIE CIHOHTAaHHOW PEMHCCHH, KOTOpBIA HE
noJlyqaJl TOJJEpKHUBAIOLlyr0 Tepanuto. IIpu oneHke BiausHHA BoO3pacra, I0a,
BOBJICUEHUS TOJKETYIOYHOM KeJe3bl, HATUYUS MOANCPKUBAIOIIECH Tepanuu, ypOBHS
9G4 cuiBopoTkr KpoBu mocine Tepanud ['KC Ha puck penuauBa, CTaTUCTUYECKU
3HAYMMBbIE CBSI3M yCTaHOBJIECHBI He Obuth [3]. Meaunana ypoBHs 1gGs CBIBOPOTKH KPOBH
nepea HayasioM Tepanuu ['KC y nanuueHnToB ¢ nociieyoumm pa3sutuem pernuansa 1gGy-
CX cocraBmwia 3,15 (2,60-3,99) r/n (Tabmuma 21, Pucynox 15) [3]. Hns onenku
BepOsATHOCTU pa3BuTus peuuansa [gG4-CX B 3aBUCHMOCTH OT HCXOAHOTO YpoBHS 1gGa
ceiBOpoTKH ObLT ipoBeicH ROC-ananus [3]. [loporoBoe 3HaueHue criBopoTouHOro 1gG,
B Touke cut-off, KOTOpOMy COOTBETCTBOBajO HauBhIcIIee 3HaueHHe uHAekca lOxeHa,

coctaBmiio 2,24 t/i [3].
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Tabnuna 21 — CpaBHenue ucxoaHoro ypoBHs 1gGs CHIBOPOTKM KpOBHU y MAIIMEHTOB C
YCTOMYMBOM peMHUCCHEd W pelUAuBUpPYOIUM TeueHneM IgGa-acconumupoBaHHOTO
CKJIEPO3UPYIOLIErO XOJaHIUTa

19G4 ceiBOpOTKH KpOBH (I/11)
Kareropuu p
Me Qi—Qs
[Moarpynma A 2,04 1,29-3,17
0,040
[Toarpynma b 3,15 2,60-3,99

[Ipumeuanue: moarpymnmna A (pemMHCCHs) — MALMEHThl CO CIIOHTAaHHOW PEMHUCCHEN U JOCTHUTIINE
YCTOMYMBOIO OTBETa II0CJIE HHIAYKIIMOHHOTO Kypca INIIOKOKOPTUKOCTEpouaaMy; mnoarpynmna b
(peuuauBUpYyIOlIee TEUYEHHUE) — MAIMEHTHI, y KOTOPBIX Pa3BUJICS PELMIUB TOCJIE 3aBEPIICHHS
Teparuu.
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Pucynok 15 — ROC-kpuBas, xapakrepusymoias BIUsIHIEe HCX0THOTO YpoBHA 1gG4
CBIBOPOTKHM KPOBH Ha pa3BuThe peruansa |gGs-accounnupoBaHHOTO CKIEPO3UPYIOLIETO
xonanruta. [Inomans nog ROC-kpusoii coctaBuna 0,744+0,105 ¢ 95% JAU: 0,538—
0,949. Iony4yenHas Mojieb Obl1a cTaTucTUYecku 3HauuMon (p=0,040)

Oo6octpenue 1gG4-CX mporno3upoBaiock npu 3Ha4eHUH ypoBHs 1G4 CBIBOPOTKH
BBIIIIC JAHHOW BEJIMYMHBI, UJIA PABHOM €1, 4YyBCTBUTEILHOCTD U CIIEIU(DUIHOCTD MOJICITN

coctaBmin 100,0% u 56,2% coorBercTBeHHO (Tabmuima 22) [3].
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Tabmuma 22 — IloporoBeie 3HaueHusi ypoBHsS 1gGs CHIBOPOTKM KpOBU st
IMIPOTrHO3UPOBAHUA pCINANBA IgG4'aCCOHI/II/Ip0BaHHOFO CKIICPO3UPYIOIICTO XOJIAHT'UTAa
[Topor YyscTBUTEIHHOCTH (Se),% Crenuduunocts (Sp),% PPV NPV
3,11 60,0 75,0 60,0 75,0
3,00 60,0 68,8 54,5 73,3
2,70 70,0 68,8 58,3 78,6
2,67 70,0 62,5 53,8 76,9
2,50 90,0 62,5 60,0 90,9
2,28 90,0 56,2 56,2 90,0
2,24 100,0 56,2 58,8 100,0

I[MIpumeuanue: PPV (Positive predictive value) — npezackaszarenbHas [EHHOCTh MOJIOKUTEILHOTO

pesyabsTata; NPV (Negative predictive value) — mpejackaszaTenpHasi IIEHHOCTb OTPHIIATEIBLHOTO

pe3yJibTaTa.

Metonom GMHApPHON JIOTUCTHYECKOW perpeccuu pazpaboTaHa MPOTrHOCTHYECKAs
Mozienb (4) A onpeaeneHus] BEPOSITHOCTU pEUUANBA B 3aBUCUMOCTH OT MOPAXKEHUS
JIPYTUX OpPraHOB, TOMHMO KeIYHbIX MpoTokoB [3]. Habmomaemass 3aBHCHMOCTB

OIIMCBIBAJIACh YPABHCHUCM!

P=1/(1+¢e? x100%

z=-2,251 + 4,449 X0, )
rae P — BepodaTHOCTh 00OCTpEeHUs, € — OCHOBaHUE HaTypayibHOrO jorapupma, Xmo —
noymopranHocts (0 — W30JIMPOBaHHOE TMOPAKEHHE JKEMYHBIX MPOTOKOB, 1 —
BHEOMJIMAPHBIC TTOPAKEHUS).

[TomydyeHHast perpecCMOHHas MOJEIb SBISETCS CTATUCTHYCCKH 3HAYMMOM
(p<0,001). Ucxoxast u3 3naveHust koahduienta qrerepmuHanun Haiipkenkepka, Moaemb
oObsicHsieT 66,7% wHaOmomaemoit gucniepcun  peruauBa [3]. [llancer penuauba
YBEIUYHMBAIKNCH B 85 pa3 Mpu HAJIMYWK BOBJCYCHHS JPYTUX OPTaHOB B CPABHEHUU C

U30JIMPOBAHHBIM MTOPAXKCHUEM KETUHBIX MpoTokoB (Tabmuma 23) [3].
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Tabnuna 23 — XapakTepucTUKa CBS3M NPEIUKTOpa MOJENu (MOJUOPTaHHOCTH) C
BEPOATHOCTBIO BO3HUKHOBEHUs penuauBa [gG4-acCOMMMPOBAHHOTO CKIEPO3UPYIOLIETO
XOJIAHTHUTA

e iKkTo OnHoaKTOPHBINA aHATHA3
PEIKTOP COR; 95% JIH D
[TonmopraHHOCTh: BHEOUTHAPHBIC 85,50; 0.001
MTOPAXKEHUS 6,821-1071,69 '

Taxxe Opima paszpaboTaHa TPOTHOCTHYECKass MoOAENb (5) AJd ompeaencHUs
BEPOSITHOCTH PELUIMBA B 3aBUCUMOCTH OT JIOKalu3amnuu CTpukTypsl [3]. Habmomaemas

3dBUCHUMOCTD OIIMCBIBACTCA YPABHCHUCM:

P=1/(1+¢e? x100% .
Z= 0,406 — 2,015XBHEH>KH, ( )
rae P — BeposITHOCTE 000CTpEHUS, € — OCHOBAHHUE HATYPAJLHOTO JorapudMa, XpHermk —
jokanu3anus cTpukTyp (0 — BHyTpUIieueHOYHbIE + MTPOKCUMAIbHBIE BHEIIEYECHOUHEBIE, |
— HIKE KOH(ITIOCHCA).

[TomydyeHHasi perpeccMOHHas MOJENIb SBISETCA CTAaTUCTHYECKH 3HAYMMOM
(p=0,019). Ucxoxs u3 3HaueHus KodhuIirenTa qeTepMuHanuu Haiimkenkepka, Moaesb
oOBsicHseT 24,8% nabmomaemont nucriepcuu peruansa [3]. [llancer penmaua [gG4-CX
CHIKQJIUCH B 7,5 pa3 B Cilyyae HaJUYHs CTPUKTYP BHEMICUCHOUYHBIX YKETUYHBIX MPOTOKOB
M0 CPaBHCHWIO C BHYTPHUIICYCHOYHBIMH W TPOKCUMAIBGHBIMH BHEIICUYECHOYHBIMU

crpuktypamu (Tabmuma 24) [3].

Tabnuna 24 — XapakTepucTUKa CBSI3U MPEAUKTOPA MOJICIH (JIOKAIU3aIus CTPUKTYP) C
BEPOSITHOCTbIO BOBHMKHOBEHUs penuanBa [gGs-acconmupoBaHHOTO CKIEPO3UPYIOLIETO
XOJIaHTUTa

OnHodakTOpHBIN aHATH3

I1 TO
PEATIETOP COR: 95% 111 0
Jlokanu3amusi CTPUKTYP: BHEIIEUYEHOUHBIE KETIHBIS 0,133: 0.021_0,836 0,032
MPOTOKU (HUXKE KOH(]IIIOCHCA)
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bbina BhIsIBIIEHA CBA3b MEXKAY MPOBEACHUEM XUPYPrUYECKOr0 BMENIATENbCTBA HA
YKETYHBIX TPOTOKAX U peruauBupyromuM TeueHrem 1gG4-CX, TobKo B cllydae HaTu4us

CTPUKTYp BHETIEYCHOUYHBIX JKETUHBIX MPOTOKOB, UTO MOBBIIIAJIO0 PUCK penuanBa B 12 pa3

(Tabauna 25) [3].

Tabmuuma 25 — XapaKTepUCTUKH CBSI3U TNPEIUKTOPOB MOJEIH (XUPYypTrUUYECKUe
BMEIIIATEIBCTBA U JIOKAJTU3ALMS CTPUKTYP) C BEPOSITHOCTHIO BOSHUKHOBEHHUSI PEIUINBA
1gG4-acconMmpoBaHHOTO CKJIEPO3UPYIONIETO XOJIaHTUTA

MHorohakTopHbIi aHAN3
IIpenukTOpsI
AOR; 95% JI1 p
11,952,
Xupypruueckue BMeIaTeabcTBa 1,037-137.827 0,047
Jlokanu3anuus CTPUKTYp: BHETIEYCHOUHbBIE 0,046; 0.017
KEITIHBIC TIPOTOKHU 0,004-0,573 '

JononautenbHo ObLT npoBeeH ROC-ananu3 st OLEHKU BIMSIHUS 3aJ€PKKUA B
YCTaHOBJICHUH JUarHo3a Ha pa3Butus penuana [3]. [TloporoBoe 3HaueHne BpeMeHH 10
YCTaHOBJICHUsI JMarHo3a B Touke cut-off, KOTOpoMy COOTBETCTBOBAJIO HaWBBICIIEE
3HaueHue uHiaekca KOpeHa, coctaBuio 17 mecsieB, pelyIuB MPOTHO3UPOBAJICS BHIIIEC
JAHHOW BEJMYHMHBI, WJIM PAaBHOM €W, YyBCTBUTEIBLHOCTh U CHEHU(PUIHOCTH MOICIH

cocraBun 63,6% u 81,0% coorBercTBenHO (Tabmuima 26, Pucynok 16) [3].

Tabnmuma 26 — AHanmu3 CBSI3M MeAMaHbl BPEMEHU JI0 YCTAHOBJICHHMSI JHMarHos3a ¢
peunauBoM IgG4-accoMUPOBAHHOTO CKIEPO3UPYIOLIETO XOJIaHTUTA

Bpewmst 10 ycTaHOBJICHHUS AUArHO3a (MECSIIT)
Kateropuun p
Me Q—Qs
[Moarpymnma A 6,0 4,0-16,0
0,049
[Toarpymnma b 20,0 9,0-47,0

[Ipumeuanue: Iloarpynma A (pemuccus) — NalUMEHTHI, TOCTUTIIME YCTOMYMBOIO OTBETA MOCHE
MHAYKIIMOHHOTO Kypca TIIIOKOKopTHuKocTepouaamu; [loarpynmna b (peunauBupyromiee Te4eHUe) —
MAUEHTHl, Y KOTOPBIX pPa3BUIICSA PELIMINB MOCIIE 3aBEPILECHNUS TEPAIUU.
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Pucynok 16 — ROC-kpuBasi, XxapakTepu3yroIiasi BIUsSHUE IIUTEIbHOCTH IEPUOaa A0
YCTaHOBJICHHSI IHarHo3a Ha perauanB [gG4-accoMupoBaHHOTO CKIEPO3UPYIOLIETO
xonanruta. [Tnomans mox ROC-kpuBoit coctaBuna 0,714+0,101 ¢ 95% JAM: 0,516—
0,912. ITony4yenHast Mmojieb ObLIa CTaTUCTHYECKH 3HaunMoit (p=0,049)

3.2.3 Ucxoabl u ociioxueHust 1gGs-accouMUPOBAHHOTO CKIIEPO3UPYIONIETO

XO0JIaHT'uTa

Ha MoMeHT 3aBepiieHust MCCIeIOBaHUs TOJHBIA KIMHUYECKUN M J1a00paTOpHO-
WHCTPYMEHTAJIbHBIA OTBeT HaOmoxancs y 60,6% mnanuento (n=20). Hopmanuzanus
ypoBHs IgGs chIBOpoTKM (cepojiormyeckas pemuccusi) Obuta gocturHyta y 4%
NaIMeHToB. PeMuccus mo JaHHBIM JTy4eBBIX METOJIOB UCCIICIOBAHUS OblJIa IOCTUTHYTA Y
22%.

V¥ 60,6% naruenToB (n=20) OB OTMEUEHBI OCIOKHEHUS, CPEN KOTOPBIX IIUPPO3
neuenu — 10% (n=2), Tpom603 cenezeHouHOM BeHbl — 15% (n=3), mopTanbHas
runepren3us — 25% (n=5), Bapuko3Hoe pacmmpenue BeH mnumieBona (BPBII)- 15%
(n=3), kpoBoteuenne wu3 BPBII — 5% (n=1), sSK30KkpuHHas HEIOCTATOYHOCTH
o pKey109Hom kene3sl — 25% (N=5), XK — 5% (n=1), Bocxoasiuii X0JaHrut — /5%
(n=15).

Pa3Butre BOCXOMSIIETO XOJIAHTUTA OTMEYAJIOCh TOJBKO Yy TAIlMEeHTOB,

MOJBEPTIINXCS XUPYPTUUECKUM BMEIIATENbCTBAM Ha KeIUHbIX TpoTokax (Tabmuma 27).
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Tabmuma 27 — CpaBHEHHWE YacCTOTHl BO3HMKHOBEHHUS  BOCXOJIAINEIO XOJIAHTUTA B
3aBUCUMOCTH OT BBIIIOJIHEHHOI'O BMELIATENIbCTBA HA KETYHBIX POTOKAX

JpeHupoBanue U CTEHTUPOBaHUE
KEITYHBIX POTOKOB
OTCYTCTBUE
XUPYpPrudecKue
Iloka3arens Kareropun XUPYPru4ecKux p
BMEIIIaTEIbCTBA
BMEIIATEIbCTB Ha
HA JKETYHBIX
KEITUHBIX
MIPOTOKAX
MIPOTOKAX
Bocxonmsmit Hamuuaue 0 (0%) 15 (93,7%) <0.001
XOJIAHTUT OtcytcTBHE 17 (100%) 1 (6,3%) ’
[Ipumeuanue: Ucnosb3yeMblii METOJ — TOUHBINA KpUTepuil duiepa.

Ocnoxuenus yarie Habmoamuch y manueHToB ¢ 1gG4-CX mo cpaBrenuto ¢ [ICX
(60,6% vs 35,8%, p=0,019). Haubomnee BoipakeHHBbIE pa3IUYUsi OTMEUYAIUCH B YaCTOTE
Bocxojsmiero xonanrurta (45,5% vs 7,5%, p<0,001), 5K30KpUHHOW MaHKPEATUUYECKOU
HenoctatouHoct (15,2% vs 3,0%, p=0,038) u TpomOO3a BEH MOPTAIHHOU CHCTEMBI,
KOTOPBIi BcTpevasics Toabko B rpymie 1gGs-CX (9,1% vs 0%, p=0,034). [luppo3 neueHu
3HAYMTEIRHO Yalle pa3BuBaiics y nmanueHToB ¢ [ICX (28,4%) no cpaBrennio ¢ 1gG4-CX
(6,1%), p=0,010. Huppo3 neuyenu kinacca A no mkaie Child-Pugh 0wt BeisiBien y 78,9%
(n=15) nanuentos ¢ [1CX, 15,8% (n=3) — knacc B, 5,3% (n=1) — knacc C. [Ipu IgG4-CX
BCe ciaydad 1uppo3a (n=2) coorBercTBoBaim kKitaccy A mo Child-Pugh. Berpewaemocts
nopranbHOU runeprensun, BPBII, xpoBoreuennii nz BPBII, XK n nmanummra He umena
CTATUCTUYECKHU 3HAYUMBIX Pa3IU4YHi MKy TPYIIITaMH.

OTnenpHOrO BHMMAaHUA 3aciykuBaeT ciydad paszsutuss XK y S7-nmernero
MalueHTa 4epe3 roj Mocjie BO3ZHUKHOBEHHUS 0€300J71€BOM JKENTYyXH W 3HAYUTEIHHOU
notepu Beca (Ha 15 kr 3a 2 mecsma). [Ipu oOcnemoBanuu Obina 3amomo3peHa XK.
BpinonHeHO Hapy»KHOE IPEHUPOBAHKWE MPOTOKOB MPABOU M JEBOU noJier nedeHu. [lpu
MHOTOKPATHBIX MOP(]OJOTHUECKUX HCCIETOBAHUSIX OUOITATOB, MOJYYEHHBIX B XOJE
BHYTPHUIPOTOKOBBIX OHOTICHII, OIyXOJEeBble KIETKM He Obutn oOHapyxkeHbl. [lo
pe3yapTaTaM OMOIICMM T€YEHU OTMevanach Mopdosoruyeckas KapThHa Ccaadboro
MapeHXUMATO3HO-KaHAJIBIIEBOTO OMIMpyOrMHOCTa3a (CTaausi paspenieHus), caadoi
XOJIAaHTUOIATHH, OYaroBOr0 CKJIEpO3a «MyapoBOro» Buaa. HecmMoTpsi Ha yCIOBHYIO

PEIIPE3CHTATHBHOCTD Oouomnrara u IIpUHUMAasA BO BHHUMAHHUC KJII/IHI/IKO-JIa60paTOpHBIC
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JaHHble (NMOBBILIEHHBIA ypoBeHb Ig(Gs B CBIBOPOTKE, OTCYTCTBHE IPOTPECCHUPOBAHUS
CUMIITOMOB B TE€YEHHUE Tr0j/ia), BBISBICHHbIE M3MEHEHUs cooTBeTcTBOBamu 1gG4-CX. B
deBpane 2023 r. Ha  ¢OHE  JUIMTETBHOTO  TIpHeMa  HECTEPOUIHBIX
IPOTUBOBOCHAJIUTENBHBIX MPENApPATOB Yy MallMeHTa PAa3BHIIOCH KEITYJOYHO-KHIIEYHOE
KpoBoTeueHue. [laruenT OblT rocnuTanu3upoBad ¢ ypoBHeM remoriioouna 90 r/n. [lpu
OI'’IC BbIsSIBIEHBI MHOXKECTBEHHbIE 3p03uHn kenmyaka. OnHako B mapre 2023 r. mpu
noBTtopHoit OI'JIC Obum oOHapyxkenbl BPBII 2 cremenu; B sxenmynke — KapTUHA
MOPTaILHOM TacTponaTuu Jerkou crenenu mo McCormack, pyber Ha iepeHe CTeHKe
wenyaka. [Ipm Bemosnennn MPT opraHoB OpromHONW MOJOCTH € KOHTPACTHBIM
YCUJICHUEM BBISIBIIEHO OOpa3oBaHuMe B o01acTh KOH(QIIOEHCAa € MpOpacTaHueM B
BOPOTHYIO BEHY M MYy(PTOOOpa3HO MHPUIbTpauue obuieil neueHouHoil aprepun. Ha
ocHoBaHuM JaHHbIX MPT n nuHaMuku 3a0601€BaHUs MOKHO TOBOPUTH O pa3BuTuu XK Ha
done [gG4-CX.

CpaBHeHue 4acToThl ocinoxHeHu# y naiueHToB ¢ 1gG4-CX u I[1CX npencrapieHo

B Ta0Omume 28.

Tabmuna 28 — CpaBHUTENbHAs XapaKTEPUCTUKA OCIOXKHEHUN y manueHToB ¢ 1gGy-
aCCOLMMPOBAHHBIM CKJIEPO3UPYIOIIMM XOJAHTUTOM M IMEPBUYHBIM CKJIEPO3UPYIOIIUM
XOJIAaHTUTOM

I'pynna
Iokazaremnu Kareropuu IgG+-CX % p
Hamnuue 20 (60,6%0) 24 (35,8%)
0
Ocnoxsenns, abe. (%) Otcyrersne | 13 (39,4%) 43 (64,2%) 0,019
Hamnuue 2 (6,1%) 19 (28,4%0)
0
[uppos neernt, age. (%) Orcyrerse | 31 (93,9%) 48 (71,6%) 0,010
[MopraneHas runepTensus, ade. (%) | Hammune 5 (15,2%) 14 (20,9%) 0.491
OtcyTcTBUE 28 (84,8%) 53 (79,1%) '
Hamuune 3(9,1%) 5 (7,5%)
0
BPBII, a6e. (%) Otcytersne | 30 (90,9%) 62 (92,5%) 1,000
Kposoteuenue u3 BPBII, a6c. (%) | Hammune 1 (3,0%) 2 (3,0%) 1.000
OtcyTcTBUE 32 (97,0%) 65 (97,0%) '
DK30KpUHHAs [TaHKPEaTUYECKast Hamuune 5 (15,2%) 2 (3,0%) 0.038
HEJ0CTAaTOYHOCTh, a0c. (%) OtcyTcTBUE 28 (84,8%) 65 (97,0%) '
BTOpI/I‘-IHHﬁ BOCXOIIALIIAIA Hannune 15 (45,5%) 5 (7,5%) <0.001
XOJIaHTHUT, a0c. (%) OtcyTcTBUE 18 (54,5%) 62 (92,5%) '
Hamuuue 1 (3,0%) 2 (3,0%)
0
XK, abe. (%) Orcytersne | 32 (97,0%) 65 (97,0%) 1,000
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[Tponomxenne Tabmuiibr 28

Tpom603 nopTanbHbIX BeH, abc. (%) | Hamitne 3(9,1%) 0 (0,0%) 0.034
OtcyrtcTBHE 30 (90,9%) 67 (100,0%) ’
Manummut BJIC, a6e. (%) Hanmnune 2 (6,1%) 0 (0,0%) 0,107

3.2.4 Knunu4yeckue BapuaHThbl TedeHus 1gGs-accouunpoBanHoro

CKJIEPO3HPYIOIIEr0 X0JAHTHTA

N3-3a Hu3koil pacnpoctpaneHHOCTH [gG4-CX  HegocTaToOuHO [aHHBIX O
pa3NuYHBIX BapuaHTaxX T€UEHUs JaHHOTO 3a0oseBanus. [TaleHTsl 4acTo NoABEPrarTCs
XUPYPrUYECKUM BMEIIATEIbCTBAM €IIE€ JO YCTAHOBICHHS TOYHOIO JHMAarHo3a H3-3a
CXOXKECTH KIMHUKO-TydeBOM KapTuHbl ¢ XK. IloaTOMy wW3ydeHHME KIMHUYECKHUX
nposiBlieHuid u ocobeHHocTel TeueHus [gGs-CX umMmeer pemaroiiee 3HAYEHUE IS
CBOCBPEMEHHOW JMAarHOCTUKU M BBIOOpa ONTHUMabHOW Tepanuu. B nmaHHON TiaBe
MIPE/ICTABIICHBI Pa3IUYHBIC BAPUAHTHI KIMHUYECKUX MposBiacHUH 1 TeueHus 1 1gG4-CX,
BBISIBJICHHBIE B HAILIEM HUCCIIEIOBAHUU.

Ha ocHOBaHMM KIWHMYECKUX TMPOSBICHUNA MOKHO BBIICIUTH CIEAYIOLINE
BapuaHThl [gG4-CX:

1) beccumnTomMHbIi BapuaHT. JTa (Gopma BBISBISETCS CIy4yallHO TpU
oOcJe[0BaHUM TI0 MHBIM TpUYMHaM. B HaieMm uccienoBaHuu GeccuMntomMHas gopma
ObU1a MeHee pacnpocTtpaneHa (3%), 4To CBSI3aHO C T€M, YTO OOJIBIIMHCTBO MAIMEHTOB
oOparmanocs ¢ xanodamMu Ha adAOMUHANBHYIO0 0076 (72,7%; n=24) 1 MEXaHUYECKYIO
xentyxy (y 78,8%; n=26).

2)  bBonesoit Bapuant. Yarie BcTpevaercs, KOrJa Ha MEPBbIi TUIaH BBICTYIAIOT
nposieiennst AUII 1 tuma 6e3 BO3SHUKHOBEHUS OUIMapHON 00CTPYKITUH.

3)  JKenrymHelii BapuaHT. XapakTepusyeTcs MNpeoOsiaJaHueM CHMITOMOB
xosiectaza. B Hamen rpymnie MexaHudeckas KelTyxa oTMedanach y 78,8% manueHToB
(n=26).

Kpome Toro, mo xapakrtepy Te4yeHHs 3a00JI€BaHUSI BBIJCICHBI CIEAYIOIINE

BApPUAHTHI:
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1)  Co cnonrtanHO#l pemuccuend. Takwe cimydam peaku (n=6) u TpeOyrOT
JAJbHEUIIIETO U3YYEHUS.

2)  C mocTmkxeHuEeM CTOMKOM pemuccHu nociie ogHokpaTHoro kypca I'KC.

3) PenmmuBupytomee TedeHune. TpeOYIOT MOMACPKUBAIOINICH Teparuu,
NOBTOPHBIX HMHAYKIHOHHBIX KypcoB ['KC. Takue ¢opMbl MOTYT HNpPUBOAUTH K
POrPEeCcCUPOBaHUI0 (PUOPO3HBIX U3MEHEHUN B )KEITYHBIX MPOTOKAX.

JIOTIOTHUTENBHO MOKHO BBIJIEIHUTD:

1)  Mzomuposannyio dopmy 1gG4-CX u 1gG4-CX B pamkax cuctemuon 1gGy-
Ab.

2) 19G4-CX ¢ mopakeHueM BHYTPUIICYCHOYHBIX U BHETICUCHOYHBIX KEITIHBIX
IIPOTOKOB WJIM COYETAHHBIM ITOPAKEHUEM.

Takum o6pazom, IgGs-CX xapaktepusyercs pazHOOOpa3ueM KIMHUYECKUX
NOpPOSIBICHUT M BapUaHTOB TEUEHUs, 4TO TpeOyeT HHIMBUIYaJbHOTO MOAXOAAa K
JMAarHOCTUKE U JICUCHUIO KaX1oro nanueHta. Ha ocHoBaHUM nuTepaTypHBIX JAHHBIX U
pe3yabpTaTOB JIaHHOTO McCcienoBaHuss Ha PucyHke 17 mnpencraBieH BO3MOXKHBINA

AJIrOPUTM BCACHUS ITATMCHTOB.
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Mpusznakn IgG

l

+~CX

l

JlaBopaTopHbie HHcTpyMeHTaIbHBIE
Kannnueckne
TR + MOBBIIICHHE MAPKEPOB XoJiecTasa, + CTPUKTYPbI BHYTPH- H BHEIIEUECHOUYHbBIX
Ty IgG+ B kpoBH JKETYHBIX IPOTOKOB
| |
1
HHayKumsi peMHCCHR

Ipeannsonon: 0.6-0.8 Mr/kr Macchl Tena B CyT

L

Ouenka ddderra T

!

Kinunveckne
TIPOABTICHHA

Jlunamuka 1a00paTopHbIX

+

nokasareneii (AJIT, ACT, LD,

(~30-40 mr/cyT) B Teuenue 3-4 Hen.

epanun

!

ﬂﬂH}{b[B JIY4€eBBIX

METOJIOB HCCIEIOBAHHS
I'T'TII, obmi. 6uanpyouH, 1gGs)
L |
T
Hoaubiii oTBET Yacrwnnit orner/
OtcyrcrBue oTBETA
Omnenka (JaKTOPOB PHCKA pelHInBa: TlepecmoTp AHarHo3a

Vposens IgGs B kpoBu = 2.24 r/n;

INonuopraHHoe NopakeHHe;

IMopakeHHe BHYTPHIICUCHOTHBIX H MPOKCHMAIBHBIX
NMEYCHOYHBIX KCIYHBIX ]'[pUTOKOB;

IIpoBeieHHbIE XHPYPrHYECKHE ONEPALIHH HA JKEeTYHbIX
[POTOKAX IIPH CTPHKTYPAX BHENEUCHOYHBIX HKEITYHBIX
MPOTOKOB;

3a00/1eBaHNA).

IIpn HanHYHH (PaKTOPOB PHCKA
nGCTCUCHHOC CHHXCHHE ITPEIHH30JI0HA

5 mr/cyt B Teq. 1-3 ner

A0 IIOAACPAKHB. 103k

1. IoBTOpHAS MHAYKIMSA PEMHCCHH
MPEHU30I0HOM;

2. ToBropHas HHIYKLIHA PEMHCCHH
NPEAHH30I0HOM H YCHICHHE
HMMYHOCYNPeCCHBHOI Tepanuu:

* aszatHonpmH (2-2.5 mr/kr/cyT);

* mukopenosara moderun (1-2 r/cyr);
meToTpercar (10-20 Mr oHH pa3 B HEAENIIO);
nakaocnopun A (80-120 Hr/mn);
TaKpoanmye (5-7 Hr/Mi).

3. Ipu HeahpeKTHBHOCTH CTAHIAPTHOM Tepanuu
MIJIH HAJIHYHH NPOTHBOIIOKA3aHHH:

* Purykenmad (375 mr/m2 miomanu
[IOBEPXHOCTH Tesa B/B 1 p/Hen B Tey. 4 Hel,
wiH 2 uHGy3uE 1o 1000 Mr ¢ mpoMexKyTKOM
15 nneii;

* Tlognep:kUBalomMIasi TEPAMHSI: TOBTOPHBIC
BBEJICHHS Kaxkble 6 Mec. B Teu. 2 JIeT.

Bpems 210 Bepudukaimu JuarHosa (= 17 mec. oT Havana

TIpn oTcyTeTBHH (haKTOPOB pHCKA
TMocTenenHoe CHIKEHHUE TIPEIHH30I0HA
210 NIONHO# oT™MeHbl (Ha S Mr kakabie 1-2 nex.)

IlDHUJ'lHliTeﬂbllble PeKOMEeHIAUNH

1. MoHMTOPHHT: 1aDOPATOPHBIX MOKA3aTeNeH
(B T.u. IgGa) 1 pa3 B 3 mec. B Teu. 1 roaa,
nanee | pas B 6 mec.; MPT/KT OBIL
¢ KOHTpacTHpoBaHHeM | pa3 B 6 mec.

B Te4. | rona, nanee | p/rox;

2. ITpohuaakTHKA OCT0KHEHHH CTePOHIHOM

Tepanuu:

¢ Ha3HAYCHHE IPENapaToB KajlbLUs U BUTAMHHA
D mnst mpodMIaKTHKH 0CTE0IOpO3a,
JICHCHUTOMETPHS (TIPH JUTHTCITLHOM NIpHEME
I'KC),

* KOHTPOJIb apTEPHATILHOTO AABJICHHSA H YPOBHA
TIIHOKO3bI B KpOB}i;

3. Ilepex nasnauennem Purykcumada nposectn
ckpuaHHT Ha TyOepkyne3, BUU-undexunio,
Bnpycuue IrernaTHThbI (BKJ’I]O‘laH TIOHCK
OKKYIIbTHOH HBV-uHbekunm);

4. PexomeniyeTcsi IPoBe/IeHHE BAKIMHALHI
riepe/l Ha4aloM HMMYHOCYTIPECCHBHOMN
Teparnmm;

5. IMoxu3nenHoe HabiloaeHne B CBA3H

C BO3MOKHBIM TOBBILICHHBIM PHCKOM
Pa3sBUTHA 3JI0Ka4ECTBEHHBIX HOBOUGP&Z}OBHHHFI.

Pucynox 17 — Cxema Tepanuu u BeaeHust naiueHToB ¢ 1gG4-acconmupoBaHHbIM
CKJIEPO3HUPYIOIIEM XOJIaHTUTOM
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3.3 Knunnuyeckue HAOII0AeHUA

3.3.1 Kinuunueckoe Haooaenue 1

[Matment II., 61 roma, oOpatwics B KiuHMKY TpOIeneBTUKH BHYTPEHHUX
Oome3Hel, racTpodHTepoioTun U renatojiornn uMenn B.X. Bacwienko ¢ xanobamu Ha
MOKEJITEHUE KOXKHU U CKIIep, TOTEMHEHHE MOYH, KOKHBIN 3y, CHUKEHUE MACChI Tella Ha
12 xr 3a 4 mecsta, 00Ty ClIa00CTh, CHIPKCHHE aIlleTUTA.

B nexabpe 2022 r. manuMeHT BIEpBBIE OTMETUJ TMOsIBIEHUE XenTyxu. [lpu
o0cneoBaHUM B OMOXMMHUYECKOM aHaIN3€ KPOBHM OTMEUAJIOCh IMOBBIIICHUE OOIIETO
ownmpyOuHa 1o 270 MKMOJIB/JI MPEUMYIIECTBEHHO 3a cueT mnpsMon Qpakiuu — 213
MKMOJIB/JI, TIOBBIIIEHHE MapkepoB xoisiectaza: [ — 1118 En/n, I'TTII — 884 En/n;
noBeimenne AJIT — no 250 En/n u ACT — ngo 92 En/n. Ilo manasim MPT opranos
OpIOIIHOM MOJOCTH B 00JIaCTU KOH(JIIOEHCA JOJIEBBIX IMPOTOKOB C NEPEXOAOM Ha
CEerMeHTapHbIE MPOTOKH OMPEIEIAIOCH OMyX0JIEBUAHOE 00pa3oBaHue pazmepom 2,8%2,1
cM, 0€3 YeTKHX IPaHHMI] C IPUIISKAIEH TeYeHOYHOM MapeHxuMoii Ha ypoBHe |V cermenTa

(Pucynok 18), HeBbIpaXXKCHHOE YBEIMUCHUE TOJIOBKH MOKETYI0YHOM jKeme3bl 10 3,3 CM.

Pucynox 18 — MPXIIT', crpuktypa B 00actu kKoH]IIrOeHCa (CTpenka)
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[Ipn wmccrnenqoBaHUM OHKOMAapKEPOB 3a(UKCHPOBAHO YMEPEHHOE TIOBBIIMICHUE
CA19-9 no 54 En/n (nopma: 0-37 En/n), B TO Bpemst kak ypoBHH ajib(a-heTonporenHa
¥ PaKOBOTO AMOPHUOHAIBHOTO aHTHUTEHA HAXOMWIUCH B MPEJEIax HOPMBI, y TaIlMeHTa
opima 3amomo3perHa XK. [lns mopdomornueckod Bepudukanuyd auarHosa ObLia
BBITIOJIHEHA BHYTPUIIPOTOKOBASI OMOTICUSI M CTEHTUPOBAHKE KEITUHBIX TPOTOKOB. OTHAKO
MaTepuan OHOTCHH OKa3ajics HeWH(POpMAaTUBHBIM. Uepe3 dYeThIpe HEAeIu YpOBEHb
obmero OwmmpyOouHa yBenuuwiacs g0 598 En/n, CcTeHTHpoBaHHE OKa3alocCh
HEA(P(EKTUBHBIM, U CTEHT OBLIT y/IaJICH.

brio npoBeneno uccienoanue ypoBHs 1gG4 B KpoBu, KOTOPHIN cocTaBui 2,28 r/1
(mopma: 0,1-1,35 r/m), yTo mo3BOMMIIO NpeANoNoxkuTh Hannuue 1gG4-CX. [Tannenty Obut
BBEJICH JICKCAaMETa30H B J103€ 8 MI" OIHOKPATHO, 3aT€M 4 MT €XKE€JIHEBHO B TEUCHUE 6 JHEH.
[ToBroppoe = MPT  OpromHOM  MOJIOCTH  TMOKAa3aJlo  yYMEHBIICHHE  Pa3MEpoB
NEPUAYKTAIBHOTO WH(UIbTpaTa M CTENEHU CYKCHHS JKEITYHBIX MPOTOKOB, pa3Mepbl
MOKEITYJOYHOM Kene3bl octanuch npexkHuMu (Pucynok 19). OnHako yepe3 mecsil y
MaleHTa BHOBH TIOSBHJIMICh JKajJoObl Ha IKEJITYyXy, B aHaIW3aX KpPOBU OBLIO
3aUKCUPOBAHO TOBBINICHUE 0OI1Iero omwmpyouna a0 179 mxmons/n, D — go 1156
En/n, AJIT — 1o 59 En/a m ACT — no 51 Exn/n. B ¢Bsi3u ¢ BO30OHOBJIEHHEM CHMIITOMOB

MaIMEHT BIIEPBbIE OOpaTHiica B KIIMHUKY B mapte 2023 T.
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Pucynok 19 — MPXIII', ymenbIieHHE pa3MepoB MEPUIYyKTATHHOTO HHPUIBTpaTa U
CTEIICHH CY)KECHHS )KEITYHBIX IIPOTOKOB

JlanHble 0OBEKTUBHOTO OCMOTpA: COCTOSIHUE cpeaHel TsukecTu. Co3HaHuE SCHOE.
Poct — 168 cM, Bec — 53 kr, UMT — 18,78 kr/m%. Temnepatypa tena — 36,7°C. Koxa n
BUJUMBIE CIIM3UCTBIE KENTYIITHOTO LIBETA, YMEPEHHOM BJIAXXHOCTH, C SKCKOPUALIMSIMU Ha
nepeaHeld moBepxHocTH rosieHed. Ilepudepuyeckux OTEKOB He OOHapY>KEHO.
[Tepudepuueckue nmumbaTudecKkre y3ibl HEe yBeauueHbl. [Ipy manpnanuu muTOBUIHAS
JKejle3a HE YBEIMYEHa, MSITKO-3JaCTUYHOW  KOHCUCTEHLMH, ©0e300s1e3HEHHAs..
[ToBepxHOCTh TIajKasi, KOHTypbl poBHbIE. Ilepemeex m o00e oM MaIbOUPYIOTCH,
cUMMeETpUYHBbI. OKOJOYIIHBIE, TOJHUKHEUETIOCTHBIE CIIOHHBIE JKEJIE3bI IPU OCMOTPE U
najgbNanuu He YBeJIWYeHbl, 0€300J€3HEHHbI, MATKO-31aCTUYHON KOoHcHUcTeHnHu. Koxa
HaJ HUMU He u3MeHeHa. [Ipu ocMoTpe o0sacTu clne3HbIX *Kejne3 BUIUMBIX U3MEHEHUN
HeT. OTeKa ¥ MPUMYXJIOCTH B BEpXHE-HAPYKHOM KBaJ[paHTE OPOUTHI HE HAOIIOTAETCS.
[TonoxeHnue rina3Hpix s0J0K npaBuiibHOE, cuMMeTpuuHoe. YJ[J] — 16 B MunyTy. B nerkux
JIBIXaHUE JKECTKOEe, XpHITbl He BhicHymuBanuck. AJl — 110/80 mwm pr. ct., HCC = nysbc —
70 yaapoB B MUHYTY. TOHBI cep/iia 3By4HbIE, IIyMbl HE BBICIYIIUBAIUCH. JKUBOT mpu
najbIaly MATKHUM, 0€300JI€3HEHHBIN, HUKHUM Kpail IEYeHU OCTPhIN, HE BBICTYHAET U3-

o Kpasi pedepHoit myru. O0JacTh MPOSKIIUNA TOKETYJOUHON KEIe3bl U JKEITIHOTO
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ny3elpst  O0e30ose3HeHHbl mnpu  manmenanuu.  Cene3enka He yBenwdena. Cryn
opopmieHHbIM, 1 pa3 B naeHb, 0e3 MATOJOrMUECKUX MpumMecei. ModencmyckaHue
cB00OIHOE, 0€3001€3HEHHOE.

Ha ocHoBanuu xano0, aHamHe3a 3a00JieBaHUsl, TaHHBIX OOBEKTUBHOTO OCMOTpa
NaIlMEHTy ObLT YCTAHOBJICH MpeABapUTENbHbIN quarHo3. OcHoBHoe 3a0oneBanue: 1gGa-
accouuurpoBanHas Ooiie3Hb: [g(Gs-acCOLMMPOBAHHBIN CKJIEPO3UPYIOIIUN XOJAHTUT C
MOpaXCHUEM BHYTPHU- M BHEIEUEHOYHBIX JKEIYHBIX MPOTOKOB; ayTOMMMYHHBII
naHkpeatut | tuma. OCIOXHEHUS: MeXaHWYecKas JKenTyxa. TpaHchmanwuisipHOoe
CTEHTHUPOBAHHE OOILETr0 KeTYHOro npotoka 22.12.2022, ynanenue crenra 27.01.2023.

[TanenTOM OBUIO MOAMKMCAHO WH()POPMUPOBAHHOE COTJIACHE HA Yy4acTue B
UCCJIEJOBAHUHU.

[Ipu o6cnenoBanuu B 0011IEM aHATIN3€ KPOBU: TeMOTI00UH — 127 1/11, 5pUTpOLIUTHI
— 4,15x10%/n, nelikorutel — 7,6x0%n, TpomboumTel — 647x10%m1, »03uHOPUIBI —
0,16x10%m1, COD — 21 Mmm/4. B 6uoxumunueckom ananuse kposu: AJIT — 65 En/n; ACT —
57 En/m; TTTII — 85 En/m; I® — 453 En/i; o6mumit OunmupyOous — 197 MKMOITB/JT; ipsiMOi
omnnpyoun — 106 MkmoJib/i1; o0t 6enok — 74 r/i; anboymus — 34,3 1/71; X0JecTepuH
— 5,37 mmounn/a, Tioko3a — 10,8 Mr/im; kpeaTuHUH — 66 MKMOJIB/JT; HaTpHi — 135 MMoIIb/ 1,
kaymit — 6,2 mmons/n, CPb — 10 mr/n; IgG — 18,63 /1, 1gG4 — 3,01. B koarynorpamme:
npoiieHT npotpoM6OuHa o Ksuxy — 125%; MHO — 0,94; dbubpunoren — 4,45 r/n. Ananus
Mouu 6€3 0COOEHHOCTEH.

[To nanubM Y3 opraHoB OprOIIHOM MOJIOCTH BBISIBJIEHBI Y 3-TTPU3HAKH 04aroBOM
dbopmnbl crearo3a (Pucynok 20). BHyTpumnedeHoUHbIE KeITYHbIE MPOTOKH HEPABHOMEPHO
pacuMpeHbl B 00eux J0JiAX: OucerMeHTapHble TuaMeTpoM 2,64 MM, cerMeHTapHbIe J10
2,4 MM, JIOKaJTbHO AUaMETP MpoToka 5S pactiuped 10 6 MMm. CTEHKH IPOTOKOB TOHKHE,
TUIIEPIXOreHHbIE. [ TTaBHbIE J0JIEBbIE MPOTOKU: MPaBbId AUAMETPOM — 6,2 MM, JIEBBI
avaMeTpoM — 4,6 MM, XapakTepU3yIOTCS YTOJNIIEHWEM CTEHOK 10 2,5-3 MM ¢
MOBBIIIEHHONM HAXOTN€HHOCTbIO W  HUTEBUAHBIM  MPOCBETOM. | €maTMKOXoJieq0X
BU3YAJIM3UPYETCA TMPAKTUYECKHM HA BCEM MPOTSHKCHUH, PACHIMPEH C BHEIIHUM
nuametpoMm 8,5-10,4 mwm, ctenku nuddys3Ho yrommeHsl g0 3,2-—4,5 MM, cpenHein

9XOT€HHOCTH, IPOCBET OmpeeseTcs 10 2,8 mm. bimke k HTpanaHKpeaTHueCKOi YacTH
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HAOIOMAeTCsl Cy)KEHHE OOIIEero J>EIYHOrO MPOTOKA, WHTpamaHKpeaTUdecKas 4YacTh
OCMOTpY HeaocTynHa. B o0iacth BOpOT IMeyYeHU BU3YAIM3UPYIOTCS JTuUMdaTHYECKHe

y3JIbI pa3MepoOM J0 12X5 MM.

4+- D=137.9 mm
X D=64.4 mm

Pucynok 20 — Y3 nedenn, cerMeHTapHbIi cTeaTto3 pazmMepamu 138x64 Mmm

[Tpu OI'JIC: sHmockonuyeckass KapTHHA XPOHUYECKOTO TracTpUTa, BHIPAKEHHOTO
KEJIYHOTO JyOJIEHO-TaCTPajbHOro pedioKca, XPOHUYECKOTO AYyOJIEHUTAa, KCAaHTOMBI
aHTPAJILHOTO OTJENa KEITyJKa, T€TePOTOIHUS KEJIE3UCTOrO SMUTEIUS B LIEHHOM OT/AEIEe
MUIIEBO/A.

[Ipu MPT oprano OpromHoii mnomoctu: MPT-kapTuHa WHOUIBTPATUBHOTO
NEPUAYKTAIBHOTO TIOPAXXEHUSI BHYTPU- M BHEMNEUYEHOYHBIX JKETYHBIX MPOTOKOB,
XPOHMYECKOIO IMaHKpeaTuTa B OONbLIEH CTENEeHH COOTBETCTBYET ayTOMMMYHHOMY
nankpeatuty ©  [g(Gs-accoUMUpPOBAaHHOM  XOJIAaHTMONATHH, MEHEE  BEPOSATEH
Heorutactuueckud mnpouecc. 3a nepuon ¢ 01.02.2023 mo 03.03.2023 ormeuaercs
MCYE3HOBEHHE JIOCTOBEPHBIX MPU3HAKOB MEPUAYKTAILHON MHPUIBTPALINY, YBEIUUCHUE
BBIPAKEHHOCTU YEeTKOOOpa3HOW nedopmanuu >KETYHbIX HPOTOKOB B 00E€MX AOJSAX
neyeHu (paHee NPEUMYIIECTBEHHO B JIEBOMW), MOSBIEHHE MO3aUMYHOTO XapakTepa

KOHTPAaCTUPOBAHHUS MAPEHXUMBI MEYEHH B apTepHalbHyio a3y (Oosee BBIPaKEHHO B
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IpaBoM J0JI€), OABIEHUE CETMEHTApHOTO cTearo3a B ieBoi yactu Sl u Sl, Hebombioe

YBEJIMYECHHE pa3Mepa FoJIOBKH MOHKEITyA0YHOM xene3bl 10 3,28 cm (PucyHok 21).

Pucynok 21 — MPT: uetkooOpa3Has nedopmanus KeTqHbIX MPOTOKOB B 00EHX JAOISIX
neuyeHu (A); HeOOIBIIOE YBEINYEHUE PA3MEPOB I'OJIOBKH MOHKEITYI0YHOM JKeJe3bl 10
3,28 cm (b); cermenTapusiii creatros B Sll-neBoit mopiuu SI (B)

Takum oOpa3oMm, BO3pacT MOSIBJICHUS MEPBBHIX CUMITOMOB — 61 rox. I[lamuent
OTHOCUTCS K «CHHHM BOPOTHHYKaM» (pabOTaeT MAIITMHUCTOM CEIhCKOXO03SHCTBECHHON
TEXHUKA M KOHTaKTHPYET ¢ yIOoOpeHWsMH I pacTeHui). B aHamHe3e oTMedanch
AMU30/bI KeNTyXU. IHCTpyMEeHTaIbHbIE UCCIETOBAHUS BBISIBUIIN YBEJIMUEHUE TOJIOBKU
TIO/KEITY IOYHOM Kelte3bl. [10 JaHHBIM KOJIOHOCKOITHH SPO3UBHO-SI3BEHHBIC N3MCHCHHUS B
KUIIICYHUKE HE BBIABICHBI. B anammse kpoBu: 1gGs — 2,28 r/m; IgG — 18,63 1/m;
xosectepuH — 5,34 MMoaw/; s03uHOmIel — 0,16x10°%1. Ha ocHOBaHWM BHECEHHBIX
JAHHBIX B OHJIAWH-KATBKYJIATOp MU PepeHIMaTbHON JUAarHOCTUKH OBLIO OTpEeeIeHO,
4YTO HauboJiee BEpOSTHBIM nuarHo3om sisisiercs [gGa-CX.

st mopdonornyeckoit Bepudukauy quaraosa nposeieHa ouoncus rneueHu. [pu
TUCTOJIOTUYECKOM HCCIIEAOBAHUM OWONTATOB MEUYEHU BBISBICHBI JKETYHBIC MPOTOKU C
NMpU3HAKaMU YMEPEHHOW XOJIAHTHONMATHM W OYaroBOrO0 IMEPUXOJIAHTHTA: C¢abo
BBIp@KEeHHAasT HMHPWIbTpanus JIuMGOo-MakpodaraibHBIMA JJIEMEHTAMH C TPUMECHIO
HEOOJIBIIOr0 KOJMYECTBA HEUTPODUIIOB U 303MHO(PHUIOB, a B OTIAEIBHBIX TpaKTaX —
ma3MonuThl. Crabblil CKJIEpO3 MOPTaIbHBIX TPAKTOB, HAIIOMUHAIOUIUN «MYyapOBBI
PUCYHOK, CJa0bIii CKJIEPO3 CTEHOK IEHTPAIbHBIX BeH. Mopdomornueckas KapThHA

XapakTepHa JIJI1 XPOHUYECKOr0 TeNaTuTa HU3KOM TMCTOJIOTMYECcKOo akTtuBHOCTH, UI'A
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no Knodell: 0-3-1-1 (5); cragus ¢ubposa: 1. B mpenenax mprcaaHHOrO MaTepualia

MPU3HAKOB MEPBUYHOTO CKIIEPO3UPYIOIIETO XOJaHTUTa He 0OHapyskeHo (PucyHok 22).

Pucynoxk 22 — Tkanb neuenu, rem-303, x400: A 1 — npusHaku xonanruonatuu; A 2 —
«myapoBsli» Gudpo3s; b 1 — rugponuueckas nuctpodus renatouutos; b 2 — kananen
['epuHra ymMepeHHO paciIvpeH, 3aM0JIHEH CICMKAMU T'yCTOU KeTun

Hns monarBepxknenust [gGs-CX mposeneno UI'X-uccnenoanue (Pucynok 23).
[Ipu uccrnenoBannn KyCOYKOB TKaHH MeUYeHU ¢ aHTUTeIaMu K 1G4 BBISIBICHBI 04aroBbIe
CKOIUJICHUSI TIOJIO)KUTENIbHO  OKpAIIEHHBIX IJIJAa3MAIUTOB, MPEUMYIIECTBEHHO B
MEPUAYKTATBEHON COSMHUTENBHON TKaH!U. KOJIMYeCcTBO MO3UTHBHO OKPAIICHHBIX KIIETOK
BapbUpPOBaJIO OT 6 110 23, cpeansisi BenuunHa — 15 knerok B 1 /3 mpu yBenmaennn x400.
[Ipn uccnenoBanuu ¢ anturenamu kK CDI138 Takke BBISBICHBI OYaroBbl€ CKOIUICHUS
MOJIOKUTEIIBHO ~ OKPAIIEHHBIX TUTa3MalTOB B (UOpPO3HOW CTpoMe, BKIIIOUas
NePUAYKTAIbHYIO0 007acTh. KOTHYECTBO MO3UTUBHO OKPAIIEHHBIX KJIETOK BapbUPOBAIIO
ot 9 1o 22, cpennss BennurnHa — 14,67 kietku B 11/3 ipu yBenndeHnn x400. OTHo1eHne
IgG/CDI138 = 1,022. IlomyueHHble JaHHbIE B COYETAaHMM C aHAMHE30M U

MOP(}OIOrMUEeCKUMU HaXOAKaMHU B TKaHH MEYEHHU CBUIETENbCTBYIOT B T0JB3Y 10G4-CX.
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Pucynoxk 23 — Tkanb neuenu: (A) UI'X-uccnenoBanue ¢ anturenamu 1gGs, x400, 1gG,4
+ rurazmonuThl (cTpenka); (b) UT'X-uccnenosanue ¢ anturenamu CD138, x400, 1gG +
MJIA3MOIUTHI (CTpETKA)

[TanmenTy OBLT yCTaHOBJIEH KIMHUYECKUM auarHo3: IgGa-accoummpoBaHHas
0one3Hb: [gGs-acCOLMMPOBAHHBIN CKIEPO3UPYIOIINI XOJAHTUT C MOPAKEHUEM BHYTpHU-
U BHEMNEUEHOUYHBIX JKETYHBIX IPOTOKOB. AYTOMMMYHHBI maHKpeaTUT | Tuma.
TpancnanmuiipHOE CTEHTUPOBAHUE OOILEro XKeI4HOro npotoka 22.12.2022, ynanenue
creHTa ot 27.01.2023.

[TannenTy ObLTa HA3HAYEHA MHIYKIIMOHHAS TePanust MPeAHU30JI0HOM B 03¢ 40 Mr
B CyTKH Ha MPOTHKEHUU 1 Mecslia ¢ moCIeayonM MOCTENEHHBIM CHUKEHUEM JT03bI Ha
S MTI' B HEJIEJIO J10 TOCTHXKEHUS MOIEPKUBAIOIIEH 103l O MI' B CYTKH JUISl TTUTEILHOTO
npueMa.

Ha gone neuenns uepe3 1 mecsi HaOm01a1aCch perpeccus KENTYXH U YBEIUUEHUE
Macchl Tena Ha 3 kr. [Ipu oGcnemoBanuu B o0IeM aHain3e KpoBU: remMoriooun — 135
r/11, 5puTpouuTsl — 5,12x10%2/11, nefikounTel — 6,8%10%1, TpoMGoLMTE — 397%10%1, COD
— 13 Mmm/4. B 6noxummaeckom ananuse kpoBu: AJIT — 82 En/m; ACT — 47 En/m; TTTII —
92 En/n; LD — 247 En/n; o6mmit unupyoun — 47 mxmons/n, 1gGs — 1,89 /11, natpuii —
142 mMoue/m; Kammi — 4,3 MMOJIB/JI.

[To nanasiM MPT opranos OpromrHoi mooctu 1 MPXIIT (Pucynok 24) oTMeueHO
YMEHbIIIEHUE MEePUAYKTATBHOIO MHPUIBTPAaTa BHY TPUIIEUEHOUHBIX JKETUHBIX MPOTOKOB
B 00eHX JOJSIX MEYEHH M HOPMAJIM3AlHs Pa3MEPOB TOJIOBKH MOKETYTOUHON JKeTIe3bl

(YMeHbILIEHHE 10 2 CM).



Pucynok 24 — MPXIII" (A, b), ucue3noBenue ueTkooOpa3Hoii edopMaIiui >KeTIHbIX
npotokoB; MPT (B, I'), cerMeHTapHbIi cT€aTO3 3HAYUTEIBHO YMEHbBIIIUIICS

YuuThIBas BOBJICYEHUE BHYTPUIICUEHOYHBIX KETYHBIX IPOTOKOB, CTCHTHUPOBAHUE
JKEITYHBIX MMPOTOKOB B AHAMHE3€ M 3HAYMTENIBHOE MOBBIIICHUE YPOBHS CHIBOPOTOYHOTO
19G4 (>2,7 /1), manieHT OTHOCUTCA K TPYMIE BHICOKOTO pucka mo peuunusy IgGas-Ab.
[ToaTOMYy OBUTO TPHUHATO pELIEHUE MOCJE 3aBEPUICHUS Kypca MHAYKIMOHHOW Tepanuu
Ha3HAYUTh MOJJICPKUBAIOLIYIO TEPAINUIO MPEIHU30JI0HOM B 03¢ 5 Mr Ha 2 roga. Ha
MOMEHT 3aBEPLICHUS UCCIIEN0BAHMS MMALIMEHT COXPAHSI PEMUCCUIO HA NMPOTSHKEHUH 12
MecsieB. Takum 00pa3oM, TaHHBIN KIMHUYECKUH CITydail XapaKTepHu3yeTcsl AKEATYLIHBIM
BAPDUAHTOM TEYEHUsA C JOCTHIKEHHEM CTOMKOW PEMHUCCHUU IIOCJIE OIHOKPATHOIO
uHAyKImoHHoro kypca ['KC.

JlaHHO€ HaOI0IeHNE MOITBEPINIIO, UTO y narueHToB ¢ 10G4-CX npu nopaxeHuu
koH(pmoeHca (Tunm 4) W3MEHEHHUS JKETYHBIX TMPOTOKOB MOTYT OBITh OIMMOOYHO
unreprperupoBanbl kak XK. HccnegoBanue ceiBoporounHoro IgGs m mpoBeneHue
oworicuu TeYeH! MO3BOJIMIN BepuduimpoBarsh quarHo3. [Ipumenenne ['KC npuBeno k
OBICTPOMY  PEHTI€HOJOTMYECKOMY W KJIMHHYECKOMY  yiyulleHuro.  Takxke
IIPUMEYATEIIbHON SIBJISIETCA JUHAMUYHOCTh KapTUHBI U3MEHEHHUH >KEIYHBIX MPOTOKOB:

W3HAYaJIbHO W3MEHEHUS JKEMYHBIX IMPOTOKOB COOTBETCTBOBAIM TUIy 4 (CTpUKTypa B
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o0nacTd BOPOT TMEYEHM), OJHAKO B JaJbHEWIIEM HW3MEHEHHUs MPHOOpeNnu BUT,
xapaktepubit it [ICX, ¢ «4eTkooOpa3HbIM» H3MEHEHHUEM BHYTPUIICYECHOUHBIX
YKETYHBIX NMPOTOKOB. /[MarHo3 marueHTa coBOall ¢ pe3yJIbTaTOM OHJIAHH-KaJIbKYJISTOpa
nuddepeHInaTbHON TUarHOCTHKY, YTO CBUAECTEIBCTBYET O €0 MPAKTUYECKOM MOIb3€e B

AaHHOM KIIMHHUYCCKOM CJIy4dac.

3.3.2 Kinuunueckoe Ha0/10aenue 2

[Tanpent M., 42 ner, ObLI TOCHUTAIM3UPOBAH B OTIEICHUE XPOHUYECKUX
3a00JIeBaHUN KUIIEYHUKA W TO/DPKETYIOYHOM Kene3bl KIMHUKM MporeneBTUKU
BHYTPEHHUX OoJie3HeH, ractposHTeposiorun u rematojoruu uMm. B.X. Bacunenko c
)Kanmobamu Ha KUIKUM CTyJ 70 6—8 pa3 B CTyKH 0€3 MaTOJIOTHYECKUX MPUMECEH.

B ¢epane 2019 r. y nanueHTa nosiBUIaCh jKeNTyxa U 0o0Jib B snuractpu. [lo
nanHbIM KT opranoB OproIiHO#M 10J0CTH ObLIT BBISIBJEH ICEBAOTYMOPO3HBIA NAHKPEATHT,
paclIMpeHre BHYTPU- W  BHENEYEHOYHBIX JKEIYHBIX IMPOTOKOB, CTPHUKTYypa
TEPMHHAIILHOTO OTAeJa OOLIETo KEeIYHOro MPOToKa. B OMOXMMHUECKOM aHaIu3€e KPOBU
ormevanoch noseimienre AJIT — go 204 En/n, ACT — no 86 En/n, o6uiero ounupyOuna
— 10 270 MKMOJIB/JT MPEUMYIIIECTBEHHO 3a cueT npsaMon ¢ppakuuu — 124 Mkmons/i. beiio
MPOBEICHO CTEHTUPOBAHHUE OOILETO KETYHOrO MPOTOKA, YTO MPHUBEIO K KYNUPOBAHHUIO
xentyxu. Onnako B mae 2019 r. BO3HUK MOBTOPHBIH 3MN307] )KEATYXH U O0JIh B BEPXHHUX
otnenax kuBota. [Ipu Y3U opranoB OpromiHoi mMoiaocTi 00HAPYKEHO THIIOIXOTEHHOE
0o0pa30BaHKE TOJIOBKH MOJKEITYJOUHOH Kele3bl pazMepaMu 56x47 MM HEOTHOPOIHOMN
CTPYKTYpPBI C OyTPUCTHIMU HEUETKUMH KOHTYpPaMH, YBEITUUYCHHUE MapanaHKpeaTUIECKUX
muMpaTtruyeckux y3i0B 10 20—25 MM 10 ATUHHOM OCH U paCIIMPEHUE OOIIETO KEITIHOTO
npotoka 10 12 mMMm. B mocnenyromem npu BbeinosHeHUH OPXII[T ObUTO BBISIBICHO
paciMpeHre BepXHel U cpelHel TpeTu OOIIero KeIYHOTo IpoToka 10 19 mm, neBoro u
PaBoOro JOJEBBIX MPOTOKOB — 0O 8 MM, HAa YPOBHE HIKHEW TPETU OOIIEro »KEIYHOTO
MIPOTOKA OMPEALIIIIOCH CY)KEHHE U ie(popMalis MPOCBETa MPOTSHKEHHOCThIO 6 cM. J{iis
UCKJIIOYEHHsSI 3JI0KQUeCTBEHHOTO HOBOOOpA30BaHUs JKEIYHBIX IPOTOKOB IPOBENEH

TpaHCHaHI/IJIJIHpHHﬁ 3360}) OUTOJIOTMYCCKOro marcpuaja HMECTOYHBIM METOAOM, IIO
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pe3yJibTaTaM KOTOPOTO BBISIBICHA THHEPIUIA3US DIIUATENUS, HA OTACIBHBIX y4acTKax C
oOpa3oBaHUEM MAMWJUISIPHBIX CTPYKTYP, CKOTNIEHHE MUKCOMATO3HOIO BellecTBa. B xone
TOHKOUTOJBHOM IyHKIMK OOpa30BaHUS TOJIOBKH TIODKEITYAOYHON IKEIe3bl ObLI
OOHapy>KeH  MPU3MATHYECCKUN  ODIUTENNH, TPEUMYIIECTBEHHO  JETCHEPATUBHO
W3MEHEHHBINU. B manpHelemM Obl1 yCTaHOBJIEH CTEHT B OOIINN KETYHBIN MPOTOK.

Yepes mecsn y nauyeHTa nmpou301Ies TPETU U301 KenTyxu. [1o nranasim MPT
OpraHOB OPIOIIHOW TIOJIOCTH TOJIOBKA TOJDKEITYTOYHON >Kee3bl OblIa YBEIWYeHa [0
55%53 MM, a npu MPXIII' BbIsSBIIEHBI CTPUKTYPHl B TEPMUHAIBHOM OTJIENIE OOIIEro
YKETYHOTO MpoToKa U obsnactu koHduoeHca (Pucynok 25). Kpome Toro, yBenuueHHas
FOJIOBKA  MOJDKEIIYJOYHOM  JKEJNe3bl MpuBEJa K  YaCTUYHOM  yOJCHAIBHOMN
HerpoxoauMmoctu. [lanmeHty ObLJIO MPOBEACHO ONEPaTHBHOE BMEHIATENIBCTBO,
BKJIIOYAIOIIEE  XOJICIUCTIKTOMUIO, (OPMUPOBAHHUE  T'ENATUKOIHTEPOAHACTOMO3A,
racTpOCIOHOAHACTOMO3a M MEXKKHIIIEUHOTO aHactoMo3a. Bo Bpems omepanuu Obud
B3STHI 00pa3lbl TKAHEHW TOKETYIOYHOM KeJIe3bl, IeYeHU U TUM(ATUUECKOro y3a s

MOP(OJIOTUYECKOTO UCCIEAOBAHMUS.

AX T1 VIBE noproBeHO3Has MPXFifS

Pucynoxk 25 — MPT: rojoBka noaxeny104Hon xene3bl 55%53 MM (cTpelnka), KOHTYPbl
OyrpucTble, IMEETCSl KUCTO3HAs CTPYKTYpa 10 50 MM, rIaBHBIN MaHKpeaTH4eCKUui
MPOTOK PacIIMpeH A0 3 MM, paciiupeHbl 00koBbie MpoToku (A); MPXIII— cTpukTypa B
TEPMUHAIHLHOM OTJIeJIe 00IIEero KEITYHOT0 MPOTOKA U 001aCTH KOH(IIIOeHCa (KOPOTKHUE
ctpeinkn) (b)
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[To pe3ympraTaMm MOpPQOIOTHUYECKOTO HCCIEAOBAHUS OBLJIO YCTAHOBJICHO
cienyomee: TKaHb JuM@darnuyeckoro yiziaa 0e3 NPHU3HAKOB OIYyXOJIEBOTO PpOCTa;
(dbparMeHThl TKAHU MEYEHU C MEPUTYKTAIBHBIM CKIEPO30M H JUMQOILIa3MOIUTAPHON
uHGUIbTpAIUEH, 3JI0KAYECTBEHHBIC 3JIEMEHTHI HE BBISBJICHBI; TKaHb IMOJKEIYAOYHON
kKene3pl  CyOTOTalbHO ~ 3aMellleHa  oyaraMud  CKJepo3a  C  BbIpaXEHHOMU
IUMQOTIIa3MOIUTAPHON WHGUIBTPAIIEH, 3JIEMEHTHl 3J0KAaUYEeCTBEHHOTO pPOCTa HE
O0OHapy>KCHBI.

YyuthiBas Hamuuue JUMQOIIIa3MOLMTAPHON HMHOUIbTpAIUU, OBLJIO MPOBEICHO
NI'X- uccnenosanue ¢ anturenamu K [gGa u [gG. Pe3ynbraTel uccienoBanus mokasain
mud¢y3Hoe MO3UTUBHOE OKpammBaHue [gG4-TONIOKUTEIBHBIX KIETOK B (PUOpO3HOM
BOCHAIUTEIbHO-UHOUIBTPUPOBAHHON  TKaHU  MOJPKEITYyJA0YHOM  JKeJie3bl, CTEHKE
YKEITYHOTO MY3bIPs, a TAKKE B TKAHSIX MeueHU U tuMdatrudeckux y3i0B (0omnee 100 1gGa-
HOJIOXKHUTEIBHBIX KJIETOK B 11/3 ipu X400 yBenuuenuu, cootHomienue 1gG4/1gG >40%).

[Tocne omnepaTMBHOTO BMEIIATENIbCTBA JKEJITyXa HE PEUHUIUBUPOBAA, OJHAKO
yepe3 5 MecsleB y NalueHTa MosiBuiack auapes. llamueHT BmepBble oOpaTwiics B
KJIMHUKY B OKTsi0pe 2020 r.

JlanHble OOBEKTUBHOTO OCMOTpA: COCTOSIHUE cpeliHel TskecTh. Co3HaHUE SICHOE.
Poct — 176 cM, Bec — 81 kr, UMT — 26,15 kr/m2. Temneparypa tena — 36,5 °C. Koxa
(bU3HOTOTUYECKONW OKPACKH, YWCTasg, YMEPEHHOM BIAXKHOCTH, MOCJICONEPAI[MOHHBIN
pyOell 1o CpeIuHHON JIMHUU KUBOTA. Buaumele ciu3ucTbie 0JIEMHO-PO30BbIE, YHCTHIE.
[Tepudepuueckue mumdaTudeckre y3iabl HE yBenuueHbl. [Ipu nanpnanuu muToBUIHAS
kKejle3a HE  YBEJIMYEHA, MSITKO-3J1aCTUYHOW  KOHCUCTEHLMH, 0e300JIe3HEHHAs.
[ToBepxHOCTh TIIajKasi, KOHTYpbl poBHbIE. [lepemeex M o00e A0IM NAIBIUPYIOTCA,
cuMMeETpUYHBbI. OKOJIOYIIHBIE, IOJHUKHEYEITFOCTHBIE CIFOHHBIE XKEJIE3bl IPU OCMOTPE U
najgbHanuu He yBeJIWYeHbl, 0€3007€3HEHHbI, MATKO-3J1aCTUUHON KoHcHucTeHuu. Koxa
HaJ HUMHU He u3MeHeHa. [Ipu ocmoTpe o6nacTu Cle3HbIX Kejie3 BUIUMBIX U3MEHEHHIM
HeT. OTeKa U MPUMYXJIOCTH B BEpXHE-HAPYKHOM KBaJ[paHTE OPOUTHI HE HAOIIOAACTCS.
[Tonoxenue ria3zHpix 010K MpaBuibHOE, cumMerpuuHoe. Y/ — 19 B MunyTty. SatOy:

98%. IIpu nepkyccuu rpyAHON KIETKH HAJl JIESTOYHBIMU TOJISIMU SICHBIN JIETOYHBIN 3BYK.
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[Ipu ayckyapTaluu JbIXaHUE )KECTKOE, XPUIIbl HE BBICTYIIUBAIOTCS. ["paHulIbI cep/ilia He
pacupenbl. TOHBI pUTMHUUHBIE, IITyMbI He BeiciymuBatoTcs. YCC = nmynbe — 75 ynapos
B MuHYTYy. AJl — 120/80 MM pt. cT. )KHMBOT npu manpnanuu MIrkuii, 6e3001e3HeHHbIN,
00JacTh MPOCKIMUU TIOJDKETYOYHON Jkene3bl Oe30one3nenHa. Kpait  meueHu
najgbIupyercs Mo Kparo pedepHOM Iyru, OocTpbli, Oe30osie3HeHHBIN. Cene3eHka He
nanbnupyercs, npu nepkyccun — 11x7 cm. CuMnToMoB pa3apakeHus: OPIOIINHBI HET.
[Ipu ayckynbTaIMy NepucTaibTUKa KAIICYHUKA aKTUBHAsA. CUMITTOM MOKOJIAYUBAHUS 110
MOSICHUYHOU 00JIaCTH OTPHIIATENIbHBINA ¢ 00enX CTOpoH. Mouencmyckanne cBOOOIHOE,
0e30o0ne3nenHoe. Ctyn 10 8 pa3 B CyTKM, KallMileoOpa3Hbld, 0€3 MaTOJOTHYECKUX
IIPUMECEM.

Ha ocHoBanuu xano0, aHamHe3a 3a00JieBaHUsI, IAaHHBIX OOBEKTUBHOTO OCMOTpa
NAlMEHTy ObLJI YCTAHOBJIEH NpPEIBAPUTENbHBIN AruarHo3. OcHoBHOE 3a0oneBanue: 1gGa-
acconuupoBanHas OosiesHb: AUIL 1 Tuna, XONMaHTUT ¢ MOpa)KEHWEM BHETCUEHOYHBIX
JKETYHBIX TMPOTOKOB, JIMMQaACHONATUS 3a0pIOMIMHHBIX JUM(PATHYECKUX  Y3JIOB.
CrenTtupoBanue o0uiero kemunoro nporoka 27.02.2019 u 28.05.2019 r. nmo nmoBoxy
peuuauBUpYIOIIE  MexaHuueckod — xentyxu. Onepauuss 1O  HAJOKEHUIO
renaTUKO3HTEPOaHACTOMO3a, TaCTPOCIOHOAHACTOMO3a M MEXKHILIEYHOTO aHacToMO3a
Obuta BbimodaHeHa 11.07.2019 roma 1o TOBOAY YAaCTUYHOW — JIyOJICHAIBHOM
HEMPOXOJUMOCTH. XOJEHUCTIKTOMHUS. OCIOXHEHUE: IK30KPUHHAST HEJOCTATOYHOCTD
MOJIKEITY JOYHOM JKEJE3bI.

[TariuenToM OBUTIO TOANMMCAHO HMH(POPMUPOBAHHOE COTJAacCHMEe HA Yy4YacTHE B
UCCJIEIOBAHUHU.

[Tpu oOGcnenoBanuu B 001IeM aHaIM3€ KPOBU: TeMorio0uH — 139 1/11, spuTponuThl
— 5,15x10'%/n, nelixorutsl — 6,5x10%m1, TpoMGomuTel — 207%10%1, s03uHOGMIBEI — 0,3
x10%m, COD — 32 mm/u. B 6uoxummueckom aHanmse kposu: AJIT — 54 Ex/n; ACT —42
En/n; TTTITI -8 En/n; LD — 384 En/n; oOmumit OunmupyOouH — 7 MKMOJIB/JI; TIPSIMOM
omnpyOuH — 2,6 MkMoJIb/J1; oOmtuit 6enok — 88 1/i1; ansOymun — 42,9 1/11; Tiroko3a — 4,2
Mr/m; kpeatuHuH — 74,01 mxmounb/n; CPb — 5 mr/n; Hatpuii — 144 mmons/n; kanmit — 4,1

mmodw/1, IgG — 19 /i, IgGs — 3,18 1/,
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Peakiust Ha CKpBITYIO KPOBB B Kajle oTpuliaresibHas. TokcuHbl knoctpuauii A u B
B Kkane (Merox M®DA) ne BoisBiensl. I[P xana na Shigella spp./ Salmonella spp./
Campylobacter spp./ Adenovirus F/ Rotavirus A/ Norovirus 2/ Astrovirus—
orpuniateiabubie. KampmporekTnH (ekanpHbii — 557,6 Mir/v (HopmMa <80 MKI/T).
[TankpeaTnueckas snactasa-1 kama — 500 MKr/T.

[To manabiM KT opranoB OpromiHOW MOJOCTH BHYTPUIIEYECHOUYHBIE >KEITYHBIC
MPOTOKHU HE PACIIMPEHBI; B )KEITUHBIX MPOTOKAX BBIABJICH I'a3. PazmMepsl Moxe Ty 104HOM
JKene3bl: TOoBKa — 36 MM, Teno — 38 MM, xBocT — 27 MM. B 006jactu Tena u XBocTa
MOJ/IKETTYIOYHON KeJe3bl BHU3yalIM3upyercs 00beMHOe OOpa3oBaHHME C HEPOBHBIMU,
HEYETKUMU KOHTYpaMH pazMepoM 65x31x37 mM. [ TaBHBIN TAHKPEATUYECKUM ITPOTOK U

JTUCTAJILHBINA OTAEN OOIIETo KEeTIYHOTo IIPOTOKa He pacimupeHsl (PucyHok 26).

KT: noproBeHo3HaA Paza KT: noproseHO3as$aza

Pucynoxk 26 — KT: A — yBennyueHHast TOJOBKA MOKETYIOYHON KeJne3bl 10 36 MM
(ctpenka); b — oOpazoBaHue ¢ HEPOBHBIMU HEUETKUMH KOHTYpaMH pazMepamMmu
65%31x37 MM B 00J1aCTH T€JIa M XBOCTA MOJIXKETYIOYHON KEJe3bl (CTPEIIKA)

[Tpu DT'IC: sHIockonmuYecKas KapTHHa 3p0o3uBHOTO pedirokc-33odarura A (Jloc-
AHJKenecckas kinaccudukanus) Ha GpoHe HerocTaTOUHOCTH KapAauu. CocTosiHUE 1ocie
olepalyy Ha JKEIYJKe W TOHKOH KHIIKE. BBISBICHBI JHIOCKOMUYECKUE MPHU3HAKH
ractputa Cc  arpodued, yMmepeHHas  pyOmoBas  gedopmarnus  JTyKOBHUIIBI
JIBEHAIIATUIICPCTHOW KHUIIIKH.

[Tpy KOJTOHOCKONHH: CIU3UCTAsE 000JI0YKAa TEPMHHAIBHOTO OT/ela O B3OITHON

KHMIITKHX 6apX21TI/ICTa$I, PO30BOTO IBCTA, C MHOKCCTBCHHBIMU IMPUIIOAHATBIMUA A3BaAMU U
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SPO3UAMU AMAMETPOM 10 8 MM, OKpPY>KCHHBIMH KOJBIOM THIEpeMuu, Ha (oHe
HEU3MEHEHHOM CIM3UCTOM 000J04ku. B Kymosie cienoil W BOCXOASIIEH KHUIIKH
CIM3HUCTast 000JI0UKA C 3PO3USIMHU pazMepoM 10 1 MM, MOKPHITHIMUA PuOpHUHOM, Ha (HoHE
HEU3MEHEHHOW CIM3UCTONM OOOJOYKM M COCYJUCTOrO PHUCYHKA. DHIOCKOMUYECKas

KapTHHA, BEPOsITHEE BCETO, COOTBETCTBYET Ooie3nu Kpona (Pucynok 27).

Pucynok 27 — [IpunogasThie S3BBI M SPO3UH MOAB3AOUTHON KUIIKH (A); 3p0o3Un B
KyToJie cienoi u Bocxosiien kumku (Bb)

[Ipn MopdonoruueckoM HUCCIEIOBAaHUM OHONTATOB CIU3UCTOM  000JI0YKH
MIOJIB3/IONIHOM KHUIIIKA OOHApyKeHa oyaroBas aedopMalivsi BOPCHH, B AITUTEITUU KOTOPHIX
OTMEYaJIOCh TIOBBIIIEHHOE KOJIMYECTBO OOKATIOBUIHBIX KJIETOK, HA OTJENbHBIX y4acTKax
C IIpU3HAKaAMU I[IOBPEKICHUS M PEreHEPATOPHBIMU W3MEHEHusMH. I[InoTHOCTH
KJIETOYHOTO HWH(MUIBTpaTa COOCTBEHHOW IUTACTUHKH HEPaBHOMEPHO TMOBBIIICHA, B
COCTaBe KOTOPOTO BBISBJICHBI JIEHKOLUTHL. Takke ObUIM OOHapy>KEHbl KpYIIHbIE

auMdouaHbie cKoruieHus U duMdounanbie Gosmukyisl (Pucynok 28).



gl.. : {}i‘\‘\ » ) :
N #

Pucynok 28 — Tkanb oAB3A0MIHON KUIIKH, TeM-303, X 200 (A); TKaHb TOJCTON KUIIIKH,
rem-303, x 200 (b)

[To nannbiM UI'X-uccnenoanus ¢ anturenamu K 1gGs u CD138 B coOcTBEHHOM
IUIACTUHKE CIU3UCTON OOHApy>KeHbl €AMHUYHBbIC TO3UTUBHO OKpamieHHbie [gGy-
MOJIOKUTENIbHBIC TIIa3MOLIMTHL. MaKCUMallbHOE KOJMYECTBO B TIOJIE 3pECHUS TIpH
yBenuueHun *x400 coctaBisio 2-3 wietku. [Ipu cpaBHEHHH ¢ OOUIUM KOJIUYECTBOM
MJa3MaTUYECKUX KJIETOK, OKpalleHHbIX aHTtuTenamu k CD138, npouent IgGy-
MOJIOKUTENbHBIX KiIeTOoK He mnpeBbiman 10%. Cpenu numdounanoit tkanu [gGa-
MOJIOKHUTENIbHBIE KJIETKM ObUITM MHOTOYHMCICHHBI M pacnpeneneHsl auddysno. Mx
KOJIMYECTBO JOCTUTAIO 20 KIETOK B OTAEIBHBIX MOJSAX 3PEHUS, YTO COCTABJISIET MEHEE
40% ot xonmmuectBa CD138-monoxutenbHbix KiaeTok. O0Hapy)eHHOE KoandaecTBo 1gGy-
MMO3UTHBHBIX KJIETOK B COOCTBEHHOM IIJIACTUHKE CIM3UCTONM U B JUMQOMIHON TKAHH
MOAB3AOIIHON  KMIIKKA  HEJOCTATOYHO  JUIi  TNOCTaHOBKM  nuarHoza  1gGa-
aCCOLMMPOBAHHOTO WJIEUTA U KOJIUTA.

Ha ocHoBanum >kano0 manMeHTa, aHaMmHe3a, pe3yiabTaTOB OOCIEIOBAHUS
BBICTABJICH KJIMHUYECKUHN JUArHO3:

OcHoBHOE 3a0071€BaHUE:

Couemannule 3a601€6aHUA:

1) IgGas-accoumupoBannas Oone3nb: AWII 1 tuna, IgGs-accoummpoBaHHbBIN
CKJICPO3UPYIOIINA XOJIAHTUT C MOPaKEHUEM BHEMEYEHOUHBIX >KETYHBIX MPOTOKOB,
muMmbaneHonaTisl 3a0pIOMMMHABIX JUMpaTndecknx Yy3510B. CTEHTUpOBaHHE OOIIEro
)kemuHoro nmnporoka 27.02.2019 wu  28.05.2019 no mnoBoay peUUAUMBUPYIOLIEH

MEXaHUYECKOU JKCIITYXH. Onepaum{ HaJTO0XCHUA I'CIIaTUKOSHTCPOAHACTOMO34,
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racTpOCIOHOAHACTOMO3a, MEXKKHIIEYHOro anacromo3a, 11.07.2019 mno mnoBoay
YaCTUYHOM AYyOJICHATbHONW HEMPOXOIUMOCTH. XOJECHUCTIKTOMUS.

2) bone3us Kpona: mieokosnt, BocnanuTenbHas (popma, BIEPBbIC BBISBICHHBIM.

ConyrctBytomiue 3aboneanus: [ DPb: spo3uBHbIit 330¢arut crenens A no Jloc-
AHJKeNneccKol  KinaccupUKalMKM, HEJOCTaTOYHOCTh KapJauu. SI3BeHHass O0Je3Hb
JIBEHAIATUTIEPCTHON KUIIIKU, BHE O0OOCTPEHHUS.

[TarmenTy ObLT Ha3HAUEH MHAYKIMOHHBINA KypcC MpenIHn3010Ha B 103e 60 mMr/cyT B
TeueHue 4 Heslelb ¢ MOCIEAYIOIUM CHIXKEHHEM JI03bl Ha 5 MI' B HEJIEJI0, a3aTHOIPUH B
no3e 150 mr/cyT, a3omenpazon — 40 mr/cyt. Tepanus azaTrHonpruHOM HE ObIJIa HaYaTa M3-
3a 0TKa3a MaIlUeHTA.

UYepes Mecsll OT Havasia JICYEHUs y NalieHTa HabJto1anach HopMaau3alus CTyJa.
[Ipu KOHTPOJBLHOM OOCIEIOBAHUM OMOXUMHUYECKUM aHATU3 KPOBU MOKa3al CIEAYIOIIHNE
pesynbratel: AJIT —40 En/n, ACT — 31 Ex/n, I'TTII — 19 En/n, oOmuii Ounupyoun — 22
MKMoJb/J, IgGs — 1,15 1/1.

[Io pmanueiMm KT opranoB OpromHoit mosnocty (08.12.2020) oTtmeueHa
HOpMaJM3alus pa3MepoB IMOKEITYJOYHON Kelle3bl, 00pa3oBaHUE HA IpaHULE Tea U

XBOCTa MOJHKETYIOYHOM jKelie3bl He Buzyanusupyercs (Pucynok 29).

. . » - - .‘.“ »" l

Pucynoxk 29 — KT: panee BbIsSIBI€HHOE 00pa30BaHUE HAa TPAHUIIE TeJla U XBOCTA HE
BU3yanu3upyetcs (cTpenka) (A); HopManuzaius pa3MepOoB rOJIOBKU MOIHKETYJ0UHOM
xenessl (b)

HpI/I KOJIOHOCKOIIMK 4YC€PEC3 JIBa MCCALld IMOCJIC Hadajla TCPpallMH, KOrJa IAlUCHT

OpUHUMAN TNpeaHu30J0H B a03¢ 30 Mr/cyT, ObLJIO OTMEYEHO MOJHOE 3a)KUBJICHUE
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W3bSA3BICHUN B MOJAB3JO0IIHON KHUIIKE U 3PO3UM B CJIENON KHILIKE, OTHAKO COXPAaHSIIACh
€IMHUYHBIC DPO3UHU B MOJB3/IOIIHOM Kulke. Yepes 3 Mecslia ocie 3aBepIleHus: Tepanuu
BBISIBJICHO TOJIHOE 3KUBJICHUE U3bS3BICHUN U 3PO3UH B MOAB3IO0IIHON KHUIIIKE.

Uepes 14 mecsieB mociie OKOHYAHUS TEparuy NalMeHT COOOLIUI O MOSBICHUU
MOJIyONOSCHIBAIONICH OO B BEPXHUX OTEJIaX KUBOTA U KAIIUIICOOpa3HOM CTYyJe 10 4—
5 pa3 B cytku. Ilo manmneiM KT opranoB OpromiHoil MOJOCTH B 00JIaCTH Tela
MOXKEITYJOYHOM 3KeJie3bl ObLIIO OMPEEICHO OKPYTIIOe TUIOBACKYJISIPHOE 00pa30BaHUe
pasmepom 17x19 mMm. BusyannsnpoBanoch paclIMpPEHUE TIIABHOTO MAHKPEATHYECKOTO
MpoTOKa B OOJACTH XBOCTa JI0 7 MM JIO YPOBHS OOpa3oOBaHMs, a TaK)Ke BBISBICHBI
TUTIOBACKYJISIPHBIE YYaCTKH B OOJACTH KPIOYKOBUAHOTO OTpocTka. CTeHKa BepXHEH
OpbDKEEUHON BEHBI, MpUJeKallas K KPIOYKOBUIHOMY OTPOCTKY, JIE€MOHCTpPHpOBaja
MPU3HAKUA YaCTUYHOTO JIeeKkTa KOHTPACTUPOBAHUS HA MPOTSKEHUH 18 MM.

[Ipr KOJIOHOCKOIIUM OINPEAEIUIUCh €AWHUYHBIE MEJKUE 3PO3UU IOAB3I0IIHOM
KUIIKH. YPOBEHb ChIBOPOTOUHOro IgGs OB 3HAUMTENBbHO TOBBIMIEH — 8,86 1/1. Ilpu
UCCIICIOBAHUM TMaHKpPEaTUYeCKOM nsacTa3bl | Oblla BBISIBIICHA TsDKeNas CTEICHb
HK30KPUHHON HeIocTaTouyHOCTH (50 MKI/T).

[TaniieHTy ObUT Ha3HAYEH HOBBIM MHIYKIIMOHHBIA KypcC MpeaHu30Ji0Ha B 03¢ 40
MI ¥ mojzAepkuBatromias tepanust — azatuonpun 150 mr, kpeon 50000 EJ[ Ha mpuem
nuim. Ha ¢one Tepanuu cTynn HopManu3oBaics, 007b He peluauBrpoBana. Yepes mecsil
nocie Havayia Tepanuu, 1o JaHHbIM KT, ObU10 OTMEYEHO yMEHBIIEHHE pa3MepoB
MTOJKEITYJOYHOM KeEJIE3bl U CHUKEHHUE KOJIMYECTBA YUACTKOB TMIIOBACKYJISIPU3ALMU B €€
napeaxume. [laruenTt oTkazancs oT MpOBEAEHUs IOBTOPHOM KOJIOHOCKOIIUK. Ha MOMEHT
3aBEpIICHUSI MCCIEIOBaHUs TMAIMEHT MPOAOJDKAI IPUEeM a3aTUONpPHUHA U 5 MT
MPEIHU30JI0HA; PELUAMBOB 34 3TOT MEPUOJ HE OTMEUYAIIOCH.

Takum oOpa3om, JaHHBIA KIMHUYECKUN CIydail XapaKTepu3yeTcs >KeNTYyLIHBIM
BApUAHTOM C PELMIUBUPYIONTUM TEUEHUEM 3a00JICBAHUSI.

JlanHoe  HaOmro/leHWE  JEMOHCTPUPYET  CIOXHOCTH  JauddepeHnnanbHon
JMATHOCTUKH TIPH CTPUKTYPAX JKETIHBIX MTPOTOKOB. JI0 Bepudukaiuy 1uarto3a maueHT
nepeHec 00BEMHOE XUPYPrUyecKoe BMEIIaTeIhCTBO, HApyIIalollee aHATOMUYECKUE

B3aMMOOTHONIICHUA BECPXHUX OTACIIOB MUINCBAPUTCIIBHOI'O TPAaKTA, YTO ITOBBIIACT PHUCKH
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Tpodonornueckoil HeaocTaTouyHOCTU. [IpuynHAa TOpakeHWs KUIIEYHHUKA y JaHHOTO
nanuyeHTa ocraercs HessCHOM. C OJTHOM CTOPOHBI, IPY OTCYTCTBUHU TEPANMH Y MALIUEHTA B
TE€YEHHE JUIMTEIBHOIO BPEMEHN COXPAHATIACh PEMHUCCHUS TEPMUHAIBHOTO WIIEUTA, YTO HE
xapaktepHo i 6orne3nu Kpona. Ognako mopdomnoruueckoro moarsepxkaeHus 1gGy-
aCCOLMMPOBAHHOTO WJIEOKOJIUTA MOJIydeHO He Obuto. Takum oOpa3oM, maueHT TpedyeT

JTUHAMUYECKOI0 HAOJIIOJCHHUS.

3.3.3 Kinunueckoe HaoJ/oaenue 3

[Tarment b., 56 neT, oOpaTuics Ha KOHCYIBTAITUIO K TaCTPOIHTEPOJIOTY B KimmHMKY
MPOTE/IEBTUKU BHYTPEHHUX OOJIE3HEH, raCTPOIHTEPOJIOTUN U TeNaToiaoruu nmenu B.X.
Bacunienko ¢ xanobamu Ha 00Jib B SMUTACTpUM C Uppaguanueil B CIUHY, CHUYKEHUE
OCTPOTHI 3pE€HHUS MIPABOIO TJ1a3a, IITO3 U OTEK BEPXHET0 BEKa MPaBOro riasa, moxXyJaHue
Ha 9 KT 3a OJIUH TOJl, OTEK MMPABON OKOJIOYIIIHON 00JIaCTH.

M3 anamue3a u3BecTHO, uTo ¢ 2015 T. mamuedT Havaa oTMedarh 0€300JIe3HEHHOE
YBEJIMYECHHE MAXOBBIX U MOMUYETIOCTHBIX JuM(aTtnyeckux y3ioB. B 2017 r. mpoBeneHo
yAaJleHWe TMPaBOTO TMOMYEIIOCTHOTO JHUM(PATHYECKOTO y371a, IO pe3yJibTaraM
TUCTOJIOTHYECKOTO HCCIIeI0BaHus CrielinpUIecKuX U3MEHEHU He ObLTI0 OOHapyxkeHo. B
utore 2019 r. y mareHTa BO3HHKJIA OMOSChIBaroIIas 00Jib B BEpXHEH YacTH JKUBOTA.
CornacHo pesyibratam MPT opranoB OproiiiHo# Mo10CTH, ObUTH BBISIBIICHBI CIEAYIOIINE
U3MEHEHUs: B V CErMEHTE IEUYeHU OOHApYKEHbl OYard C YETKUMH HEPOBHBIMU
KoHTypamu pazmepamu 1,1x1,0%0,5 cm u 0,5%0,8%0,2 cM; yBennueHre pa3MepoB Tea U
XBOCTa MOJKENTyA0UHOM JKeJe3bl 10 3,5 cM, a Takke oOpazoBaHue pazmepom 6,2x3,0x2,9
CM C KHUCTO3HbIMU BKJItoUeHHsIMU 1,1X%0,7 cM; pacuimpeHue riiaBHOTO MaHKPEATUYECKOTO
nmpoToka B objactu xBocta 0 0,4 ¢cM u ero ynokanbHOe pacmmpenue 10 0,9x0,7 cM;
pacilipeHue BHYTPU- U BHEMEUEHOUYHBIX JKETYHBIX TMPOTOKOB;  CTPUKTYypa
TEPMUHAIBHOTO OTAeNa 001mero kemyroro npotoka (Pucynok 30). V manmenta Obut

3aM0/I03pEH paK MOKETyA0UYHOM KeJe3bl C MeTacTa3aMU B TICYCHb.



T1-BU nopmoseHo3Hasi chasa

Pucynok 30 — MPT: B V cermenTe o4aru ¢ 4eTKUMHA HEPOBHBIMH KOHTYPaMH
pasmepamu (cMm): 1,1x1,0%0,5 u 0,5%0,8%0,2 (cTpenka) (A); obpasoBaHue
MOJIKEITY IOYHOM kele3bl 6,2%3,0%2,9 cM (cTpeka) ¢ KUCTOBUIHBIMU BKIIFOUCHUSAMHU
1,1x0,7 cm (B)

belna mpoBeneHa KOPHOpPOKayAaJIbHAS PE3EKUUS IOJDKEIYJOYHOM JKEIe3bl €O
CIUIEHIKTOMHEHN M pe3ekuueil 60b110ro cabHuKa. 110 pe3yipraTaM rucToiI0rH4eckoro
WCCIICOBAHUS ITOJYYEHBl CICIYIOIINE JAaHHBIE: TKaHb IIOJDKEIYIOYHOM IKEIe3bl C
HapylLIeHUEM apXUTEeKTypbl, YacThb AalUHYCOB 3amelleHa (UOpPO3HOM TKaHbIO C
BBIPOKEHHON BOCHAIMTEIBbHON MH(QUIbTpalMel, BKIOYAIOUIEH 04aroBble CKOILICHUS
TMM(GOUUTOB W 203MHOPWIOB. Y manmueHTa ObUIO MPEANOJIOKEHO Haludue
IICEBJJOTYMOPO3HOIO  XPOHMYECKOTO  HHAypaTWBHOro  mnaHkpeatuta.  llocie
XUPYPruyecKoro BMeIaTeIbCcTBa 00JIEBOM CUHIPOM He peruauBupoBai. B mapre 2020
rojia mpu KoHTposibHOM MPT Obinia 3aduKkcupoBaHa oTpUIlaTEIbHAS TUHAMUKA: B TICUCHH
BBISIBIICHO 8 00BemMHBIX oOpazoBanuii B III, V-VIII cermenTax, pasmepbl KOTOpBIX
Bapbupytorcs ot 0,3%0,4x0,5 cm o 3,8%3,3%x3,0 cM; roJ0BKa MOKEITYIOUYHOM JKEJIE3bI
yBenuueHa 10 3,7 cMm, Ha DWI BbIIBIIEH yYacTOK NOBBIIIEHHONM CUTHAJIBHOU
MHTEHCUBHOCTU pazMepoM 3,1x3,0%2,0 cM ¢ HEPOBHBIMU HEYETKMMU KOHTypamu. KT
OPraHOB I'PYyIHON KJIETKH MOKA3aJI0 yBeIuueHue TuM(Oy3IIoB B moamMbIedHbix (1,0-3,6
cM) u noakmoundHbIX (0,9—1,4 cMm) o0macTsax ¢ 00eux CTOPOH, a TAKKE yBEIMYCHHE
oTAenbHBIX JuMdoysnoB B cpegocteHun (1,0-3,3 cm). B mnepenne-0azanbHBIX

cyOrieBpaibHBIX OT/AENaX S5 CpeaHe JO0JM MPaBOTO JIETKOTO OOHApYXKEH ydacTOK
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YIUIOTHEHUs OKpyryion ¢opmbl pazmepoMm 1,75%0,85 cM ¢ HEYETKMMH HEPOBHBIMU U

MECTaMU TSHKUCTBIMHU KOHTypamu (Pucynok 31).

Pucynox 31 — KT; ygacTok yrioTHeHHE OKPYTJI0-HENPpaBUIbHOM (POpMBI pazmMepaMu
1,75%0,85 cm B S5 cpeaHelt A0 MPABOro JIETKOTO (CTpeJiKa)

[Tarmenty Oblna mpoBeleHa OuoncHus NedyeHu. B pesynbrare uccienoBaHUsS
BBISIBJIEHA MOp(]oJornyeckas KapTuHa MOHOJIOOYJIIPHOTO LUPPO3a IMEUYEHU YMEPEHHON
TUCTOJIOTMYECKOM aKTUBHOCTH, 4 craguu ¢(ubposza. Taxke OTMEUEHBI MNpPHU3HAKU
XOJIaHTUTa, IEPUXOJAHTUTA, MEPUAYKTAIBbHOIO CKJIEpO3a M  XOJIAHTMONATHH
MEXI0JbKOBBIX KETYHBIX MPOTOKOB, a TaKKe CIa0OBBIPAXKEHHBIA MapeHXUMATO3HBIN

ownmpyounoctas (Pucynox 32).
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HononuutensHo nposeaeHo MI'X-uccnenoBanue ¢ anturenamu k 1gGs u IgG.
CpenHee KOMMYECTBO MO3UTUBHO-OKpameHHbIX [g(Gs mma3zmouuToB coctaBwio S0

kIeTok, IgG — 65 xknerok. OtHomenue 1gG4/IgG = 0,76 (Pucynok 33).
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Pucynok 33 — Tkanb neuenu: ' X-uccinenoanue ¢ anturenamu [gGy, x400,
OKpallleHa UTOIUIa3Ma TIa3MOIMTOB, cekperupytonux 1gG, (cTpenka) (A); UT'X-

uccaenoBanne ¢ antutenamu CD138, X400, okpareHa nuToIIa3Ma Mmia3MoIUTOB,
cexkperupyromux 1gG (ctpenka) (b)

VYuutbeiBas xao0bl HA HAPYIICHUS 3PCHMS, CIyXa U MTO3 BeKa, MAlUEHTY ObLIO
npoeeneHo MPT romoBHoro wosra. Pe3ynpTarhl TNOKa3aiM MaXUMEHHHI€ATbHOE

HaKOIUICHUE KOHTpacTHOTo BemecTBa (Pucynok 34).

Pucynok 34 — MPT (maraesuct 20,0 mi); MP-kapTriHa HEpaBHOMEPHOTO YTOJIIECHUS
HaMeTa MO3KeUKa CIpaBa
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[To nmanapiM Y3W OTMEUEHO YBEJIMYEHHE MPABOW OKOJIOYIIHON Kee3bl 10
73%x30%25 mm (HOopMa: niuHa — 40-50 cm, mmpuna — 30—40 MM) U yBeaMdeHHe TpaBon
MOTYEITIOCTHOM kene3bl 10 6030 MM (Hopma: mmuHa — 3040 mM; mmpuHa — 11-18 M)

(Pucynok 35).

Pucynox 35 — [IpaBas oxonoyiiHas xenesa (A), npaBas noauentoctHas xenesa (b)

B cBsi3u ¢ coxpaHeHneM kanod marueHT o0paTuics B KIMHUKY B ceHTsi0pe 2020
T. JUTsl T0OOCIeIOBaHUS U TTO100pa TepanuH.

JlaHHBIE OOBEKTUBHOI'O OCMOTpA: COCTOSIHUE cpenHen TsokecTu. Co3HaHUE SCHOE.
Poct — 169 cm, Bec — 61 xr, UMT — 21,4 kr/m2. Temneparypa tena — 36,6 °C. Koxa n
BUJIUMBIE CIIM3UCTBIE OJIEAHO-PO30BOr0 LIBETA, YUCThIE, YMEPEHHON BiakHOCTHU. [1T03
BEPXHETO BEKa CIIpaBa, OTEK NEpUOPOUTANIBHON o0jacTu cmpaBa. YBeIUYCHHE
OKOJIOYIIIHOM CJIFOHHOM JKene3bl chpasa. [lanpnupyroTCs YBEJIWYEHHBIE IUIOTHBIE
0e300JIe3HEHHBIE MTOAYETIOCTHBIE, MOIMBIIICUHbIE, TaXOBbIe JIUM(OY3JIbl, HE CIASIHBI C
KOXEHN M OKpYyXarolMMU TKaHaMHU. [Ipy nanpnanuu muToBUHAS KEJe3a HE YBEJIUYEHa,
MSATKO-3JIACTUYHON KOHCHCTEHLIMH, 0e300sie3HeHHas. [loBepXHOCTh Iiajikasi, KOHTYpPbI
poBHbie. [lepemeek u 00e 107U MaTbMUPYIOTCS, CAMMETPUYHBL. JKUBOT MpH NaibHauu
MSTKUHM, 0e300s1e3HeHHbIN. HukHMI Kpall Ie4eHn OCTPhI, HE BBICTYMAET U3-TIOJ Kpas
pebepHoit  ayru. OO0MacTh MNPOEKIMHU TOMHKETYIOYHOM Kejne3bl 0e300Je3HEHHA.
[Tanpmanusa B TOYKE KETUHOTO My3bIps O6e30ome3neHHa. Ctyn odopmieHHsbll, 1 pa3 B

JeHb, 0e3 mpumeceil. Mouencnyckanue cBo0oaHOe 6€3001e3HEHHOE.
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[TariuenTom ObUTIO TOATMHCAHO WHGOPMHUPOBAHHOE COTJIACHE HA YYacTHE B
uccienoanuu. [Ipu obcrnenoBanuu: B 00IIeM aHanu3e KpoBU: remMoriodoun — 161 r/m,
sputponutel — 5,32x10%%/n, nelixomuter — 16,33x10%n, TpomGouuter — 361x10%1,
303uHO0GIIEL — 1,27 x10%1, COD — 18 MM/4. B 6GHOXHMHUYECKOM aHAIU3€ KPOBU: HATPUI
— 138 mmons/it; kamuit — 5,2 mmoas/n, AJIT — 29 En/n; ACT — 28 En/m; I'T'TIT — 91 En/m;
D — 415 En/m; o6mmii OunupyOonH — 13 MKMOJTB/JT; IpsiMOi OMIMpyOUH — 3 MKMOJIB/JT;
obmuii 6enok — 85,1 r/im; ankbymun — 44,6 1/1; Ti0Ko3a — 6,8 Mr/i; KpeaTuHuH — 94
MKMOJIb/JT; HaTpuit — 138 mmone/i; kamuit — 5; 19G — 29 r/n, 1gGs — 3,11 /7.

[Ipu amexTpodopeTHuecKOM HCCIECTOBAaHUU OCIKOB CHIBOPOTKH KPOBH, BKIIIOUAS
UCCJIEIOBAHUE C BBICOKUM paspelieHueM, W TpU UMMYHOTUIIMPOBAHUU C
ucrnosnbzoBanueM anmapara Capillarys matonoruueckue TrpagueHThl HE OOHAPYIKEHBI.
Otmeuaercss muddy3Hoe ycHICHHE OKpacku Y 1—2-30HBI (30Ha mwurpamuu 1gGa).
[ToBeimien ypoBeHb mnosmkioHaidbHOro IgG 3a cuer cyOkiacca IgGs. B cpiBopoTke
YBEITUYCHO KOJMYECTBO CBOOOJHBIX JICTKHX IIETIEH MMMYHOTJIO0YJIMHOB OOOWMX THIIOB,
MIPUYEM UX COOTHOIIICHHE HaXOAUTCS B MpeJeiaax HOPMBI. Y POBEHb [32-MHKPOTI00yIMHA
B CHIBOPOTKE HE MOBBIIICH. MOHOKJIOHATbHASL CEKPEIIMS HE BBISBIICHA.

Ha ocHoBanum xano0, aHamHe3a 3a00JIeBaHUs, JaHHBIX 00BEKTHBHOIO OCMOTA,
pe3ynbTaTOB  JTAOOPATOPHO-UHCTPYMEHTAIBHBIX ~ WCCIICIOBAHUNM  MAIMEHTY  OBbLI
YCTaHOBJICH KIWHUYEeCKUW nuarHo3. OcHoBHOe 3aboneBanue: 1gGs-accormmpoBaHHas
O0O0JIE3Hb C TMOpPaXEHUEM TME€YEHU (BOCHAJIUTEIbHBIE TICEBJIOOMYXOJIU TEUYEHH),
BHYTPHUIIEUCHOYHBIX XKETYHBIX MPOTOKOB (Ig(Gs-accouMUpOBaHHBIA CKIEPO3UPYIOMINI
XOJIAaHTHT), mopkenyaounoit xene3nl (AUII 1 Tuma), Mo3roBeix 000704YeK (MO THUITY
MaXUMEHUHTHUTA), JIETKUX, TUM(paTHIECKIX y3JI0B, CITFOHHBIX xKenes.
KopnopokaynanpHast pe3eKIusl MOIKEITYI0YHOM KEJIE3bI CO CITIEHIKTOMUEH, PE3EKIUEN
OOJBIIOTO CAJIbHUKA.

[Tariuenty ObUT Ha3HaueH mpeaHU3070H 40 Mr B CYyTKHM B TEUCHHE Mecsia ¢
MOCJEAYIONIUM CHU)KEHUEM JI03UPOBKH HA 5 MI' B HEJIEIIO J0 TOJIHOW OTMEHBI. Uepes 2
Mecslla OTMeYajach IOJIOKHUTENIbHAS JWHAMHUKA CO  CTOPOHBI  KIMHUYECKOMN

CUMIITOMATUKU (KynmupoBaHue 3xanod), ypoBenb 1gGs ymensmmwics no 2,94 r1/m,
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HOPMAaJIM30BAIMCh Pa3Mepbl TOJIOBKH IMOKETyJO4YHOW kene3bl  (Pucynok  36),

YMEHBIIWINCH NceBA00nyXouH rneveHu (Pucynok 37) u nerkux (Pucynok 38).

MPT: T1-BA

Pucynoxk 36 — /IlunaMuka pa3mMepoB TOJIOBKHU MOKETYTOYHOM kKese3bl 10 (A) u mocie
(b) xypca Tepanuu npeaHU30JI0HOM

Pucynox 37 — Jlunamuka pasmepoB TiceBaoomyxoiu nedenu 1o (A) u mocie (b) kypca
TepaIuy MPeTHU30JIOHOM
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Pucynox 38 — /lunamuka pa3mepoB TiceBaooIyXoiu Jierkoro 10 (A) u mocie (b) kypca

Teparuu NpeHU30JI0HOM

Onnako 4epe3 S5 MecsIeB IpH JI03UPOBKE NMPEAHU30J0HA B 5 MI' y MalueHTa
IIPOU30LIEN PEUUINB. BHOBb BEPHYJINCH NIPEKHUE CUMIITOMBI, ypoBeHb 1gGs B KpoBHU
MOBBICHIICA J10 5,4 T/11. Pa3mepbl TOJIOBKU MOHKEITYA0YHOM JKeJe3bl yBEIUIUINUCH 110 3,7
CM, COXpPaHSUIUCh IICEBJOOINYXOJM B IME€YEHM W MAaXUMEHUHICAIbHOE HAKOIUICHUE
KOHTpacTHOro BemiecTBa 1o nanubiM MPT ronoBaoro mo3sra. [lanuenTy Oblia yBeandeHa
CyTOYHasi J103a mpeaHu3oiona o 60 mr, a Takke Hadat npueM azatuonpuna 100 wmr.
Yepes mecsl] y nmanueHTa ObUl JOCTUTHYT MOJHBIM OTBET Ha TEPANMIO: KyNUPOBAaHHE
XKajo0, HOpMalu3alus pa3MEpPOB TOJIOBKM IOJDKETYJIOYHOM >Kene3bl, YMEHBLICHHE
pa3MepoB U KOJIMYECTBA MICEBIOOIMYXO0JIEN MeUYeHH, CHIKeHUE ypoBHA [gGs B kpoBHU 10
20 1/n. Coycts 23 Mecdlla TpU KOHTPOJBHOM HCCIENOBAaHUM OBUIO OTMEYEHO
noBeienue IgGy 10 9,14 /71, a Takke yBEIMUESHHUE TOJIOBKH MOIKEITYJOUHOM KeIe3bl 0
4 cm. YuuTtsiBast moBTOpHBIN peruans 1gG4-Ab Ha QoHe Tepanuy nanueHTy ObLIH HauyaThl
uH(}Yy3UU pUTyKCUMaba COTJacHO cieayromen cxeme: 375 Mr/mM? MIomaan MOBEPXHOCTU
Tena 1 pas B Hejeno B TeueHue 4 Heenb, a 3aTeM 1 pa3 kaxaple 2—3 mecsna. Ha done
Tepanuu Obljla JOCTUTHYTA PEHTTEHOJIOTMYECKasi U CEPOJIOTUYECKAsi PEMUCCHS, KaJI00bI
orcyTcTBoBanu. OaHako o ganHsiM MPT rosoBHOT0 MO3ra AMHAMUKY HE HAOJI01a710Ch.

Takum 00pa3oM, JaHHBIM KIMHUYECKUH Cclly4ail XapakTepusyeTrcsi OOJEBbIM
BapHaHTOM TeueHHUs 3a00JeBaHUSI C HEOJHOKPATHBIMH peuuauBaMu. JlaHHBIN
KIIMHUYECKUW MPUMEDP MOATBEPKIAET, YTO Y NAUEHTOB C MOJUOPTaHHBIM OPAKEHUEM,

BBICOKUM ypoBHEM |JG4 B KpOBHU, BHYTPUIIEUEHOYHBIMU CTPUKTYPAMU U 3HAYUTEILHOM
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3aJIepKKOW Hayasla Tepanuu (B JaHHOM cilydae — 68 MecsleB) XapakTepHO YHNOpHOE

pEeLUIMBUPYIOIIEE TEUCHUE.
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I'/TABA 4. 3BAKJIIOYEHUE

1gG4-CX  sBnsieTcss OTHOCHUTENIBHO HOBBIM 3a0oneBanueM. [lpu ananuse
uccnenoBanuii, mocBsimeHHbIX 1gG4-CX, BBISBICHO MPEBAIMPOBAHUE MY>KCKOTO IOJa
cpenu naruenToB (76% — 85%) ¢ menuanoi Bo3pacta 58,8+12,3 — 63,3+£14,5 net (6 — 8)
[3, 80, 96, 101]. CnekTp KIMHUYECKHUX MPOSIBICHUH BKIIFOYAl OOCTPYKTHBHYIO KEITYXY
(62% — 77%), motepro Beca (51%), crearopero (15%) u abpomunanbHyI0 60716 (12,5% —
42%) [3, 80, 96, 101]. DTu naHHBIE COTIACYIOTCS C pe3yJIbTaTaMH HAILIETO HCCIICOBAHUS
[3]. Omnako abnoMuHaIbHAS 00Jb HAOIFOAAIACH Y OOJIBITMHCTBA 00ceayeMbIX — 72,7%
(n=23) [3].

YcranosieHo yactoe couetanue 1gG4-CX ¢ AUII 1 tuna (52% — 92%) [3, 80, 96,
101]. [domonHuTenbHBIC JIOKATU3AUMU BKJIIOYanW: Touku (26%), 3a0pIOIMHHYIO
KJIETUaTKy (peTpomnepuToHeanbHbIi huopo3 — 9%), catoHHBIC Kele3bl (CHAIOaeHUT —
6% — 12%), nmumbouaHy0 TKaHb (MeAUACTHHAIBHBIC U aKCUJUISIPHBIC JTUM(pATHIECKUE
y3ibl — 4% — 9%) u aerounyro mapenxumy (mHUIBTpaTel — 4%) [3, 80, 96, 101]. B
JAHHOM  HCClIeIOBaHUM  JmuMdazeHonatuss (MEIUaCTUHAIBHBIX, AaKCUJULSIPHBIX,
a0JOMUHATBHBIX JTUM(PATUUECKUX Y3JI0B) PETUCTPUPOBATIACH C CYIIECTBEHHO OOJIBIIICH
gacrotor — 72,7% (n=24). Ilpennonaraercs, 4YTo HaOJIOJaeMOE PACXOKICHHE C
pe3ynbTaTaMu JAPYTUX HCCIEAOBAHUN MOXET OBITh OOYCIIOBJIECHO OTCYTCTBHEM y4YeTa
auMdaaeHonaTuu a0JOMUHATIBHBIX JTUM(PATUUECKUX Y3JIOB B IPEABITYIINX pabOTax.

CormacHo pesyabTataMm aBcTpanuiickoro wuccieaoBanus MOSAIC, naumbGoiee
pacnpoCTpaHEHHBIM TUIIOM TOPAKEHUS SKETYHBIX TIPOTOKOB SBIsICA 1 Tw,
XapaKTEPHU3YIONTUICS CTPUKTYpaMH JWCTAILHOTO OTJAENa XOJIeJ0Xa, KOTOPBIA OBLI
nuarHoctupoBaH y 52% mnaruenTtoB [96]. BropsiM 1o pacnpocTpaHeHHOCTH ObLT 4 THIT
(17%), mpu KOTOPOM CTPUKTYPHI JIOKAJW30BAJINCHh WCKIIOUHATEILHO B 00JaCTH
koHduroeHca [96]. IlopaxeHus >KETUEBBIBOASAIIMX TyTed 2 W 3 TUNOB ObUIH
3apeructpupoBanbl B 13,5% wu 12% cnydaeB coorBerctBeHHO [96]. VYV 5%
oOCJIeIOBaHHBIX TAIMEHTOB HE YIAlIOCh KIACCHU(PHUIIMPOBATH THIT OMIMAPHOTO

MOpaKEHUSI Ha OCHOBAHMHW NaHHBIX xojaHruorpaduu [96]. B pamkax Hacrosiero
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WCCIIeOBaHMs HaOII0anach 0ojiee BBHICOKAs PACIpPOCTPAHCHHOCTh TopakeHud 2 u 1
THUIIOB.

B wuccnenoBanun, mpoBeneHHoM Ghazale A. W CoOaBT., BBISBIECHO Halu4ue
MPOKCUMAaJIbHBIX BHETIEUEHOUHBIX OUIHApHBIX CTPUKTYp y 34% marnuentos (18 uz 53),
koTopbie umutupoBain XK [80]. Kpome Ttoro, y 36% mnamuentoB (n=19) Obuiu
OOHaApy)XCHBI BHYTPHUIICUCHOUHBIC CTPHKTYpPHI, cxoxwue ¢ nposiaeHusmu [ICX [80].
[lepBoHauanpHas  JUArHOCTUKA  Mpearojarajia  Hajdu4yue  3JI0KAYECTBEHHOTO
HOBoOOpazoBanus y 34% obcnenyembix (n=18). B ueTsipex ciydasx npu NoJ03peHUH Ha
XK Oblma mnpoBeieHa KOMIUIEKCHAs XUPYpPrudeckas —ornepaius, BKIIOYAroas
CETMEHTAPHYIO TEMAaTIKTOMUIO, PE3EKIMI0 JKEMYHBIX TMPOTOKOB U (POPMUPOBAHUE
renarukoetonoanactomo3a [80]. OcranpHbIM 14 manmeHTam, y KOTOPBIX BIOCIEICTBUN
Obu1 nuarHoctupoBaH AWII 1 Tuma, ObUla BBINOJIHEHA MMaHKPEATOLyO ICHAIbHAS
pE3eKIus B CBSI3M ¢ IpenonaraeMbiM pakom [80].

B wuccmenoBanmum Hekpacooit T.II. m coaet. [10] Taxke mnpencraBieH
KJIMHAYECKUN CiTy4al, JeMOHCTpUPYIONIHM omnOouHyto auarnoctuky XK y 72-nernei
nanyeHTku. BcernenctBue 92TOro mamMeHTKe Oblla  TIPOBENIEHA  JIEBOCTOPOHHSIS
reMUTENaTdIKTOMUSL C pe3ekiued [ cermeHTta mnedeHW U JIOJEBBIX TMPOTOKOB,
XOJICIIUCTIKTOMUSA U (HOPMHUPOBAHUE OMXOJAHTMOCIOHOAHACTOMO3a JIO YCTAHOBJICHUS
muarfosa [gGs-CX [10]. Pe3ynpTaThl HaIero UCCIeOBAaHUS MMOKA3bIBAIOT, YTO Y 75,7%
nanueHToB ¢ [gG4-CX m3HavyanpbHO OBUT MOCTABIICH OIIMOOYHBIN JHArHO3, BKJIIOUas
3JI0Ka4Y€CTBEHHbIE HOBOOOPA30BaHUS KEITUHBIX MPOTOKOB U MOHKEITY0YHOM JKeme3bl. Y
15% nanueHToB MpH MOJO3PEHUHN Ha MAJIUTHU3ALMIO OBLIIM BBITIOJHEHbI XUPYPrUYeCKUe
BMemaTeascTBa. [IpoBesieHne HEOOOCHOBAHHBIX OINEPATUBHBIX BMEMIATEILCTB Y
naieHToB ¢ [gG4-CX MOXKET CBUIETEIBCTBOBAaTH O HECOBEPIICHCTBE METOJIOB
nuddepeHanbHON IUArHOCTUKUA M, BEPOSITHO, HEJOCTATOYHOW OCBEAOMIICHHOCTH
meauimHcKoro coodmectBa 00 I1gG4-Ab u 1gG4-CX, B yactHocTH [3].

CornacHO JNUTEPATYPHBIM JIaHHBIM, MOpakeHWe KkumieuHnka npu I[gGs-Ab
npoucxoaut penko [/1]. B o063opnoii cratbe Fabiana C. m coaBT. ObUIM OTMEUYCHBI

creayroniue jgokanu3anuu u xapakrep nopakenus JKKT npu 10G4-AB: xenymok (n=17)
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— 3po3un U a3Bbl (30%), yronmenue crenku (13%), nceBnoonyxonu (44%), monumnsl
(13%); numeson (n=4) — ctpuktypa (25%), crpuktypa u s38a (50%), MceB1OOMyX0JIn
(25%); Tonkas xumka (n=9) — spo3un u s3Bb (11%), yrommenune crerku (22%),
niceBroomyxoiu (67%); Toncras kummka (n=7) — noautsl (29%), nceBnoomyxoinu (71%)
[71]. AxpueBa X.M. U COaBT. IPOBEJIM HCCIICIOBAHUE, B KOTOPOM H3YYMIH OOpPAa3IIbI
TKaHW TOJICTOW KHWIIIKU TAIIMEHTOB C SI3BEHHBIM KOJUTOM W Ooisie3Hbio Kpona. Briio
nposeacHo UI'X-uccenoanue ¢ ucnonb3oBanreM antutel k 1gG, 19G, u CD138 [6]. B
pe3ynbTaTe y 5 MalMEeHTOB C S3BEHHBIM KOJMTOM ObUTH BBISBICHBI [g2G4-TIO3UTHUBHBIC
KJIETKH B CIM3HCTOM 000s0ouke ToscTOM KuIIKU. KommdectBo IgG4-mO3MTUBHBIX
MIa3MaTUYECKUX KJIETOK BappupoBasio OT 2 a0 50 mpu OOJBIIOM yBEIMYEHUU
mukpockorna (x400) [6]. CoriacHo pe3ynbrataMm uccienoBanus Zhujun W. u coasrt., y
nameHToB ¢ B3K B 33,3% ciydaeB oTMeUalloch MOBBIIMIEHHOE KojnuecTBO IgGy-
MOJIOKHUTEIIBHBIX KJIETOK B CIM3UCTON 000JI0UKe, a y 9,9% MOBBIIIEHHE CHIBOPOTOYHOTO
9G4 [62]. B npyrom uccnenoBanuu B3K 0b110 00Hapy»x)eHO y 6% manueHToB (n=3) C
19G4-CX [80]. B namem uccrienoBanuu juiib y ogaHoro nanuenta (3%) ¢ 1gG4-CX obutn
JMArHOCTUPOBAHBI SPO3UBHBIN KOJIHUT M SI3BEHHBIA WJICHT. | HCTOIOTMUYECKHE MPU3HAKA
1gG4-acconmMmpoBaHHOTO MOPAKEHHS KUIIIEYHUKA IPY 3TOM OTCYTCTBOBAJIH, a XapaKTep
TEYEHUSI M OTBET HA TEPAINUIO HE COOTBETCTBOBAIIM KpuTepusMm OosiesHu Kpona. Beumy
OTCYTCTBUSI JOCTAaTOYHBIX JTHATHOCTHYECKUX KpuTepueB Kak s [gGs-Ab, Tak n s
6one3nu Kpona, TouHasi HO30J10THYECKasl MPUHAJUICKHOCTh TAHHOTO Cydas OCTajach
HeompeaeaeHHOW. OTH (aKThl TMOMAYCPKUBAIOT JOMOJHUTEIBHBIC TPYIHOCTH TIpU
npoBeneHun muddeperimansroi auardoctuku ¢ [ICX [3].

CorylacHO OTCYECTBCHHBIM M MEKIYHAPOIHBIM KIMHUYSCKUM PEKOMEHIIAIINSM,
HEO0OXOJMMO TPOBOJUTH MCCIIEIOBAHNE CHIBOPOTOUHOTO IgGs y KakIoro marueHTa ¢
[ICX npu nepBuuHoi auarHoctuke [/, 45]. Tem He MeHee aHa/IU3 MOBBIIICHHBIX
nokazarenerd [gGs mpencrtaBigeT ONMPEACICHHBIE CIOKHOCTH, TaK KakK MOBBIIICHUE
ypoBHs 1gGs ceiBopoTku He sBisieTcs cnerubuyaabiM s [gG4-CX. Tlo pesynbraram
HAIIIETO WCCeA0BaHus MOBbIIeHHE YpoBHS [1gG4 B CHIBOPOTKE KPOBH HaOJIOIATIOCH Y
25,8% nanuentos ¢ [ICX. [4]. B nByx uccrnenoBanusx, npoeaenubix Ohara H. u coasr.,

a Taxoke Boonstra K. u coaBt., Obutu ornpeneneHs! noporossie ypoBHU 1gG4 B CHIBOpOTKE
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kpoBu s auddepeHmmanpHoi nuarHoctuku Mexay 1gGs-CX u [ICX. B mepBom
HCCIIeIOBAHUM MIOPOTOBOE 3HAUECHHUE COCTaBUIIO 1,77 1/11 ¢ uyBCTBUTENBHOCTRIO 91,5% 1
cnerupuaHocThio 87,6% [53], a Bo BTOpoMm — 1,4 1/ ¢ gyBcTBUTENBHOCTRIO 90% U
cunenuduanocthio 85% [109]. B uccnenoBanuu, mposeaeHroM VUjasinovic M. u coasr.,
OblJIa MPEANpUHATA MOMbITKA OLEHUTh 3HAYUMOCTh Jpyrux ¢paxuuit [gG B KpoBH B
KadecTBe MapKepoB ytst qudpepeHnnanbHOi TMarHOCTUKHU. bhITo yCTaHOBIEHO, UTO JIS
[ICX xapaktepHbl HOpMaabHbIN ypoBeHb 1gG;, (1,69—7,86 1/11) 1 MOBBINIEHHBIA YPOBEHB
19G1 B kpoBu (8,2+2,6 1/11) [79]. B npyrom uccnegoBanuu nossieHue IgG, chIBOPOTKU
no 1aByx HopM wu coortHomeHue IgGa/lgG; >0,24 onpemenwiu B KavyecTBE
nuarHoctuyeckoro kputepus 1gG4-CX (uyBcTBUTENBHOCTE — 86%, crienuuyHOCTh —
95%) [109]. Ommako ompenencaue ypoBHs IgGi m IgGz B CHIBOpOTKE KpOBH B
OonpIMHCTBE Jabopatopuit HemoctynmHo. CoriacHo pe3ysibTaTaMm HCCIEI0OBaHuUA,
cootHomenue IgGq/IgG B kpoBu, mpeBbimaromee 0,129, 3HAUMTENBLHO daIle
HaOmonaercs npu 1gG4-Ab B cpaBHEHHH C IpYTUMU ayTOUMMYHHBIMH 3a00J1€BaHUSIMU
[120]. CratucTrueckuii aHaIM3 MOATBEPKIACT BHICOKYIO 3HAUMMOCTh TOTO ITOKA3aTelIs
(OII=31,25; 95% JH: 15,31-63,79; p<0,001) [120]. B xoae HaIiero mcciemaoBaHUs
ObUTO BBISIBJIEHO, 4TO sl mamueHToB ¢ I[ICX xapakTepHO MOpPOroBOE 3HAYCHUE
cootHomenus 1gG4/IgG B xkpoBu <0,11 B cpaBHeHuu ¢ 1gG4-CX (4yBCTBUTEIBHOCTD —
84,2% u cnenmduunocts — 64,3%) [4].

B nonosHenue k ucciaeqoBaHui0 CbIBOPOTOUHOTO IgGa psig paboT ObLI MOCBSIIEH
olleHKe KoHUeHTpauuu IgGs B kemuu. YcCTaHOBIEHO, 4TO ypoBeHb IgGs B xemuw,
npeBbimammmii  moporosele 3HadeHus 0,038 r/n (ayBctBUTEnbHOCTE — 100% w
cnenupuyHocTh — 76,9%) 1 0,130 r/a (wyBcTBUTENBHOCTD U crienuduunocts — 100%),
MOXKET CITYKUTb mudpepeHnnanTbHO-TMarHOCTHYECKUM KpUTEpUEM TUTSI
mupdepenunansioit nuarHoctuku IgGs-CX ¢ IICX u XK [4, 5, 65, 98]. Cnenyer
OTMETHUTh, YTO CYIIECTBYIOT OMPECICHHBIC TEXHWYECKUE TPYJAHOCTH, CBSI3aHHBIE C
MOJIyYeHUEM YHCTBHIX 00pasioB >kemun y marueHToB [4]. B wacTHocTH, ycTaHOBKa
HapY)KHBIX JIpEHAXEH COMpPSDKEHa C PHCKOM Pa3BUTHS BTOPHYHONH HWH(EKIUU U
BO3HMKHOBEHUS HMH(PEKIIMOHHOTO XOJAHTHTA, YTO MOKET IMOBIUSATH Ha TOYHOCTH

pe3ynbrartoB [4].
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B 2017 r. Moon S.H. u coaBt. pa3zpaboranu cucteMy Oa/NIbHOW OIEHKH IS
muddepennmanbio auarHoctuku [ICX um IgG4-CX [41]. B wuccienoBanue ObLIO
BiuTroueHO 39 marueHToB ¢ 1gG4-CX u 76 ¢ [ICX, y Bcex 00cie10BaHHBIX HAOTIOIAIHCh
CTPHUKTYpbl BHENIEUEHOUYHBIX JKEMYHBIX MPOTOKOB [14, 41]. YuuTheiBanuch ciaeayroomue
napameTpbl: BO3pACT NaIlMEHTOB, HATMYNE BHENIEYECHOUHBIX MposiBieHui, Hannuue B3K,
ypoBeHb IgGs B CBIBOPOTKE KPOBH M XapaKTEPHBIE XOJaHTHOTpaduIecKue U3MEHEHUS
[14, 41]. WccnenoBatenn npeajioKUIA HCIIOIb30BaTh 3HAYCHUE B CEMb OAJIJIOB M BBIIIIE
B Ka4eCTBE JMArHOCTUYCCKOTO KpuTepus 1t onpeaenenus 1gG4-CX (AUC=0,986) [41].
B pamkax Hamiero WcCCIeOBaHUH MBI pa3pabOTaid MaTeMAaTHYECKYI0 MOJENTb C
UCITIOJIb30BAaHUEM JUCKPUMUHAHTHOTO aHAIN3a, KOTopasi Mo3BoIsIeT nuddepeHImpoBaTh
19G4-CX u TICX. Mopenp BKITIOYAeT TaKWe MapaMmeTphl, KaK BO3pacT >55, Mo, BUT
npodeccun, ceiBopotounsie 1gG, <1,7, IgG >15, xonecrepun <5,71, 303unoduiis: >0,22,
Hanuuue nankpeatuta u B3K, skentyxa B MoMeHT nebroTa 3aboneBanusd. Jns yao0cTBa
WCITOJIB30BAaHUS OBLI CO3/IaH OHJIAWH-KAJBKYJISATOP, KOTOPBIM ITO3BOJISET TPOBECTH
OBICTPBIN pacyeT BEpOSITHOTO IMArHO3a.

B wuccnenoBanun Ghazale A. u coaBT. yacTOoTa PEUUIUBOB IOCJE JICUCHUS HE
pasnuyaiiach B TPYMIE MAIMEHTOB, MPOIICANINX XHPYPrHUECKOe JICUCHUE, W TPYTIIE,
noiyuaBiiet crepousisl (44% u 54% coorBeTcTBeHHO; p=0,1), peuUaIMBBI BOSHUKAIH
MeHee YeM depe3 6 MecsieB mociie oOTMeHbI npeanu3onona [3, 80]. Hame ucciaenoBanue
MOKa3aJio, 4TO0 (PaKT MPOBEIACHUS XHUPYPrHUYECKOTO BMEIIATEILCTBA BIHUT Ha PHUCK
penuanBa TOJIBKO B CIy4asX HAJIMUYUS CTPUKTYP BHEMEUYEHOUYHBIX >KETYHBIX MPOTOKOB
[3]. BeposiTHO, 3TO CBA3aHO C TEM, YTO MAI[HCHTaM C JMCTATbHBIMH CTPUKTYPAMHU Yalile
BBITIOJIHSUTA ~ CTGHTHPOBAHUE KEIYHBIX IMPOTOKOB U JAPYTHE XHPYPTHUCCKHE
BMEIIATEILCTBA, YTO MPUBOJUIIO K YBETUYCHHUIO YaCTOTHI BOCXOJSIIETO XOJAHTHUTA U
3anepxkuBaio Havyano Ttepanuu ['KC [3]. [lpokcuManbHble CTPUKTYpBI OKa3aJIMCh
MPEIUKTOPOM pEelUANBA ¢ 4acTOTON 64% 1o cpaBHEHHUIO ¢ 32% MNpu HATUYUM TOJIBKO
JTUCTaNbHBIX CTPUKTYp (p=0,02), a BO3pacT MalMe€HTOB, MOJI, KIMHUYECKUE MPOSBICHUS
(MexaHMUYecKas Kentyxa), HopManu3aius ypoBHS [1gGs CBIBOPOTKH TOCIHE JICUCHUS HE
pa3Inyaguch y MalMeHTOB ¢ penuanBoM u 0e3 permausa [3, 80]. B uccnenosanuu Cho

S.H. u coaBr., rjae 66110 poaHanu3upoBano 148 manuenTos ¢ 1gG4-CX,y 59 nmanueHTtos,
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KOTOpPbIE UMEIN BHYTPUIICUCHOYHBIC W MPOKCUMAJILHBIE BHEIICUYEHOYHBIE CTPHUKTYPHI,
OTMeYaJlach MEHbIIIas YyBCTBUTEILHOCTD K cTepouaaM (91% vs 100%; p=0,008) u uamie
BO3HHKAN MUppo3 neueHu (9% vs 1%; p=0,034) [3, 25]. KymynaruHas 6e3peruauBHas
BBDKHMBAEMOCTh TakKe OblIa HUXKE y 3Tor rpynibl (67% vs 79% uepes 5 net; p=0,035)
[3, 25]. B rpyriie naiueHToB JaHHOTO UCCIIC0BAHUS BOBJICUCHHE BHY TPUIICYCHOUHBIX U
MIPOKCUMAIBHBIX BHENEYCHOUHBIX JKEITYHBIX MPOTOKOB TAK)KE MOBBIMIATIO PUCK PEIIUINBA
19G4-CX. [1o naHHBIM MPOCTIEKTUBHOTO UCCIIEAOBAHMS, B KOTOPOM MPHUHSIN yyacTue 52
naimenta ¢ 1gGy-Ab, ObuTO ycTaHOBIIEHO, 4TO 39% MAIMEHTOB WMENIH PEIUIUB
3a0oeBaHusl B TeueHWe | Toja IpH MOACPKUBAIOIICH Tepaluy MPETHU30JI0HOM (B
no3upoBke 5—10 mr/cyT), a cpeaHee BpeMsi O BOSHUKHOBEHHMSI PELIUMBA COCTABUIIO
7,05£3,55 mecsneB [3, 49]. Peruausel 3a0o0iieBanus HanOoJiee 4acTo HAOIIONAINCH B
xemunbix nporokax (13,33%), cmesnbix sxenezax (12,50%), numdbatuyeckux yzmax
(11,76%) u nmomxenynounoit xenese (8,33%) [3, 49]. bouo ycranosneno, uro 87,5%
MAIMEHTOB, Y KOTOPHIX MPOMW3O0IIE] PEIUINB, UMEIN MOopakeHne Oojiee 6 OpraHoB B
Havaie teparmuu (p=0,01) [3, 49]. B npyrom uccinegoBaHuM ObUTM MOJTYYEHBI CXOXKHE
pe3ynbTaThl: YaCTOTA PEIUINBOB B TPYMIIE C TIOJUOPTAaHHBIM IMOPAKCHUEM OblJIa BBIIIIC
(83,3%), a Oe3peumauBHas BBDKMBAEMOCTh cocTaBuia 20 MecsueB B Tpynmne ¢
M30JJMPOBAHHBIM TOPAKEHUEM >KETYHBIX IMPOTOKOB, YTO CYIIECTBEHHO TMPEBBIIIATIO
Oe3peIINBHYI0 BBDKHBAEMOCTh B TPYIIE ¢ MHOKECTBEHHBIMH mopaxeHusMu (3,1
Mmecsma, p=0,01) [3, 101]. B smoHcKkOM HCCIEAOBAaHWM YacTOTa PEIUIMBOB OblIa
3HauMTENBbHO BhilIE B rpymre 1gGs-CX ¢ comyrerByromuM AUII 1 Tuna no cpaBHEHUIO
¢ rpynmnoi u3oaupoBanHoro 1gG4-CX (p=0,046, log-rank-rect) [3, 31]. B xoxe Hamero
UCCIICIOBAHMS HE ObLIO BBISIBIICHO 3HAYMMBIX Pa3IUUUil MKy JaHHBIMH rpyrmmamu [3].
BeposiTHO, 3TO 00YCIOBIICHO TEM, YTO KOJMYECTBO MAIIMEHTOB C U30JIMpOBaHHBIM [gGy-
CX 0bUTO HEMOCTATOYHBIM ISl MpoBeneHus aHanmm3a [3]. OmHako MPU BOBJICUECHUU
JpPYTUX OpraHoB, MOMHUMO TMOJKEITyAOYHOM kene3bl, puck peuuanBa IgGs-CX
3HAUWTEIBHO  YBEIMYMBAJICS, TIPCIMOJNIOKHUTEIBHO, W3-3a 0OOJiee  BBIPAKCHHOU
aKTUBHOCTH 3a00ieBanus [ 3].

Kpome Toro, oOCykaaeTcsi BIUSHHE BapuaHTa TE€PAlUU B YacTOTE PELUIUBOB

19G4-Ab. B Metaananuse, BkitounBiieM 1169 nanmeHToB ¢ pa3nuyHbBIMU ~ BapUaHTaMU
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19G4s-Ab, Ob0 00HApPYXEHO, YTO TMOJACPKUBAIOIIAS TEpamus pPUTYKCHMaOOM
JIEMOHCTPHPOBAIa HAMMEHBIIYIO YaCTOTY PEIIUINBOB MO CPABHEHHIO C APYTUMHU BUAAMHU
aeuenus (OII=0,10; 95% JAW: 0,01-1,63) [60]. A komOunupoBannas teparus [ KC n
CTepOHI-COepEeraloIMy  MpenaparaMd  acCOIMMPOBANach C MEHbBIIEH YacTOTOM
peumauBoB, yem tepanus toiasko ['KC (OI=0,39; 95% JU: 0,20-0,80) [60]. Me1 He
TIPOBOJTUIIH OTICHKY BIIUSIHUS THTIA TEPATMH HA PUCK PEIIUINBA, TTOCKOJIBKY OOIBITMHCTBO
narerToB nonydano ['KC, nwmme nBoe — purykcuMad, a crepoujacOeperarorme
npernapaThl UCTIOIB30BAJIMCh TOJIBKO MOCIIE SMU30/1a peruansa [3].

B HEKOTOpBIX HCCIIEIOBAHUSAX TMPOBOJUJICS TMOUCK HOBBIX (DaKTOPOB,
MPOTHO3UPYIOIIMX BEPOSITHOCTh PELUUIUBOB. YCTAaHOBJIEHO, 4TO ypoBeHb IgE B
CBIBOPOTKE KpoBH y narueHToB ¢ [gG4-Ab 6e3 petiuiuBoB ObLT HUXKE, YEM Y MallUEHTOB
¢ pemumuBamu (p=0,001) [83]. IloporoBoe 3HaueHue IgE s mporHo3MpoBaHUS
permauBa coctaBuiio >380 kME/n (uyBcTBUTENBHOCTD — 64% 1 cnienduuHocTs — 88%)
[83]. B nmpyrom wmcciemnoBaHuu OBUIO OTMEYECHO, YTO Yy TMAIUCHTOB C IOBBIIICHHBIMHU
ypoBHsiMu [gGa, IgE u 203MHOGUIOB OTHOIIEHHWE PUCKOB MOCJIEAYIONIETO pPElUInBa
19G4-Ab 6b110 BIie. Meauanubie 3Hauenus coctaBuwin: 1gG, — 8,58 r/n (O1LI=6,2; 95%
Jn: 1,2-32,0), IgE — 5,60 r/a (OII=8,2; 95% AW: 1,4-50,0), s03ur0puasr — 0,77
teic/Mka (OII=7,9; 95% JAW: 1,8-34,7) [102]. B uccnenosanuu Huggett M.T. u coasbT.
OBLJIO TTOKA3aHO, YTO OTCYTCTBUE CHUXEHUS YpoBHS IgGs B CHIBOPOTKE KpOBHU Ha (PoHE
neuenust (p=0,50), a taxxe cHkeHue ypoBHS I1gGs A0 HOpPMaJIbHBIX 3HAYEHUH HE
SBJISUTACh TIPOTHOCTHYECKUMHU (aKkTopaMH peruanBa 3a00jeBaHus. AHaJIOTUYHBIC
pe3ynbTaThl OBLIM TIOJYYCHBI B HAIIEM HCCIICIOBAHHUH, YTO TAK)KE HE MOATBEPAMIIO MX
BIUSHAE HAa pUCK pernuauBa y mnarueHToB [3]. OmHako moporoBoe 3HaueHue 1gGa
ceiBOpoTkH 10 Tepanuu ['KC myig mporHo3upoBaHus pelUUIMBa B HAIIEH KOroprte
coctasmio 2,24 r/n (p=0,04) [3]. IIpu cpaBHEHUU ypOBHS 303MHO(HUIIOB CHIBOPOTKH B
3aBUCUMOCTH OT PEIUANBA HE YAAIOCh YCTAHOBUTH CTATUCTUYECKU 3HAYMMBIX Pa3THUnN
(p=0,498), IgE cwBopoTkm He wucciaenoBaica. OOHAKO  COMYTCTBYIOIINE

ajieprojoruyeckue 3aboneBanus ObUIH BbIsiBIICHBI Y 18% (n=6) manuenToB ¢ [gG4-CX

[3]
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[Tporuo3s mpu 1gG4-CX cunrtaercs 01aronpusTHBIM, TaK KaK OTMEYAETCsl OBICTPBIN
u oT4yeTuBbINA oTBeT Ha Tepanuto ['KC, Takke 3aperucTpupoBaHbl Ciiydau CIOHTaHHOU
pemuccun [99, 116]. OxHako Bce OONbIe JAHHBIX CBUACTEIHCTBYET O IOBBIITICHHOM
PHUCKE pa3BUTHS 3JI0KAYECTBEHHBIX HOBOOOpa3zoBaHui cpeau nauumeHToB ¢ 1gGs-CX, B
TOM YHClIe Y manueHtoB ¢ peuuauBamu [/75, 107]. PenumuBel IgGs-CX ocrarotcs
aKTyaJIbHOW MPOOJIEMOM, TOCKOJIBKY HEM3BECTHBI WX MPEIUKTOPHI M OTCYTCTBYIOT
KOHKPETHBIE PEKOMEHIAIIMU 10 AOJATOCPOYHOMY BEJICHUIO JAHHOM I'PYIIIbI MallMeHTOB.
Jlnst mpoMITaKTUKH PEIUANBOB B a3MATCKUX CTPAaHAX YacTO HCIIOIB3YETCS TAKTHKA
HasHadeHus HU3KkuX 103 [’ KC (5-10 mr/cyT.) B KauecTBe moaaepxuBaronieii tepanuu [18,
57, 73]. B 3amagHbIX cTpaHax, HA00OPOT, pEKOMEHIYIOTCs Oosee kopoTkue Kypchl ' KC
[39, 80]. B Hamiem ncciieqoBaHuy He ObLTO OOHAPYKEHO CBSI3U MEXKTY TTOIJIEPIKUBAIOIICH
Tepanuell M 4acTOTOM PEelUJIMBOB, YTO BO3MOXKHO ONPENEISETCS MaJbIM pa3MepoM
BBIOOPKM, TaK KakK IMOJJACPKUBAIOIIYI0 Tepanuio noayuunu jumb 21,2% (n=7)
naueHToB [3].

Bmusane [gG4-CX  Ha TOBBIIEHHME PUCKA PA3BUTHUS  3JI0OKAYECTBEHHBIX
HOBoOOpa3oBanuid, Bkiovyas XK, ocrtaercs cnopHbiM. B nmmreparype ommcaHbl Kak
cinydan onHoBpemeHHOM nuarHoctukun XK m 1gGy-CX, tak m passutne XK B nepuon
neuenns [gG4-CX [28, 44, 68]. B namewm uccienqoBanuyu y ogHoro narueaTa XK Obura
auarHoctupoBaHa depe3 rox  mocie pasButusa  I1gGs-CX  [3]. HeoGxomumbl
JOTIOJTHUTENIbHBIC KPYITHBIC MPOCTICKTUBHBIC WCCIICIOBAHUS ISl YTOYHCHHS PHUCKOB U
MEXaHU3MOB BO3MOXKHOUM 3j0KadyecTBeHHOW TpaHchopmarmu mnpu IgGs-CX. B
KIIMHAYECKON TMPAKTHKE PEKOMEHIYETCS JJIMTENbHOE WM TIIaTeIbHOE HAOJI0JIeHUE 3a
narmeHtaMu ¢ 1gGy-CX it paHHEro BBISBICHUS BO3MOXHBIX 3JTI0KAYECTBEHHBIX
HOBOOOPa30BaHU U CBOEBPEMEHHOTO Havajia TEPAITHH.

Hacrosimee wucciemoBaHne  XapakTEpU3YeTCS  PSAAOM  METOJIOJOTHYECKUX
OTpaHUYCHHM, KOTOpPhIE HEOOXOJMMO YYHUTBHIBATh IMPH HHTECPIPETALMH IMOJTYICHHBIX
pe3ynbpTaToB. B WacTHOCTH, CliemyeT OTMETUTh YaCTUYHO PETPOCIICKTUBHBIN XapakTep
aHaju3a, HeOOJIbIION 00BEM BEIOOPKH U OJTHOLICHTPOBOM IM3aiiH ucciaeaoBanus. [lepuon
HaOmoeHus coctaBmil 38 MecsleB (MHTEPKBAPTUIILHBIN pa3dmax — 16—-60 mecsdieB), uyto

MOTJIO TIPUBECTH K MPOITYyCKY TMO3MHUX penunuBoB 3aboneBanus [3]. Heobxomumo
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IMPOBCACHUC H&HBHGﬁIHHX IMPOCIICKTUBHBIX MHOT'OLICHTPOBBIX I/ICCJ'ICI[OBaHI/Iﬁ ¢ 6onpImIMM

00BEMOM BBIOODKH.
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BbIBO/bI

1. Cy1iecTByIOIME TUATHOCTUYECKUE KPUTEpUH HE Bcerja 3pGEeKTUBHBI JJIs
yCTaHOBJICHH auarHo3a lgGa-acconmupoBaHHOTO CcKIlepo3upyroriero xonanruta (1gGy-
CX). Ilpu npumenenuu kputepueB HISORt (2008 r.) amarnosz IgGs-CX He Obln
YCTaHOBJIEH Yy 27% MaluKueHTOB, a PU UCIIOIb30BaHUU SITOHCKUX KpuTepues (2012 r.) —
y 36% manueHToBs.

2. VY nanuentoB ¢ IgGs-CX mo cpaBHEHHIO C MallMEHTaMU C NEPBUYHBIM
cxiieposupyromum xonanrutoMm (IICX) gamie HabmogaMMCh XeNTyXa (COOTBETCTBEHHO
78,8% u 37,3%; p<0,001), abnomunanbpHas 006 (coorBeTcTBeHHO 72,7% tpoTtus 47,8%;
p=0,018) u cHmxeHne mMaccol Tena (cooTBeTcTBeHHO 72,7% mpotus 20,9%; p<0,001) B
nebrore 3abosieBanus. Yactora pa3Butus auapen y nauueHtoB ¢ 1gGs-CX Obuia HuxKe,
yem y marueHToB ¢ IICX (coorBerctBeHHO 18,2% mnpotuB 38,8%; p=0,038). s
mupdepenunansiont  auarHoctukn  Mexay IICX wu  1gG4-CX  ycTaHOBIIEHBI
COOTBETCTBYIOIIME MIOPOTOBBIC 3HAYCHHUS CHIBOPOTOUHBIX 19G, 19G4 1 1gG4/1gG: 17,1 r/n
C 4yBCTBUTENBHOCTHIO 75,0% u cieruduyanocthio 72,4%; 1,99 r/n ¢ 4yBCTBUTETHLHOCTHIO
92,3% u cnenuduanocteio 74,2%; a Taxke 0,11 ¢ uyBcTBUTEnBHOCTHIO 84,2% un
crenupuaHOCTHI0 64,3% COOTBETCTBEHHO.

3. Haunbonee wacto B wucciaegyemort rpynme mnanueHToB ¢ 1gGs-CX
BCTPEYAIUCh CTPUKTYypa JUCTAIBHOTO OT/AeNa obiiero >keayHoro npotoka (30,3%) u
COUCTAHWE CTPUKTYP BHYTPUIICUYCHOUHBIX JKETYHBIX TIPOTOKOB C JHCTAIBHOMN
CTPUKTYPOH 00IIEro KeaqHoro nporoka (27,3%). 3HaunTeIbHO peske 00HAPYKUBAIOTCS
cTpukTypa KoHpioenca (15,2%) u codyeranue CTPUKTYp IUCTAIBLHOTO OTENa OOLIEro
YKEITIYHOTO TIpoTOoKa U KoHpuroeHea (9,1%).

4.  YacToTa BBITIOJIHCHHUS] MHBA3WBHBIX IUATHOCTHUECKUX Tporenyp (Ouorcus
YKETYHBIX MPOTOKOB U neueHn) coctaBuia npu 1gG4-CX 30%, npu [ICX — 67% YacroTa
BMEIIIATEILCTB, BHITIOJHEHHBIX C JieueOHOM 1enbto, coctaBuna npu [gGs-CX 36%, npu
[ICX — 16%. YacTtoTa BBINOJHEHHBIX BMEIIATEIBCTB B CBSI3U C OMIMOOYHO

JIMAarHOCTUPOBaHHOM omyxosbto coctaBuia npu [gG4-CX 9%, npu I[1CX — 1,5%.
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S. Huddepenunansaas auarHoctuka 1gG4-CX u IICX Brimouaetr B cebst
OLICHKY BO3pacTa TMAalMEeHTOB Ha MOMEHT Je0roTa 3a00JieBaHUs, KIMHUYECKON
CUMITOMATUKU (3KenTyxa, a0AoMuHaibHas O0Jib, MOXYyJIaHUE, Juapesi), BHISIBICHHE
IKCTPAOWIIMAPHBIX MopaxeHud, ouneHky ypoBHeil IgGs m IgG B  CBIBOPOTKE,
TUCTOJIOTUYECKOE HcclieqoBanue neuenu. s nanuentoB ¢ 1gG4-CX xapaktepHsl Oosiee
MO3JHUM BO3pacT HA MOMEHT JAe0roTa 3a0o0seBanus (cooTBeTCTBEHHO 61 rox m 41 rox;
p<0,001), monuopraHHbIii XxapakTep nopaxkenusi (coorBercTBeHHO 87,9% u 46,3%;
p<0,001), B TOM umcIie 9acTasi acCoOIMaIus C MaHKpeaTuToM (cooTBeTCTBeHHO 81,8% m
24,2%; p<0,001) w pasBuTHE DK30KPUHHOW TAHKPEATHUYSCKON HEIOCTATOYHOCTH
(cootBerctBenHo 15,2% wu  3,0%; p=0,038), sddextuBnocts T'KC u npyrux
MMMYHOCYIIPECCUBHBIX MPENapaToB.

6. [lonHbli KIMHUYECKUH ©  J1aOOPATOPHO-MHCTPYMEHTAIBHBIA  OTBET
HaOmonancs y 60,6% manuentoB (n=20). Hopmanuzanus ypoBHs 1gGs B chIBOpOTKE
KpOBU (cepojioruueckasi pemuccusi) Obuta gocturnyta y 4% mnanuentoB. Pemuccus mo
JIAHHBIM JIY4€BBIX METOJIOB MCCieAOBaHUsA Obla aocturHyta y 22%. OcioxHeHUus
pasBwiuch y 60,6% manuentoB (n=20), cpeau KOTOPBIX MUppo3 nedyenu — 6,1% (n=2),
TpoM003 cene3eHounoi Benbl — 9,1% (n=3), nopranbHas runeprensus — 15,2% (n=5),
BApUKO3HOE paciuivMpeHue BeH nuiieBoaa — 9,1% (n=3), kpoBOT€UECHHUE U3 BAPUKO3HO-
pacmmpeHHbix BeH mmmeBoga — 3,0% (n=1), »K30KpMHHas HEIOCTATOYHOCTH
nopkey1ouHon xenessl — 15,2% (n=5), XK — 3,0% (n=1), BOCXOISAIUNA XOJIAHTUT —
45,5% (n=15).

7. Hanuuuwe monMopraHHOro TOpaXXeHUss W MPEABIAYIIUX XUPYPrHUECKUX
BMEIIATEJIbCTB B aHAMHE3€ Y MAallMEHTOB C BHETEUEHOYHOMU JIOKaNU3aluen OMIMapHbIX
ctpuktyp npu IgGs-CX mnoBbIIa€T pPUCK pa3BUTUS penuauBa B 85 u 12 pas
cootBercTBeHHO (p=0,001 u p=0,047). Jlokanuzauuss OMIMAPHBIX CTPUKTYP HHUKE
KOH(IIOEHCA 1O CPaBHEHUIO C BHYTPUIICUCHOYHBIMA U  TPOKCHUMATbHBIMU
BHETICUEHOYHBIMU CTPUKTYPAMH aCCOLIMUPOBATACH CO CHIYKEHUEM PUCKa PEIUANBA B 7,5
paza (p=0,032). Ilpu mnoporoBoM 3Ha4YeHUU ChIBOpoTOYHOTrO IgGs >2,24 T1/n
nporuo3upoBacs peruanB [gG4-CX ¢ uwyBcTBUTEIbHOCTHIO 100% 1 crienudUIHOCTHIO

56,2% (p=0,04). 3amepxka B YyCTaHOBJICHMM JauarHo3a Ha 17 MecsueB u Oosee
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CyliecTBeHHO yBenmuuBaiia puck peruauBa (P=0,049), grto o0OycnoBIMBacT

HEOOXOMMOCTh CBOEBpEeMEHHOM nmuarHoctuku [gG4-CX.
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INPAKTUYECKHUE PEKOMEHJIALIUN

[TosrydyeHHbIE JaHHBIE TO3BOJIWIN C(POPMHUPOBATH CIEAYIOLINE PEKOMEHAALINU:

1. Pexomenpayercst BkiounTh uccinenoanue yposuei 1gG, 19G4 ceiBopoTkH 1
cootHouieHust 1gG4/IgG B cTaHAapTHBIE IPOTOKOJIBI JUATHOCTUKU XOJIAHTUTOB, YTOOBI
MOBBICUTH TOYHOCTH AU depentmanbaoi nuarnoctuku Mexay [ICX u [gG4-CX.

2. JI7is CBOEBPEMEHHOTO BBISIBIICHUS PEIMANBA U OCJIOXHEHHUN 3a00JIeBaHUS
PEKOMEHIYETCS POBOJUTH OKU3HEHHOE TUHAMUYECKOE HA0JII0IEHUE BCEX MALMEHTOB
¢ 19G4-CX. OcobeHHO YacThlii KOHTPOJIb HEOOXOIMM B CIIyYasiX MOPaKEHUS HECKOIBKUX
OpPraHOB, HAJIMYUs CTPUKTYp BBIIIE KOH(IIIOEHCA JI0JIEBBIX MPOTOKOB, IMEPEHECIINX
XUPYpPruuecKue BMEIIaTeIbCTBA, C MOBBIIIEHHBIM ypoBHEM |JG4 B CBIBOPOTKE KPOBU U
3aJIep>KKOI B YCTAHOBJIEHUH JUAarHo3a.

3. PekoMeHayercss MpoOBOAUTH THUCTOJIOTMYECKOE HCCIEA0BaHUE OMONTATOB
NEYEHU JUIsl UCKIIOYEHHS JApPYyTUX 3a00J€BaHUU JKETYHBIX MPOTOKOB, a TaKkKe
BHYTPHUIPOTOKOBYIO OHUOICHIO, Opalll-IUTOJIOTHIO JIJISi UCKIIOYEHUS 3JI0KAYECTBEHHBIX
HOBOOOPA30BaHUM.

4, B cBf3u ¢ BBICOKOM 4acTOTOW MOPAXEHUsI MOHKETYAOUYHOU KEJNE3bl MPU
19G4-CX y Bcex manueHToB B MPOrpaMMy THHAMUYECKOTO HAOIOICHUST PEKOMEH Ty €eTCs
BKJIFOYUTh  KOHTPOJb  IAHKpEaTUYeCKMX (EpPMEHTOB B  CHIBOPOTKE  KpPOBH,
NAaHKPEaTUYeCKOM 3JacTasbl-1 Kaja, TJIFOKO3bl CHIBOPOTKM KPOBU M TJIMKMPOBAHHOIO
reMOorJIo01Ha.

5. [Ipu HeuHPOPMATUBHOCTH PE3YJIHTATOB YPECKOKHOW MyHKIIMOHHOMN
OMOIICUM TI€YEHU PEKOMEHIYETCSl OLIEHUTh OTBET Ha KOPOTKUU KypC CTEPOUIHOM
Tepanuu no 1abopaTopHO-MHCTPYMEHTAJIbHBIM JaHHBIM.

6. AJbTEpHATUBON  SHJIOCKONMYECKONW WM Hapy>XHOM  JEKOMIPECCUU
YKETYHBIX MPOTOKOB y MALMEHTOB C BbISIBIEHHBIM [gG4-CX MOXeT ObITh MPUMEHEHHE
npo6Horo kypca ['KC. DTo MokeT yMEHBIIUTD PUCK Pa3BUTHSI BOCXO/SILETO XOJIAHTUTa,
NPEeIOTBPAaTUTh HEOOXOAUMOCTh B AHTHOMOTHUKOTEpANUM W H30€KaTh 3aJEPKKU C

"HauaioM jeueHus ' KC.
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1. Pexomenmyercs ucnosib30BaTh pa3pabOTaHHYIO MATEMATHIECKYIO MOJICTTh U
CO3/IaHHBIN Ha €€ OCHOBE OHJIAMH-KAIBKYIATOP s AudPepeHImaIbHON JUarHOCTUKU

190G4-CX u IICX B KIMHUYECKOH MpPaKTHUKE.
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CIIMCOK COKPAIIIEHUM U YCJIOBHBIX OBO3HAUYEHUAI

AUII — ayTOUMMYHHBIN TAHKPEATUT

AJIT — ananmHaMUHOTpaHCepasza

ACT — acnapratamuHoTpaHcdepasa

BbJIC — 60mb110# 1yOoaeHATBHBIA COCOUCK

B3K — BocnanutenbHble 3a0071€BaHUs KUIIIEYHUKA
BPBII — Bapruko3HO€ paclimpeHre BEH MUIIECBOAA
['TTII — raMMa-rayTaMuITpaHCIENTHAA3A

['KC — rmroKOKOPTHKOCTEPOUIBI

NI'X — IMMYyHOTUCTOXUMUS

KT — komnbrorepHas ToMmorpadus

MPT — marauTHO-pe30HaHCHas TOMOTpadus
MPXTII" — MarHuTHO-pE30HAHCHAS XOJIaHTHOTIaHKpeaTorpadus
11/3 — 10JIE 3pEHUA NPU BICOKOM yBenndyeHuH (xX400)
[ICX — nmepBUYHBIN CKIEPO3UPYIOIINMI XOTAHTUT
COD — cKOpOCTh OCEeTaHUsl SPUTPOLIUTOB

CPb — C-peakTuBHbIN O€TOK

VY 3U — ynbTpa3ByKOBOE UCCIIEIOBAHUE

XK — XoJIaHTHOKapuuHOMa

D — menounas pocdaraza

OI'IC — 330¢aroracTpo,1yo1eHOCKOITHS

OPXIIT" — sapockonmuueckas peTporpaiHas XoJaHTHOIIaHKpeaTorpadus
95% AN — 95% noBepuTenbHbIM HHTEPBAI

IgE — ummynorno6ynun E

19G — ummyHor00YIMH G

19G1 — ummyHornoOynun G4

19G2 — ummyHorOOYNUH G

19G4 — ummyHOTI00YIMH Gy

19G4-Ab — 1gG4-acconmupoBanHas 60Jie3Hb

19G4-CX — 1gGa-accoumupoBaHHBIN CKIEPOIUPYIONTUN XOJaHTUT
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N — 4UCI0, KOJIMYECTBO
P — BEPOATHOCTBH PA3JINUMN NTOKA3aTEIEH

S — cerMeHT
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