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KNMAHWYECKOE HABNIOAEHUE
UMMYHOIMOBYINH G4-CBA3AHHOIO
3ABONEBAHUA

Benopycckuit rocyaapcTBEHHbI
MeaWLUHCKNIA yHuBEpCUTET

lMpedcmasnen knuHu4yeckul cnydal uMMyHO2n06ynuH
G4-ceasaHHo20 3aboneesarus. [NodpobHo onucaHa ucmo-
pus 3abonesaHus, KNUHUYECKUE nposeneHus 8 debome u
8 passepHymyo cmaduro. Mamonoeaus nposensanace Kiu-
HUYeckol KapmuHoU 6poHxuanbHoU acmmbi, 08yCMOPOH-
Heeo cuanadeHuma U aymouMMYyHHO20 MaHKpeamuma.
B kposu nayuerma obHapyxeH 8bICOKUll ypO8EeHb UMMYHO-
enobynuHa G4 (28,3 e/n). NokasaHa xopowas shgpekmus-
HOCMb enrKoKopmukocmepoudHol mepanuu. Obcyxda-
romes mpydHocmu QuasHocmuku 1gG4-ceazaHHozo 3abo-
Ie8aHUS, BO3MOKHbBIE 8apuaHmel danbHeliueao meyeHus
bonesHu y GaHHO20 nayueHma.

Kmroqesnie cnoea: ummyHozanobynuH G4-ceasaHHoe 3a-
b6onesaHue, 6POHX006CMPYKMUBHBIL CUHOPOM, aymoum-
MYHHBIU naHkpeamum, cuanadeHum, Kopmukocmepouo-
Hbl€ 20PMOHbI.

Cpeau oecaTkoB ayTOMMMYHHbIX 3aborneBaHuin
HOBbIM U Hanbonee akTUBHO U3y4yaeMbiM B Mo-
criegHee gecaTuneTne ABNAeTCS UMMYHOTNoBynuH
G4-cBg3aHHoe 3aboneBaHue (lgG4-cBasaHHoe
3abonesaHue). Mpu aTon Natonornu nopaxarTcs
pasHble opraHbl U CUCTEMbI YEeNOBEYECKOro opra-
Huama [1—3].

IgG4-cBsisaHHOe 3aboneBaHne xapakTepusyeT-
CH yBenuyeHueM 1nu passutuem ysnosbix/runep-
NNacTUYECKUX UBMEHEHUIN B Pa3fNUYHbIX OpraHax,
KOTopble MOIyT BO3HWKaTb OAHOBPEMEHHO UMK B
pasHble NPOMEXYTKM BpeMeHU. MpuymHon nx pas-
BUTUA ABMHAETCH BblpaXXeHHas WHduUnbTpayma
numdountamu n lgG4+ nnasmaTuyeckumm Knet-
Kamu ¢ passutnem pubposa HESICHON ATUOSOTUN.
IgG4-cBs3aHHOe 3aboneBaHue valle BcTpevaeT-
CA Y MY>KUMH cpefHero 1 noxunoro Bodpacta. Knu-
HUYeckasi CUMNTOMaTUKa 3aBUCUT OT MOPaKEHHO-
ro opraHa Unu opraHoB U MOXeT BbITb pa3Hoob-
pasHoi. TunuyHo passuTUe onyxonenogobHoro
yBeNnYeHnsa BOBIEYEHHbIX B MpoLecc opraHoB
BCNeACcTBUE KMETOYHON MHUNbTpaunn unm ¢pumb-
PO3HbIX N3MeHeHWIA [4].

Haunbonee xapaktepHbiM nabopaTopHbIM Npo-
anexHvemM IgG4-ceasaHHoro 3abonesaHus SBNs-

eTCs NoBbILLEHWE B CbIBOPOTKE KPOBWU coaepxa-
Hus 1gG4. N36bITouHas npoaykuMs Monekyn noa-
knacca lgG4 cBsizaHa ¢ MHGUNLTpaUnen nopakeH-
HbIX OpPraHoB NNa3MaTUyYecKMMU KNneTkamu, cekpe-
Tupytowmmm lgG4. MocneacTemem AnnTeENbHO Te-
KyLLlero TKaHeBOro BocnaneHus ssnaetcs ¢pmbpos
n pybueBaHue nopaxeHHoi TkaHu. CoaepxaHue
IgG4 B HopMe HKXKe, Yem apyrnx nogknaccos IgG,
OHO cocTaBnseT meHee 5% oT obuiero IgG cbiBO-
poTkn KpoBu. Hapsigy c IgE, cogepxanune 1gG4
MOXET U3MEHATbLCA Npu annepruyeckux sabone-
BaHUAX, NOCKONbKY cuHTE3 IgE n IgG4 KoHTponu-
pyeTcs CXOAHbIMWU MexaHu3dMamu. Kpome Toro,
ayToaHTuTena, npeactaeneHHble IgG4, yyacTBy-
0T TaKKe B pa3BUTUM paaa apyrnx ayToUMMYHHbIX
3aboneBaHui, TaKMx Kak nysblpvaTka, MeMbpaHo3-
HblA rmoMmepynoHedput u TpomboTnyeckas
TpombouuToneHnyeckasa nypnypa [5].

Mpun 1gG4-cea3aHHOM 3aboneBaHun Hanbornee
4acTo NOpaXarTCHA CMIOHHbIE XKenesabl, WWTOBUA-
Hasi xenesa, nerkve, NoxenyqovHas xxeneaa, noy-
Kn, 3abprolunHHas knetyaTka [6, 7].

MHoroo6pasve KNMHUYECKUX NPOSABIEHUA, He-
AOoCTaTOYHOE 3HAKOMCTBO MpakTUYeCKUX Bpaden
C JaHHOW naTtornornen, o6bekTUBHbIE TPYAHOCTU
C onpegerneHvem B KpoBu copepaHus 1gG4 cy-
LLIeCTBEHHO 3aTPYAHAIOT CBOEBPEMEHHYIO JUarHo-
cTuky lgG4-cBs3aHHoro 3abonepaHus. B HacTos-
Wwee Bpemsi B benapycu 60NbLUNMHCTBO Takux na-
LUMEHTOB MONyYalT feyeHne rno nosody Apyrux
M3BECTHbIX UMM YacTo BCTpevawLmxca 3abone-
BaHWN. BblCOKO 3Ha4YMMbIM AnNA OMarHOCTUKU
IgG4-cBsizaHHOro 3aboneBaHus sBNAETCA HanNu-
yve y naumeHTa CMMMeTPUYHOIOo NpUnyxaHus cnes-
HbIX, OKOJTOYLUHbIX UM NOAYENOCTHBIX Xenes
n/vnu ayToMMMYHHOTO NaHKpeaTuTa, Bocnanutens-
HOW MceBaoOMyXoNn opraHa, peTponepuToHeanb-
Horo ¢punbposa, nogospeHusa Ha bonesHb Kactne-
MaHa. B cbiBopoTKe KpoBu Habrnogaetca 3amet-
Hoe yBenuyeHue cogepxaHus IgG4. Mpu ructono-
rMYEeCKOM UCCNeaOBaHUN MOPaKEHHOW TKaHW Ha-
xoaaT uHcbuneTpaunto 1gG4-nonoxntensHbIMU
nnasMmouuTamu, pasnuyHble nopaxeHus ¢ punbpo-
30M. [1pn Ha3Ha4YeHUN KOPTUKOCTEPOUAHBIX TOPMO-
HOB MOMyYalT XOPOLUNIA TepaneBTUYECKUIA OTBET.

Mexay Tem cBoeBpeMeHHas guarHocTuka
IgG4-cBA3aHHoro 3abonesaHus U agekBaTHoe re-
yYeHne n3baBnAlT NauneHTa oT HEOOBBACHUMBIX
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CTpaZiaHui, XOXOeHW No pasHbIM cneuuanuctamM
W MHOMMX AWarHo30B, COKpallaeT CPOKU BPeMEH-
HOW HeTpyadocnocobHoCTH, a B psie cnyyaes rno-
3BondeT npegoTBpaTUTbL UHBaNMAU3aUuo, a Mo-
XKeT BbITb U CNACTU KU3Hb MaUNEHTY.

MpuBoANM OAMH N3 KNUHUYeCKKX crny4yaes IgG4-
CBsi3aHHOro 3aboneBaHUsA, 4EMOHCTPUPYIOLLUIA
TPpYOHOCTWU NpU MOCTaHOBKE AMarHo3a U U3MeHe-
HUA B COCTOSAHUW NaLUMEeHTa U Ka4yecCcTBe XU3HU
nocrne HasHavyeHUsa natoreHeTUYeCcKon Tepanuu.

MauyueHm [., 1960 a. poxdeHus, xumesrib
MuHcka. B nepuod ¢ 2006 e. no 2008 2. HeoOHo-
KpamHo obpauwjarncs 3a MeOUUUHCKOU MoMOUWbIO 8
nonuKAUHUKY. [gaxdbl Haxoduscs 8 cmauuoHape
8 c853U ¢ arnu3odamu ocmpozo 6poHXxuma ¢ CUHO-
pomom 6poHxuansHol obempykyuu. Bo gpemsi eoc-
numanusayuu 8 sHeape 2008 2. ycmaHossieH dua-
2HOo3 bpoHxuansHol acmmbl. B kayvecmese cpedcmea
6a3ucHol meparnuu HasHadeHa KoMmbuHauusi azo-
Hucma f,-a0peHopeuernmopos U UHeansyuoHHo20
e/moKoKopmukouda — canMmemeporna KcuHaghoam
72,5 MKz u ¢hnymuka3soHa riporiuoHam 250 mke (rie-
KapcmeeHHbIl nipernapam «Cepemudy»). Jnumerb-
HbIU rfipueM amoeo rpernapama o3eonusn docmue-
Hymb KOHMposis Had 3abosiesaHuem. [Noddepkusaro-
was 0osza cepemuda cocmasnsna 1 80ox (250 mka
rymukasoHa rporilioHama) 8 Cymku.

C Hayana 2010 e. nayueHm Hadas ommedams rie-
puodudecku go3HUKarowjue 605U 8 ariueacmparnsHol
obriacmu, CHUXeHUe arriemuma, rnomepr macchl
mena. dnu3zodudecku nosay4dan uHaubumops! npo-
MOHHOU MOMIbI, CrasMoIUMUKU, hepMeHmHbIe ripe-
napamsi 6e3 cyujecmgeHHo20 nofoXxumernbHo20
agpgpekma. K dekabpro 2010 e. nomepsi Macchbl mena
cocmasuiia 25 ke (!), ycununuce u npuobpenu no-
CcmosiHHbIU Xapakmep 6onu 8 xusome. B cgsa3u ¢
amum nayueHm 6bin1 eocriumanuaupogaH 8 omde-
nleHue eacmposaHmepornoauu 0ns obcredogaHust U
JIeYeHUs!.

lpu nposedeHuu MPT 6prowHol rnonocmu (Oe-
kabpb 2010 e.) nonyyeHsl credyrouwjue OaHHbIE!
rnodxeny0oyHas xerne3aa rpasusbHol ¢hopmMbl, HOP-
masnbHbIX paamepos — z2os08ka 30 MM, mero
17 mm, xeocm 27 mm. Xeocm Kerie3bl HeCKOJIbKO
ymornuieH, KOHmypbl e2o cenaxeHsl. CueHalbHble
Xapakmepucmuku xgocma omiudanuck om xapak-
mepucmuK 207108KU U merna, 0COBEHHO 8 pexume
Ougpgbysuu, ede 207108Ka U mero xesnesbl aurep-
UHMEeHCUBHbI. C y4emom rnosy4eHHbIX OaHHbIX KOH-
cmamuposaru, 4mo HopMarbHas rnapeHxuma rnoo-
XKeyOoyHoU xene3bl coxpaHunachb MOMbLKO 8
oucmarnbHbix 35 mm. 3akmodeHue: MPT-kapmuHa
Oughhy3HbIX U3MeHeHUU 20/108KU U mena rnodxe-
niydo4Hol xenesbl. Heobxodumo OughghepeHyuUpo-

8amb gocnanumernbHyo U oryxosesyr rnpupody
8bISIB/IEHHBIX U3MEHeHULl, rocrnedHee npedcmas-
nsemcs 6oree 8epoOSIMHbIM.

Ha ¢boHe cumnmomamudeckoll meparuu depes
2 Mec ripu npogedeHuu rnosmopHoeo MPT-uccne-
dosaHUsi opaaHo8 bprowiHol riosiocmu (24.02.2011)
cywiecmeeHHol OUHaMUKU U3MeHeHULl He obHapy-
JKEHO, YmOo r10380/1UMI0 CKIOHUMbLCS K gocralnu-
merbHOU rpupode 8bIsIBEHHBIX UsMeHeHUl u coe-
flamb 3aK/IoyeHuUe o Hanuyuu y rnayueHma XpoHu-
Yeckoeo naHkpeamuma. bbina rnpodosmkeHa cmaH-
OapmmHasi mepariusi daHHoU ramorsoauu.

B rnavane 2011 e. nosisunack Ho8asi KIuHUYecKasi
cuMmnmomamuka: 08yCmMOPOHHEe y8eriuYeHUe OKOSo-
YUWHBIX CIMOHHBIX Xeres3, He corpogoxdasuieecs
6onbio U owyuweHuem cyxocmu go pmy. lpu oc-
Mompe obHapyXeHO ysefiudeHue rnod4estoCmHbIX
numebamudeckux y3nos. B meverHue 2011 e. uame-
HEHUS1 CO CMOPOHBI CIIIOHHBIX Xesfe3 1ocmerneHHo
ycyeybnsnucs, ro-rpexHemy omcymemaeosarna cy-
Xocmb 80 pmy.

lpu nposedeHuu 8 dekabpe 2011 2. o4epedHo-
20 MPT-uccnedoeaHusi opeaHo8 bproWHOU rosoc-
mu ebisigrieHa ompuyamernbHas OUHaMUKa U3MeHe-
HUl. 3aknirodYeHue: o cpasHEeHUK ¢ rnpedbidyLum
uccnedosaHuem om 24.02.2011 nodxenydodyHasi
Xxernesa Oughhy3HO ysernuyunacb 8 paamepax —
2orno8Ka 32 mm, mesio 21 mm, xeocm 31 mm. Xeocm
XKesnesabl ro-rpexHemMy ymosnuweH, KOHmypbl e2o
cenaxeHbl. Cmpykmypa xenesbl cmarsa 6osee He-
OOHOPOOHOU 3a cHem MHOXECMBEHHbIX YMEepPEHHO
eurnepuHMeHcuUsHbIX 8 pexume T1 ovyazos pasme-
pom 3—5 MM (nemexuasibHble 2emMoppaauu?).
B pexume Oughhy3uu coxpaHsrics yMepeHHo eu-
repuUHMEeHCUBHbIU cueHail om 20/108KU U merna rnoo-
XKeryAoyHOL Xerne3sbl, 8 MeHbLUeU cmerieHu om Xeo-
cma. BupcyHeos npomok 2—2,5 mm. 3abprowiuH-
Hble nuMgoy3rbl He ysesnudeHnl. B ocmarnsHoOM rno-
Kaszamernu He uameHusnucs. [Todmeepxdaemcs
OuagHO03 XpOHUYeCKoe20 rnaHKpeamuma. JuHamuka
gocranumersbHbIX U3MeHeHull mMoxem 6bimb obyc-
i08r1€Ha aymouMMYyHHbIM raHKpeamumom.

B smom xe rnepuod bbisiu 8bINOSTHEHb! criedyro-
wue uccredosaHusl.

Y3U crroHHbIX Xeres, wellHbIX IumMgoy3ios,
wiumoesudHoll xene3bl om 19.12.2011: MoOHUXHe-
Yes1loCMHbIe CIIIOHHBIE Xefle3bl — ripagasi pasme-
pom 17x22 mm, obvemom 4,0 cm®, nesas —
14x20x27 MM, ob6bemMom 3,7 cm®. DxoeeHHoCcMb
CHU)XKeHa, scmpeyaromcsi 30HbI ¢hubposa U MUKPO-
KanbyuHo3a. [pasasi OKonoyWwHasi CrIloHHasl xere-
3a umena pasmepbl 20x28x36 mm, obvem 9,8 cmP.
Jlegass oKonoywHass CrKOHHas Xxerfesa —
21x26x33 mm, obvem 8,5 cM® ¢ MUKpOKanblUuHa-
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mamu 9o 2,0 mm. Ommeyarnuck 8blpakeHHas coedu-
HUMeIbHOMKaHHasi msKUCmocmb U CHUXXEHUe 9XO-
eeHHocmu. [No0bs3bIYHBIE CIIIOHHbBIE Xereabl: cripa-
8a U criega UOeHMUYHOU cmpyKmypbl, pazmepom
00 10x15x17 MM, borblie 8bipakeHa criega. OHep-
eemuyeckas dornirnepoepagusi: 6e3 aurieps8ackKyris-
pusayuu. MNodHUXHeYenocmHble UMgOy3nbi: cre-
8a — 6,2x11 mm, cnpasa — 5,6x12 mm. Kosnnek-
MOPHbIE MOGHUXHEYETIOCMHBIe NTUMGOY3rbI: cripa-
8a — 6,5x18 mm, cneea — 6x17 MM. 3aknoyeHue:
8blpaxkeHHble Ougghy3Hble UIMEHEHUS CITHOHHBIX
xenes. LjumosudHas xene3za 6e3 cmpyKmypHbIX
usmMeHeHuUu.

Cnupoepamma (Oekabpb 2011): 8bipaKeHHbIe
HapyweHus1 oyHKUUU 8HeuWHeao ObixaHusl 1o cme-
wiaHHomy murly. CoomHouweHue obbeMa opcupo-
8aHHO20 8bl00Xa 3a repsyr ceKkyHOy K ¢hopcupo-
8aHHOU XU3HeHHoU emKkocmu neekux (O®B1/
@XKEJI) cocmasurno 43,4%.

buoxumuyeckuli aHanu3s kposu om 21.12.2011: 06-
wuti 6enok 92 a/n, anbbymuHbl 46,2%, o,-2nobyrnu-
Hbl 2%, a,-enobymnuHbl 5,6%, p-2nobynurbl 9,2%,
wanobynuHbl 37,0%, AJIT 202 EL/n, ACT 282 EL/n,
TTr1 98 EL)/n, wernoyHas ¢pocchamasa 215 EL)/n.

C ydemom rnosbllieHuUs yposHs obuiezo bersika 8
Kposu U Hanuyusi eunepeammaenobynuHemuu na-
yueHmy 8blflo/IHeHa cmepHanbHas MyHKYUs.
B muenoepamme rnnasmMamudeckue Krnemku cocmas-
nsnu 2,75%. MHoxxecmeeHHasi Muesioma UCKITIoYeHa.

lMayueHm KoHCynbmuposaH cmomMamosiogom
(OKOTOYWIHbIE CITIOHHBIE XKerle3bl y8enu4eHsl, rniom-
Hble, be3bornesHeHHble: cuHOpom LlleepeHa? Cua-
1103 CrltoHHbBIX Xerne3), JIOP-eapadom (XpoHuyecKull
cybampodchudeckull puHum), yposnozom (OITDK),
OKynucmom (muonusi crnaboli cmerneHu).

B cmayuonape nonydan cnedyooujee fedeHue:
8HYMPUBEHHO hamomuduH, mempoHuda3or, ueg-
MPUaKCOH, HOBOKaUH; 8HYMPUMBbILUIEYHO MEMmOKIIO-
npamud, dpomasepuH; omernpa3sosn, cepemud.

Jluwb 8 ssHeape 2012 2. (yepes 6 mem om Hava-
na 3abonesaHusl) nayueHma Hanpasusnu Ha KOH-
cynbmauyuio K pegmMamorsiogy 8 €853U ¢ Heaghghek-
MUBHOCMbIO NTIEYEHUST U 1o003peHUeM Ha CUHOpoM
LlleepeHa (08ycmopoHHee yseriuyeHUe OKOJSoyW-
HbIX C/MOHHBIX Xene3). Kak u e npedbidyujue 200kbl,
eeo becriokousnu 3ampydHeHHoe ObixaHue npu rpe-
KpawjeHuu npuema cepemuda, 605U 8 xxusome, duc-
rericusi, 3HayumernsHas, ryzaroujas nayueHma u
podcmeeHHUKO8, nomeps mMacchl mena (bonee
25 k2), ysesnudeHue CrtoHHbIX Xernes, obuwas cna-
6ocmes, ycmanocme.

JlabopamopHnble rokazamenu om 05.01.2012:
obwuli aHanus kposu: nelikouyumsi 9,1-10%n; eemo-
enobuH 137 e/n; mpomboyums 192-10%n; CO3

32 mm/4; nelikoyumapHasi ¢popmyna 6e3 ocoben-
Hocmel. buoxumudeckull aHanu3 Kposu: afltoKo3a
5,3 mmons/n; 6unupybuH 13,7 mkmons/n; ACT
53 Ef/n; ATIT 46 EL/n; a-amunasa 201 EL/n (Hop-
ma 0o 110 ELJ/n); xonecmepuH 4,9 MMOnb/f1; MoYesu-
Ha 4,0 mmornb/n; werno4yHas ¢pocchamasa 236 EL/n
(Hopma 0o 120 Ef/n). Obwul 6enok 100,3 e/n;
IgA 0,37 e/n1; IgM 0,35 e/ni; IgG 33,2 e/n (Hopma 9o
14,5 e/n); CPb 12,1 me/n (Hopma 0o 5 me/n). lNpo-
meuHoepamma: anbbymuH 39%, o -2106ynuHbl
5,2%; a,-enobynuHbl 8,7%, [-enobynurbl 7,5%;
y-enobynuHbl 39,6%. VIMMyHorosudeckue mecmai:
aHmumena K [QHK ompuuy., aucmoHbsl ompuy., RNP
ompuu., SS-A/Ro ompuu., SS-B/La ompuy., Scl70
ompuy. opmoHbl wumosudHol xenesbl: TTT
2.4 MME/n, ce. T4 19,8 nmons/n, aHmu-TI110 10 EL/mrn.
AHanus moyu 6e3 namomnoeuu. Amunaza mMoqu
1064 E[J/n (Hopma do 490 EL/n).

PeHmeaeHoepamma opeaHo8 epydHOU KrnemkKu:
amepusema, OughysHbIl nMHe8MocKiepos. KopHu
YMIomMHeHbl, msbkucmele. Yrinom-eHa mexoonesas
nnegpa cripasa. Juagppazma yemkasi. CUHyCbl C80-
600HbIe. Pasmepb! cepdua He ysesudyeHbl. Aopma
yrnomHeHa.

llpu ocmMompe 8b138a510 COMHEHUe Hanudue
y 52-nemHeeo paHee 300p08020 MYXYUHbI cpa3y
mpex makux pa3sHbIX meparieemu4eckux 3abosnega-
Hul: bpoHXxuanbHas acmma, cuHopom LlleepeHa u
XPOHUYecKuUll naHkpeamum (rodospeHue Ha aymo-
UMMYHHBIU naHkpeamum). Bo3HuKno ripednonoxe-
Hue, a He MoXem 71U 8Cs UMerowasics y nayueHma
namonoeusi 6bimb rposisrieHUuem o0Ho20 3abosiesa-
Hus. Tem 6oriee Yymo rnipusHaku cuHopoma Llleepera
y nayueHma omcymcmaeosgaru. Bce umMmyHonozaudec-
Kue mecmbl, conposoxdaroujue cuHopom LlleeperHa
(aHmumena k SS-A/Ro u SS-B/La-aHmuezeHam),
661U ompuyamensHbiMU. KapmuHa ygenudeHHbIX
CITIOHHBIX XKese3 6e3 cyxocmu 8 rosiocmu pma yKna-
Oblganachk 8 cuHopom Mukynuya. PaHee amo cocmosi-
Hue paccMampuegarnu Kak gapuaHm cuHOpoma Llee-
peHa, 00HaKo 8blisigrieHue Opyaux rnamozeHemudec-
KUX MexaHU3MOo8 [1038071U0 8bidenums CUHOPOM
Mukynuda 8 omoensHoe ramorsioaudyeckue cocmosi-
Hue. Ymo kacaemcsi nodxenydo4Holl xenesbl, mo
HabndeHue 8 OUHaMUKe 038071UO UCKITYUMb
paKosyro orlyxorb 8 Hell, a CMoJfib 8bipaKeHHas! ro-
mepsi macchbl merna nayueHma yKasbigana Ha He-
06bIYHbIL Xapakmep XpOHUYeCcKoeo naHKkpeamuma.
Haubonee seposimHbIM bbir10 Hanuque y nayueHma
aymouMMyHHO20 MNaHKpeamuma. Vimerouwjuecs: Kiu-
HuyecKue riposisrieHus yknadbigasnuck 8 duasHocmu-
qyeckue Kpumepuu smoeo 3abosiesaHus [8].

BbisigrieHHble y nayueHma ropaxeHue seaKkux
(cuHOpom 6poHxuansHoU obcmpyKUyuu), COHHbIX
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xernes (cuHdpom Mukynuya), nodxenydoyHol xe-
n1e3bl (aymoumMMyHHbIU naHKkpeamum), numga-
OeHonamus noseonunu dymamp 06 IgG4-ces3aH-
HoM 3abonegaHuu.

Kposb nayueHma 6binia omripagneHa Ha uccre-
dosaHue codepxxaHrusi IgG4. lNonyyeHbl criedyrowjue
pesynbmamsi (30.01.2012): yposeHb 1gG4 8 cbigo-
pomke Kposu cocmasun 28,3 e/n (npu Hopme Ao
1,35 &/n, makcumym 0o 2,0 a/1).

YcmaHogneH KrnuHudeckull duasHos: VIMMyHO-
enobynuH G4-cesizaHHoe 3aboniesaHue — CUHOPOM
b6poHxuanbHol obcmpyKuuu, 08YCMOPOHHUL cuana-
0eHuUm, aymouMMYyHHbIU rnaHkpeamum, numga-
GeHornamus.

HaaznayeHo neyeHue: memunrnpedHU300H
24 me/cym; npu docmukeHUU sghhekma, fiuksuda-
yuu rpusHakos8 3ampyOHeHHo20 ObixaHusi rpekpa-
mums ripuem cepemuda.

Cnycmsi Hedero rocrie Havana rpuemMa mMemusi-
rnpedHU30/10Ha nayueHm rovyyscmeogarsn 3Ha4qu-
merbHoe yryduieHue obueeo cocmosiHUs: ObixaHue
cmarsno c8ob0OHbIM, Hayanu yMeHblWambCsl pa3me-
Pbl CITHOHHBIX XKerea, rnosisurics xopowutl anrnemum,
Hadan nipubasnsamb 8 gece, ucyesnu bou 8 Xuego-
me. AHanu3 Kposu 4yepes 2 Mec om Hadana rpue-
mMa memunnpedHU30/I0Ha: eemMoas106uH 125 a/n;
netikoyumsi 12,3-10%n; CO3 3 MM/A.

Hepes 3 Mec camoyyscmeue ocmasanoch Xopo-
wuM, 3HadumernsHo rpubasun 8 gece, Xxanob He
npedwsensan. JlabopamopHbie rokazamernu 6biu 8
Hopme. BepHyrnicsi k mpydoegoll dessmernibHocmu. Ypo-
8eHb 1gG4 8 cbisopomKe Kposu cHU3Urcsi 0o 6,6 /.
lMocmeneHHO cHU3UMU 003y MemusnpedHU30/10Ha
00 MUHUMasbHOU noddepxusarowjell G03bl.

N e 2013 2., u 8 2014 2. cocmosiHue nayueHma
ocmaeasnock cmaburbHbIM U Xopowum. B siHgape
2015 2. nposedeHO KOMIIEKCHOE KITUHUYecKoe, fa-
b6opamopHoe U UHcmpyMeHmarsibHoe obcriedosaHue.

lpu nposedeHuu MPT. 6prowiHol nonocmu u 3a-
b6prowitiHHO20 rnpocmpaHcmea 8 siHeape 2015 2. no
cpasHeHuUt ¢ Oekabpem 2011 2. ommeyarnoch
YMeHbUIeHUe pasmepos odxenydo4Holl xerneabl:
eonoska 23 mm, merno 17 mm, xeocm 15 mm. Cmpyk-
mypa nodxesy0o4yHol xene3bl bbifia HeOOHOPOO-
HOU C¢ Hanu4queM ydacmka IMOHLUKEHUS] cueHarna 8
pexume xuporodasrieHusi Ha yposHe mersna pasme-
pom oKoso 18x18 mm ¢ d8yx cmopoH om MpPomMoKa,
B03MOXHO, 8 paMKax xupogoll dezeHepayuu. KoH-
mypbi nodxenydoqHoll xenessl yemkue. [NapanaH-
Kpeamuyeckasi Knemyamka OuchgepeHyupyemcs,
6e3 npusHakos omeka. CueHarbHblIe Xapakmepuc-
muKu Xeocma Mo-fpexHeMy omnudanuck om ma-
KO8bIX 20/108KU U mefa. [leyeHb, XenyHbIl y3bipb,
noyku — 6e3 sUOUMbIX amosoau4ecKux UsmMeHe-

Hull. 3abprowiuHHbIe UMGOY3fbl HE Y8EefUYEHbI.
Ceob00Has xudkocmb 8 bprowHoOU rnosocmu He
onpedensnace.

Cnupoepacpusi: ocmasanachb CHUXEHHOU (byHK-
yusi sHeuwHe2o ObixaHus, OPB1/PXXEJ] 63%.

Obwull aHanu3 Kposu 8 Hopme: nelKkoyumal
9,6-10%n; 2emoanobuH 147 2/n; CO3 6 mMm/y,
CPB 0 e/n; ACT, AJIT, 6unupybuH, wenodHasi ¢hoc-
¢amasa, 2f0Ko3a, amunasa, XxornecmepuH, mpu-
enuuepudsl, KpeamuHUH 8 ripedesiax HOPMbI.

C momeHma rnocmaHosku duaeHo3a IgG4-ces-
3aHHo20 3abosnegaHusi y 0aHHO20 nauyueHma fpo-
wrio 3 eoda. Yyscmeyem cebs xopowio. Paboma-
em. Macca mena nayueHma cmaburnbHa, yoepxu-
gaemcs Ha ypoeHe 0o Hayana 3abonesaHus. Jluwib
rnepuoduyecku npu cMeHe o200kl Yyscmeyem 3a-
mpyOHeHHoe ObixaHue. [TocmosHHO npuHUMaem
4 M2 MemurnnpedHU30/I0Ha, NepuodUYECKU MoMb3y-
emcs cepemudom (1—2 edoxa 8 cymku). OOHaKo
ypogeHb IgG4 8 KposuU HECKOMbKO ys8enuyuscs u
cocmasun 8,8 2/n, ymo ykasbigaem Ha Heobxodu-
MOCMb HEKOMOpPOoe2o yeseruyeHus 003bl MpUHUMae-
MbIX KOPMUKOCMEPOUOHbIX 20PMOHOS.

[MpuBedeHHbIN KINUHUYECKUIA criyydai cBuae-
TenbcTBYET, UTo IgG4-cBA3aHHoe 3aboneBaHne
BCTpeyvaeTcd B pearbHON KNUHUYECKON NpaKkTuKe.
Y faHHOro naumeHTa oTMeyariocb nopaxeHue
CMIOHHBIX Xerne3s, AblxaTenbHON CUCTEMBI, NoaKe-
NYyOOYHOW Xernesbl.

OnbITHbIE KMUHULUCTBI FOBOPAT, YTOOLI Bpay
MOr MOCTaBUTb AMAarHo3 peako BCTpevarollerocs
3aboneBaHus, Npexae BCero OH AOJMPKEH O HEM
3HaTb. Ecnuv Bpay He BuAen, He chbilwarn u He Yu-
Tan o6 lgG4-cea3aHHOM 3aboneBaHuK, OH HE CMO-
XeT ero agvarHocTupoBaTtb. W Takon naumeHT ob-
peyeH Ha «ne4veHne» oT 6onesHn Mukynuya unm
cuHgpoma LerpeHa, 6poHxuarnbHom acTMbl, TAXe-
Noro XpoHUYecKoro naHkpeatuTa. Vimerowunecs
CcerofHs anarHoctuyeckme kputepun [9] nossons-
0T AnarHoctnposath lgG4-cBa3aHHoe 3aborneBa-
HUEe CBOEBPEMEHHO.

Bce 1gG4-cBAzaHHbIE COCTOSIHUA COMpOBOXAA-
toTca runeprammarnobynuHemmnent (60%y), 4to nme-
N0 MecCTo U Yy Halwero nauyueHTa. BoamoxxHo obHa-
pyXXeHUe aHTUHYKMeapHbIX aHTUTEN U aHTUTen K
uuTonnasme HeNTpoduIoB, B HaCTHOCTU NTakTodbep-
puHy. Cpean Bcex UMMYHOINOBYNMHOB NpU 3TUX
3aboneBaHUAxX 3HauUTENBHEE BCEIO YBENNYMBAET-
cH cMHTEe3 umeHHo IgG4. BbigBrneHve noBbilLeHHO-
ro cogepxaHug IgG4 aBnseTcd 0CHOBHbIM METOLOM
ONarHoCTUKM faHHoro 3aboneBaHus.

[MpvBeOeHHbIN NpuMep OEeMOHCTPUpyeT Xopo-
Wyt 3PPEKTUBHOCTL NEYEHUs TMHOKOKOPTUKOCTE-
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pouaHbIMU ropMoHamMu. CerofiHA, No MHEHWo 6orb-
LUMHCTBA nccnegosaTternei, MMEHHO KOPTUKOCTEPO-
naHble ropMoHbl — ocHoBa neveHnd |lgG4-cea3aH-
Horo 3aboneBaHus. OBCyXaarTCca TakKe BO3MOX-
HOCTU UCMONb30BaHNUSA LUTOCTATUKOB, FTEHHO-UHXe-
HepHbIX Buonoruyeckux npenapatos [10—12].

Y10 XOeT naymneHTa u3 NpuBeAEeHHOro KIMHUYeC-
Koro cnydas B 6yayliem? K coxaneHnuto, 3a npowlea-
LUKe rodbl He BOCCTAHOBMNACh (PYHKLUMA BHELLHErO
AblxaHusa. CoxpaHseTca CMeLLaHHbIA TUM HapyLue-
HUA BEHTUNAUMM Nerkux. MoXHO nporHosmpoBaTtb
nocteneHHoe GopMUpOBaHUE XPOHUYECKOW 06-
CTPYKTUBHOW Bone3Hu nerknux. AyToMMMYHHBIN NaH-
KpeaTuT NposiBNSETCA XPOHUYECKUM UMMYHOBOCTa-
NUTEMNbHBIM MPOLLECCOM, YTO MOXET Bbl3BaTb CHU-
YKEeHWe 3K30KPUHHOW (PyHKLIMK, 0Bpa3oBaHue rncesao-
UMCT 1 0BbI3BECTBIIEHUE B TKaHW Xernessbl. 1o npu-
YMHE CKNepo3a NomKenyqoYHON XXenesbl MOXeT pas-
BMBaTbCA caxapHblii anabet. CoxpaHeHue ayToum-
MYHHbIX HapyLLEHWIA B OpraHnu3me, NnoBbILLEHUE YPOB-
HA 1gG4 B KpOBU SBMAIOTCA MOKa3aHWEM K Npoaort-
XKEHUIO TTIIOKOKOPTUKOUOHON Tepanuu.

MpeacTtaBneHHbin cnyvyan lgG4-cBsa3aHHOro
3aboneBaHua OeMOHCTpUpYeT NosBNeHne HOBON
HO30MOrMM4YecKon eAnHULbI, OTCYTCTBYIOLLEN B
MexayHapogHon knaccudpukaumm 6onesHen
10-ro nepecmoTpa (MKB-10). Ho aTo peanbHOCTb
KMUHWYECKOW NPaKTUKK, pe3ynbraT pa3BUTUS Ku-
HUYECKOM UMMYHOIOTUU U COBPEMEHHOIO YPOBHSA
MeOUUUHCKUX 3HAHWIA.

Cneunanuctbl peKoMeHOYT MakcuMarbHO
paHHee Ha3HayeHne KOPTUKOCTEPOUAOB C LErbio
OCTaHOBWUTb MporpeccupoBaHue PUBPO3HbIX 13-
MEHEHNn BO BHYTpeHHUX opraHax [13]. B npuse-
AEHHOM npumepe nauueHT B TeveHue 6 neT go
YyCTaHOBMNEHWS AnarHo3a He rnoryyan natoreHeTu-
yeckyto Tepanuto. Bo BHYTpeHHUX opraHax npo-
rpeccupoBanu cKrepoTU4eckme U3MeHeHUs, YTo
He MoXeT cnocobcTBOBaTbL MOSIHOMY BOCCTaHOB-
NEHNI0 PYHKLUMU NOPaKEHHBIX OPraHoB.

MHoroe B IlgG4-cBsizaHHOM 3aboneBaHuun ocTa-
€TCSA Henm3yyYeHHbIM, HO CErofiHA Y Bpaya ecTb pe-
anbHas BO3MOXHOCTb MOMOYb NauUUeHTy, M3b6aBntb
ero oT MHoroo6pasHbIx npossneHuii 6onesHu. Mol
nonaraem, 4YTo B NoBCceAHEBHOW paboTe Bpadyen
pasHbIX cneumnansHocTen, ocobeHHo y Tepanes-
TOB, XMPYpPros, CTOMaTosoros, BCTpeYyanuch noxo-
Xue «aTuUnuyHble» nayneHTbl. He ckpbiBaeTcs nu

Y HEKOTOPbIX U3 HUX 33 M3BECTHbIM OUArHO30M,
HeKnaccu4eckum TedeHnem bonesHu Unu Heaaek-
BaTHbIM OTBETOM Ha neveHue IgG4-cBA3aHHOe
3aboneBaHue?

B HacTosiuee Bpems lgG4-cBsasaHHoe 3abone-
BaHWe — HoBad npobnema B KMMHUYECKON Mean-
unHe. OHa TpebyeT MynbTUANCUUANMHAPHOIO Noa-
X0[4a U BCECTOPOHHErO U3Y4YEeHUS.
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lMocmynuna 11.03.15.
CASE OF IMMUNOGLOBULIN G4 RELATED DISEASE.
N. F. Soroka, I. P. Grigortchouk

The report presents an IgG4 related disease (IgG4-RD) observation.
The medical history.and the clinical symptoms at the disease onset
and during the disease course are described in detail. The patient
was admitted with the bronchial asthma clinical symptoms, bilateral
sialadenitis and autoimmune pancreatitis. The case was associated
with a high serum IgG4 concentration (28.3 g/l) and a good response
to the glucocorticoid therapy. The difficulties of the 1gG4 RD
diagnosis, prognosis, and possible outcomes for this patient are
being discussed.

Key words: Immunoglobulin G4 related disease, broncho-
obstructive syndrome, autoimmune pancreatitis, sialadenitis,
glucocorticoids.
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