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IgG4-CBbP3AHA BOJIECT — KTIMHUYEH CINYYAN
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Pe3rome. VimyHozanobynuH G4-cebp3aHama bonecm (IgG4-Cb) e cucmemHo 3abornsieaHe, 3acsieaujo eOuH
urnu HsSKorko opeaHa. lamomopghborio2udyHo ce omkpusam nabmeH uHgunmpam om numgoyumu u IgG4
nnasmoyumu u nocnedeawa ¢pubposa. Brripeku MHOXecmeomo xurnome3u 3a 2eHemuyHa npeoducno3uyus,
MorsIeKynsipHa MUMUKPUST U a8MOUMYHEH Xxapakmep Ha 3aborisisaHemo, emuosiozusima ece owe ocmasa He-
sicHa. C4uma ce, Yye kakmo 8poOeHuUsIm, maka u npudobumusim uMyHUMem uma Krmo4Josea posisi 8 namozeHe-
3ama Ha 3abornsisaHemo. Obcbxda ce u ydacmuemo Ha rpoghecuoHasiHu puckosu ¢hakmopu. Bb3moxHomo
aHeaxkupaHe Ha MHOXeCme0 opaaHuU U cucmemu (Hal-4ecmo Crib3HUMe U CriioH4YeHuUme xrne3u, 6bbpeyume,
b6enume dpobose, aopmama, naHkpeaca, xenamobunuapHusi KaHar, JIuMebHUMe 8b3/1U, KaKmo U pemporie-
pumoHearsnHa ubposa) e npuyuHa 3a MynmuoucyunIuHapHUs nodxod npu masu 6onecm. lNpu 6enodpobHo
aHeaxupaHe KInuHUYHUMe rnposieu ca HecrieyughuyHu (kawnuya, 3adyx, 6orka 8 ebpoume unu ebpba, xe-
monmusa, cybghebpunumem, omcrabeaHe Ha measio) unu nayueHmume ca acumnmomMamuyHu u 6e1o0pob-
HUMe rnpoMeHu ca criyqaliHa HaxolKa rpu obpasHo uscredsaHe. [Jo 60% om crydyaume Ha asmouMyHeH
naHkpeamum ripedcmaernsisam naHkpeamu4Ha rposisa Ha IgG4-cebp3aHo 3aborsiseaHe, Kamo no-gonsiMama
Yacm om nayueHmume ca 8b3pacmHu Mbxe. Hali-uecmama OughepeHyuanHa duazHo3a e ManuaHeH rpoyec
rnopadu mymMoposuOHUMe U3MeHeHUsI Ha 3ace2Hamusi opeaH. JledueHuemo ¢ Kopmukocmepouou, UMyHOCY-
rpecopu u cumnmomMamu4HuU cpedcmea 8 roge4emo criydau e ¢ 00b6bp echekm, mMakap ye ce Habnodasam
u peyudusu Ha 3abornisieaHemo. [Mpedcmassme KuHUYeH crydal Ha 72-200uweH nayueHm, Yuumo nbpeu
onnakeaHusi ca HecrieyuguyHu, nopadu Koemo e rnposedeHa KOMMMBbPHa momozpaghusi Ha epbOeH Kow
C su3yanu3upaHe Ha Yemupu conudHu Hodyrna e OecHus 61 Opob. Cred nposedeHa aHmMubuomu4yHa me-
panus, 6e3 echekm u errowiasaHe Ha CbCMOSIHUEMO, Ha nayueHma ca rnposedeHu sudeoacucmupaHa mo-
pakockonusi, buorncusi, Xucmorsoausi U UMyHOXUCMOXumMusi. YmoyHeHa e OuaeHo3a IgG4-Chb ¢ aHeaxupaHe
Ha nnespama u benusi Opob. Om nabopamopHume u3scriedgaHusi ce KOHcCmamupam U aHeMu4eH CUHOPOM,
rosuweHu cmolHocmu Ha amuria3a, fiunasa, ocmpoghasosu nokazameru. Ypes eHdockoricka pempozpadHa
XonaHauonaHkpeamozpachusi e duaeHocmuyupaH asmouMyHeH naHkpeamum 8 xoda Ha IgG4-Cb. lNocma-
8eH e niacmmacos cmeHm Ha Oykmyc xonedoxyc. 3anoyHamo e redeHue ¢ rnpedHU30s10H 40 M2 OHE8HO ¢
nocnedsauwa pedykyusi Ha dosama. KoHmposiHama KoMntombpHa momozpaghusi Ha 6511 dpob cned 9 meceya
demoHcmpupa pedyKyus Ha ornucaHume rnpomeHu 8 berume Opobose, HO ¢ nepcucmupaw,a umgpadeHona-
musi u ¢pubpo3HU npomeHu. KbM mepanusima ¢ npedHuU30s1oH e 0obaseH azamuornpuH 100 me OHeeHo. Ha
¢oHa Ha KOMBUHUPaHOMO Jle4yeHUe ce ycmaHosu nodobpeHuUe Ha KIUHUYHOMO CbCMmosiIHUe U Ha riabopa-
MmopHUMe rokasameru.

Knrowoeu dymu: umyHoenobynuH G4-cebp3aHa borecm, KIUHUYeH criydal
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BbBEOQEHUE

MmyHornobynuH G4-cebp3aHata 6onect (IgG4-
CB) e cuctemHo 3abonsiBaHe, NpeacTaBsLWO Ce C
TYMOPOBWAHN U3MEHEHWST Ha €4WH UM HAKOIKO Op-
raHa, NPUYNHEHO OT TbKaHHa MHUNTpauma Ha IgG4
nnasmaTtuyHn KNeTKu, cepyMHO HMBO Ha IgG4 Hapg
1,35 g/l n nocneagaia umbposa [1, 2, 3, 4, 5, 6, 7].

[MaToMOponornyHo ce OTKpMBa MABLTEH MWH-
duntpat ot numdouutn un lgG4 nnasmounTtw,

¢unbposa 1 obnutepupauy, pnedbut [1, 3, 6]. ETno-
rnorusita octTaBa HesiCHa, BbMNpPeKM Ye Ce CBbP3Ba C
reHeTu4eH npounsxon, 6akrepuanHa nHMEKUUs, Mo-
nekynsipHa MUMWMKPUS M aBTOMMYHHW HapyLleHus
[5]. WpeHTnrunpaHn ca HAKon hakTopu Ha reHe-
TWYHa YyBCTBUTENHOCT (XansoTUnoBe Ha YOBELLKU
neskouuteH aHtureH (HLA), kakto 1 He-HLA renn)
[3, 6]. Bbnpekn 4ye KakTo BpOOAEHUAT, Taka U Npu-
[OOUTUAT MMYHMTET Ca KIYoBKM B natoreHesata
Ha 3abonsBaHeTO, A0 ronsima cteneH MexaHu3mu-
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Te npn 1gG4-Cb ocTtaBaT HesacHW. NayuneHTuTe C
IgG4-Cb nokaseaTt npeobnagasalla nHpuntpaums
Ha M2 makpodarn (anTepHaTVBHO akTUBMPaHW) B
MHOXECTBO TbKaHW, B T.4. MaHkpeac, nnespa, na-
POTUAHW, CITb3HM U CIIOHYEHN Xne3n. Te3n Makpo-
darv aktusmpat T2 xennepHuTe numdountn (Th2)
n nocneapawara ¢pumbposa 4pes nNpon3BOLCTBOTO
Ha NPoPUOPOTUYHN LMTOKUHK (IL-10, IL-33) u xe-
MOKMHM (Ccc-xeMokuH nurang 18, CCL18). MacTHu-
Te KNEeTKW, KOUTO MOKa3BaT CUITHO LMUTOMMa3mMeHo
ouBeTsaBaHe 3a IgE, ca noBuweHM Npy nauneHTn
c |IgG4-Cb. Teaun knetkn umat Kr4oBa pons Kak-
TO NPU XPOHUYHOTO Bb3MarneHne, Taka U NpuU MHO-
ro aBTOMMYHHW 3abonaBaHus. AKTuBMpaAT ce OT
pasnuyHy OMOMOrMYyHM BellecTBa M cekpeTmpar
MeaunaTopu, BKIOYUTENHO Th2 n perynatopHu um-
TOKWMHW, KOETO CbLUO fonpuHace 3a pubposara. Ak-
TMBUpaHuTe 6aszodunm (KOUTo Npu HopmarHu o6-
cToaTencrea ca no-manko ot 1% B nepudepHaTta
KpbB) MOrat CbLU0 Aa AoBeaar 4o AudepeHumaums
Ha Bb3nanuTenHn MmoHounTtn B M2 makpodaru, ga
noBnMAAT Ha Th2 umMyHHaTa cpega (mpovssexaar
10 NbTU NO-BUCOKM HMBA Ha Th2 UMUTOKMHM KaTo
IL-4 1 IL-13) 1 Ha npon3BoACcTBOTO Ha IgG4 kneTku
[4, 8, 9]. Bbnpekn 4ye pondTa Ha KOMONEMEHTa €
npoTuBopeyvmnBa B natoreHesata Ha lgG4-Cb, cb-
obuwaBa ce, ye C3 u C4 dpakummte Ha Kommnne-
MeHTa ca HamasneHn (XMNOKOMMNIIEMEHTEMUS) Npu
36% oT1 naumeHTuTe ¢ IgG4-cBbp3aH aBTOMMYHEH
naHkpeaTtut [4]. B 3acerHatnte TbKaHu unu opra-
HW Ha naumeHTn ¢ IgG4-Cb Th2 cekpeTnpaHute
uMTOKMHK KaTo IL-4, IL-5, IL-13 u T-perynatopHu-
Te UMToKuHK kato IL-10 n TGF-B ce noBuwasaTt
3HaunTenHo. B cpaBHeHMe CbC 34paBu KOHTPOMW,
B nepudpepHaTta kpbB Ha nauueHTtn ¢ IgG4-Cb B-
KNEeTKUTE Ha nameTTa ca MOBULLEHW, [OKATO pery-
natopHute B-kneTku ca HamaneHu; ekcnpecusaTa
Ha CD80 n CD86 Bbpxy nepudepHute CD19+ B-
knetkn e nosuweHa [4]. Tean B-kneTkn gocturat
Bb3naneHuTe TbKaHu, audepeHumpar ce u npo-
nudpepupat B 1gG4 knetkm [8]. KbM HacToAwms
MOMEHT cepyMHuAT IgG4 e Han-BaxxHMAT Buomap-
Kep 3a guarHocTmKa u npocnegsBaHe Ha oTroBopa
KbM neyeHueto. B HopmanHata kpbB IgG4 e camo
1-7% ot 1gG, Ho npu naymeHTn ¢ IgG4-Cb HuBO-
TO My 3Ha4MTEeNHO ce nosuwasa. Ypes3 cBbp3Ba-
He c uupkynupawuTe aneprenu, IgG4 nHxubupa
cBbp3BaHeTo Ha IgE c TAX, KaTo MO TO3M Ha4yuH
HamansiBa akTUBMpPAHETO Ha MacTHUTE KIeTKU U
UHXMBMpPaA UMYHHUTE OTroBOPW, CBbp3aHu c Th2
kneTkute. Bbnpekn ToBa ponsaTta Ha BCUYKKU Te3un
KNneTkn B martoreHesata Ha 6Gonectta TpsbBa ga
Obaoe AoNbIHMTENHO npoydeHa [4]. XomaHAcko

npoyyBaHe cboOLiaBa 3a NpodecuoHanHu puc-
KOBU (pakTopu (eKcrnosuums Ha pasTBoOpUTENH,
Macna, nUrMeHTHM 6ou, NMpoOMULLMIEH U MeTaneH
npax), cebp3aHu ¢ IlgG4-Cb [10].

Bb3MOXHOTO aHraxvpaHe Ha MHOXEeCTBO opra-
HU U CUCTEMW € NMPUYMHA 3a MyNTUOUCLMNIIMHAapP-
HUS noaxod npu Tasm 6onect. Cpep Haw-vYecTuTe
NaToNoOrM4YHM HaxXo4KM ca OTKITOHEHUSITA BbB (DYHK-
LMATa Ha CITb3HUTE W CIIOHYEHUTe Xrnesun, 6ubpe-
unTe, benute gpoboBe, aopTaTta, NaHkKpeaca, xe-
naTtobunmapHns KaHan, NMMMQHUTE Bb3NK, KakTo U
peTponepuTtoHeanHata ¢gubposa [1, 2, 4, 5, 6, 7,
11, 12].

B HauyanoTto KNuHM4HUTE Nposieu npu 6enoapob-
HO aHraxxmpaHe ca HecneunuyHM 1 BKINOYBaT Ha-
4YecTo Kawnmua, 3agyx, bonka B repaute unm ropba,
XemonTtusa, cybgebpunuTtet, otcnabBaHe Ha Terno
[2, 3, 8, 12, 13, 14]. Bb3aMOXHO € naumeHTUTE Aa
ca acMMNTOMaTU4YHM 1 Npy 06pa3Ho n3cnenBaHe Ha
rpPbAHMS KOLI KaTo CnyyanHa Haxodka Aa ce ycTa-
HOBAT GenogpobHMTE NpomMeHn (Hogynu, numdane-
Honatus, 3agebenaBaHe Ha cenTuTe u prnbposa) [2,
3,12, 14].

[o 60% ot cnyyauTe Ha aBTOMMYHEH MaHKpe-
aTUT npeacTaBngaBaT NaHKpeaTuUdHa nposiBa Ha
IgG4-cBbp3aHo ckneposupallo 3abonsisaHe. Mo-ro-
nsiMaTa 4yacT OT nauMeHTUTe ca Bb3pacTHu (60-65
r.) mbxe (70-80%) [3, 15]. NoBe4e oT nonoBuHaTa
OnarHoCTUUMpaHu C aBTOMMYHEH MaHKpeaTuT umart
©enogpobHn nesum [14], kato xunapHarta numdane-
HoMaTusa € Hal-yecTaTta M3BbHMNAHKpPeaTU4Ha nesuns
(80,4%) [16]. B andepeHUManHOANArHOCTUYHO OT-
HOLLEHMEe Ham-yecTaTa guarHo3a € MarrHeH npo-
uec[2, 5, 6, 8, 11, 13].

JleyeHneTo e OCHOBHO C KOPTMKOCTEPOUAN, UMY-
HOCYMpecopu U cumnToMaTuyHmM cpeactea [1, 2, 3,
5,6,7,8, 11,12, 13, 16, 17, 18]. BbamOXxHu ca pe-
uMaMBKu Ha 3abonsieaHeTo [2, 5, 6, 7, 12], Hanarawm
CBOEBPEMEHHO MEOMKAMEHTO3HO JleyeHue wu/unm
XUPYPruyHa nHTepBeHuus 2, 6].

KNnUHUYEH cnyyaAn

[penctaBame KNMHUYEH crnyYan Ha 72-roguileH
naumneHT oT Bsana paca, YMMTO NMbPBU OMNfakBaHUS
ca perucTpupaHnu npes oktomepu 2022 r. bonHuat
cbobLiaBa 3a obLia oTnagHanocT, flecHa ymopsie-
MOCT, nonuapTpanruu, nonumMuanrtim, nopagum Koe-
TO e npoBedeHa komnoTbpHa ToMorpadmsa (KT) Ha
rPbAEH KOLLU CbC 3aKIHoYeHMe 3a Hanm4yme Ha YeTnpm
conuaHun Hogyna B geceH 6an gpob (cwur. 1). MNMpose-
[eHa e aHTMOMOTMYHa Tepanus 1 e npenopbyBaHO
npocnegsBaHe Ha HaxogKaTa.
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Tpu MeceLa No-KbCHO, MO NOBOZ CuUHa 6onka B
OsicHaTa MHrBMHAarHa rbHKa, KpbcTa 1 npegHarta no-
BbPXHOCT Ha AACHOTO 6eapo, € HanpaBeH MarHUTeH
pe3oHaHc Ha nymbanHu npewneHn n tasobeapeHa
CTaBa, KOWTO MoKasBa JereHepaTuBHU NPOMEHN Ha
MHOXECTBO HMBa, penaTtMBHa CTEHO3a Ha CnuHar-
HUSA KaHan Ha HMBO L3-L4 n kKopeH4yeBa Komnpecus
noBeye BOSACHO.

MNpe3 mapt 2023 r. e npoBegeHa KoHTporiHa KT
Ha rpbaeH Ko 1 kopem (dur. 2), OT KOUTO Ce BU3Y-
anuavpaTt MegvMacTuHanHa xunycHa nuvdageHona-
TUS, MabK NNeBpaneH U3nue BAsSICHO, 3aaebeneHn
KOCTarnHu 1 BUCLIEpaNHM NNeBpU ABYCTPAHHO U 3a-
nebeneHn uHTepcTMUmnanHm centn B 3-TU CEermMeHT
BOSACHO U B 1-BM 1 6-1 CErMEHT ABYCTpaHHO. OTKpu-
BaT Ce HOBW OBanHu Hogynu B 6enus Apob (dur. 2).
B onawkaTa Ha naHkpeaca ce BWxAa OBarfHa Xvno-
OEeH3Ha nesnsi n eaem B OKofnHaTa MacTHa TbkaH. B
OecHus Hapbbbpek ce ycTaHOBABA afiEHOM.

Cnen nposegeHa BwaeoacuctupaHa Topa-
kockonusi (VATS), Guoncusi, XucTonorms U1 MMyHo-
XUCTOXMMUS e nocTaBeHa anarHosa IlgG4-Cb — aH-
raxvpawa nnespara n 6enuns gpob. OTXBbPrEHK
ca AuarHosute MesoTenvom, numdonponundepa-
TMBHO 3abonsaBaHe n Tybepkynosa (oTpuuaTeneH

TecT, 6a3npaH Ha OTAensiHe Ha UHTepdEepoH-rama
— B cny4dast QuantiFERON TB Gold). lNMopaau Bno-
LwaBaHe B CbCTOSHMETO U n3paseHa BonkoBa CcuUM-
nTomartuka B obractta Ha enuractTpuyma, upagu-
mpawia KbM NsIBOTO U ASICHOTO nogpebpwue, Hasapg
KbM KPbCTa, U YCTAHOBEHWN MOBULLEHN CTOMHOCTM
Ha amunasa, nvnasa, ocTpodasoBy MoKasaTenu
e MpoBefeHa eHOOoCKOoMNcKka peTporpagHa Xorae-
rmonaHkpearorpacdus (EPXI). OunarHoctuumpaH
€ aBTOMMYHEH MaHKpeaTuT B KOHTeKkcTa Ha 1gG4-
Chb. lNocTtaBeHa e nnactmacoBa nNpoTesa Ha AYKTYC
xonenoxyc. 3anoyHaTto e fiedeHne ¢ NpeaHn3ornoH
40 Mr gHeBHO C nocriefBalla pegykuus Ha gosaTa.
Mpwn 6onHMA ce KOHCTaTMpa oTcrnabBaHe Ha Terno —
okoro 10 kr 3a nonosuH roanHa. OT nabopaTopHuU-
Te n3crenBaHus ce YyCTaHOBSIBA N aHEMUYEH CUHL-
pom (Tabn. 1 n Tabn. 2).

Cnen 9 meceua e nposegeHa koHTpornHa KT Ha
rPBAHVSA KOLU, OT KOSTO Ce YCTaHOBSIBA penyKuusi Ha
OMUCaHUTE MPOMEHM CMPSAMO MPEOXOQHOTO M3cnes-
BaHe C 0OpaTHO pa3BUTME Ha MIieBpParHATE U3NMBU U
BenogpobHuTe Hoaynu, No-cnabo mn3paseHo 3aaebens-
BaHe Ha nnespara, peayLvpany no pasmepun IMMgHm
Bb3NW. Bbnpeks ToBa nepcuctMpar MeavactuHanHa

Que. 1. U3xoOHa KomMmoOMBbPHa
momoepadpusi. Busyanuszupam ce
Yyemupu cosiudHU Hodyna e Qde-
ceH 6511 Opob c pa3mep mexdy 5
u 10 Mmm

Que. 2. KoHmposHa KoMnromMbp-
Ha momoepadpusi cned 5 mece-
ua. BosicHo ce 3abesisizea MallbK
nneepaneH usnue, numgadeHo-
namusi dsycmpaHHo, 3adeberisi-
eaHe Ha nneepama AsycmpaHHO,
Hoeu oeasiHu Hodynu deycmpaH-
Ho. [MbpeoHayasHOMoO 3aksroye-
Hue e, 4e onucaHume MPOMEHU
eeposimHO ce Ob/nkam Ha duce-
MUHUpaH Maslu2HeH MPoyec, aH-
2axupaw, nineepama, 6enusi Gpob

U onawkama Ha rnaHkpeaca
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Ta6nuua 1. JlTabopamopHu u3cnedeaHusi om 11 ronu 2023 .

Tabnuuya 2. UmyHomnoz2u4HU u3scsedeaHuss om 12 ronu
2023 2.

HaumeHoBaHue Pesyntar M. eq. flonka | Topra
rp. p. HaumeHoBaHue Pesyntat

WBC 10.10 x10°9/L | 350 | 10.50

PesmatonpaeH cakrop (RF) <30
RBC 470 x10M2/L | 370 | 5.90
HGB 17 all 120.00 | 180.00 Anti-nRNP/Sm 1
HTC 0.365 LL 036 | 053 Anti-Sm 0
MCV 776 fL 80.00 | 96.00
MCH 24.9 bg 27.00 | 33.00 Anti-ssA !
MCHC 321 glL 300.00 | 360.00 Anti-Ro-52 0

Al

PLT 200 x1079/L | 130.00 | 360.00 Anti-ssB 0
LYM% 18.1 % 20.00 | 48.00
MONO% 58 % 100 | 11.00 Anti-5ck-70 !
EO% 0.4 % 0 6.50 Anti-PM - Scl 1
BASO% 0.1 % 0 2.00

Anti-Jo-1 2
NEUT% 75.1 % 40.00 | 70.00
LYM# 1.84 x100/L | 1.00 | 4.00 Anti-Cent.-B 2
MONO# 0.58 x10M9/L 0 0.80 Anti-PCNA 1
EO# 0.04 x10M9/L 0 0.50

Anti-dsDNA 0
BASO# 001 x| o0 | o014 s
NEUT# 7.62 x1079/L 2.00 7.00 Anti-Nucleosomes 0
ROW 17.30 Ani-Histoni 0
MPV 10.8 fL 6.10 | 12.50
Gluc Mmiokosa 7.87 mmol/L 3.50 6.70 Anti-Rib-P 0
Amylase 149.93 UL 0 90.00 Anti-M 2 2
Lipase 147.13 uiL 0 67.00 ]
CRPC Anti-DFS70 0

- PeakTuBeH 780 <6

npoTenH AMA-M2 0
pH Ha ypuHa 55

AHTU-PR3 240
CneumdnyHo Terno

- ) 1.014

(Specific Gravity) AHTI-MPO 070
benTbk B ypuHa 0
(Protein) TpULaTeneH () AHA - ckpuHuHr UA® ( HEp-2 kneTku) () oTp.
['ntoko3a B ypuHa
(Glucose) OtpuuateneH (-)
Ketotena 8 ypuna 1 XunycHa numdageHonatms n rbpo3HN NPOMEHN B
(Ketones) Tpainsen (+-) 6enoapobHMs NapeHXVM, No-13pa3eHn BASCHO (dur. 3).
YpoBunuHoreH Heysenmen Cnen 9 meceua e npoBefeHa koHTponHa KT Ha
(Urobilinogen) rPbAHMS KOLL, OT KOSITO Ce YCTaHOBSBa peaykums Ha
BunupybuH B ypuHa
(Birubin) OTpuLiaTeneH (-) ONUCaHUTEe NPOMEHN CMPSIMO NPeaxXo4HOTO u3crnen-
Koo B ypura (Blood) | Otpuuarener () BaHe ¢ 0OpaTHO pa3BMTUE Ha NneBpanHuTe U3NnBK
HUTpITH B ypAHa n 6enogpobHuTe HoayNK, No-criabo n3paseHo 3age-
(Nitrites) Orpuiatene (- fOensiBaHe Ha nneBpaTta, pefyuMpaHy no pasmepu
TNeskoup B ypura MonoxuTeneH numdHM Bb3NKU. Bbnpekn ToBa nepcuctmpar meaum-
(Leucocytes) () acTUHanHa n xunycHa numdaaeHonatvst u pnbpos-
Eputpouuty 0

HU NpoMeHn B 6enoapobHMa NapeHxum, no-n3pase-
JleBkoumuTH 3.3 o3

HW BOSACHO (cpur. 3).
Enutentu knetkm 0

Kbm TepanuaTa ¢ npegHU3onoH € HasHavyeHo

Lnnunapn 0

neyeHne ¢ asatmonpuH 100 mr gHeBHo. MogobpeHn
Kpucranu 0 naGopaTopHu nokasaTenu ce HabnogasaT cneq ea-
baktepu 0 HOMECEYHO JIeYeHme C a3aTuomnpuH (Tabn. 3).
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@ue. 3. KoHmposiHa KoMmnroMbPHa momozpaghusi 9 Mmeceua cried usxoOHama. YcmaHoesiea ce pedykuyusi Ha 6es100po6-
Hume Hodynu, no-ciabo uspaseHo 3adebesnisieaHe Ha niespama, pedyyupaHu Mo pasmep JumMeHu eb3nu. lepcucmu-
pam ¢hubpo3HuUme npomeHu

Ta6nuya 3. JlTabopamopHu nokaszamesiu csied eOHOMEeCeYHO JsleHeHue ¢ a3amuornpuH

Wwme Ha TecTa Pesyntar Egunnum PedrepeHTHM cTOMHOCTU
CYE 33 mm/h o 37
WBC 9,84 x10M9/L 3,50-10,50
LYM% 17,8 % 20,0-48,0
MONO% 7,0% 1,0-11,0
EO0% 0,6 % Jlo 6,5
BASO% 0,7 % Jlo 2,0
NEUT% 73,9 % 40,0-70,0
LYM# 1,750 x10M9/L 1,000-4,000
MONO# 0,690 x10M9/L [0 0,800
EO# 0,060 x10%9/L [lo 0,500
BASO# 0,070 x10M9/L o 0,140
NEUTH# 7,270 x10M9/L 2,000-7,000
RBC 4,63 x10M2/L 4,40-5,90
HGB 122 glL 135-180
HTC 0,387 LiL 0,400-0,530
MCV 83,6 fL 80,0-96,0
MCH 26,3 pg 27,0-33,0
MCHC 315 glL 300-360
RDW 15,4 % 11,5-14,5
PLT 223 x10%9/L 130-440
MPV 9,9 fl 6,1-13,5
Pct 2,20 mi/L 1,00-4,80
PDW 1,9 fL 8,0-23,0
KpeaTuHuH 111 umol/L [o 104,00
Ypes 10,40 mmol/L 3,00-11,90
lMvkouHa kncenvHa 301,00 pmol/L 200,00-420,00
BunupybuH o6 3,50 umol/L [0 21,00
Bunupybun — anpexten 1,90 pmol/L o 6,50
AcAT 11,90 uiL [0 40,00
AnAT 18,40 uiL [lo 41,00
Famal T 47,00 ulL [0 60,00
Anca-amunasa 111,00 uiL o 100,00
Nunasa 70,00 uiL [o 60,00
KpeaTuH choc. knHasa 43,00 uiL o 190,00




IgG4-cBbp3aHa 6oNecT — KNMHUYEH cryyan 69

OBCBHXAOAHE

IgG4-Cb e psgko 3abonsiBaHe, 3a KOETO ce
yCTaHOBSBAT NMMUTMpaH Gpol nybnukaumm B Ha-
yyHata nutepatypa [2, 5, 6, 11, 12, 13, 19]. Liu
N KOMNEKTMB ONUCBAT PETPOCMNEKTMBHO MNpoy4Ba-
He, npoBegeHo npu 10 naumMeHTn (CbOTHOLLEHME
MBbXekeHn = 9:1) Ha cpegHa Bb3pacT 59,7 . ¢
notebpaeHa 1gG4-Cb. KnuHnyHuTe nposiBu ca
HecneunduyHN, KaTo Kawnuuata e Hawl-4ecTusT
cumntoM (4/10), cnemBaHa oT Gonka B rbpaute
unu repba (2/10), xemonTtusa (2/10), cybdebpun-
Ha Temnepatypa (1/10) n o4Hn cumntomm (1/10).
Tpuma naumeHTn ca Gunu acMmnToMaTuU4HM U ca
6unu cnydariHo ngeHTudmumpaHn ¢ 6enogpobHu
NPOMEHU MpU peHTreHorpadums Ha rPbAHUS KOLL.
Mpun no-ronsimata 4vact ot nauueHtute (80%) ca
3acerHatm MHOXeCTBO OpraHu, Han-4ecto megu-
acTUHaNHU nMHN BB3NKU (70%), Ha3aneH CUHyc
(30%), cnb3um xne3m (10%), napoTuaHa xnesa
(10%), cybmangnbynapHa cntoHyeHa xrnesa (10%)
n xunocusa (10%). Mpu nauneHTUTE Ce oTKpMBaT
noBuLleHn HMBa Ha cepymeH IgG4 (npu 6 nauue-
TW), NOBULLIEHN OcCTpocpa3oBu nokasatenu. [one-
Mun 6enogpobHn Hogynu uma npu 5 6onHu, goka-
TO MPW BCUYKM Ca OTKPUTU MHOXECTBO, ANGY3HO
pasnonoxeHn marnku Hogynu [2]. MNo-ronsma yact
oT GonHWTe ca Mmanu OBycTpaHHO GenogpobHo
aHraxxupaHe. Npn Bcuukn ce HabrniogaBa obunHa
numdonnasmMoumTHa KrneTbyYHa MHPUNTPaUnUsS wu
unbposa. TymopHUTE Mapkepun — KapumHoemobpu-
oHaneH aHtureH n CA-125, ca 6unu B pedepeHT-
HW rpaHuumn. Cegem naumeHTn ca Gunm nekysaHm c
MIOKOKOPTUKOMAMW: NMET Ha MOHOTepanus ¢ NpegHu-
30H, a ABama ca 6unm Ha KOMBMHMPaHO NeyeHne ¢
NpeaHn3oH 1 uuknodocdammg. [sama 6onHu ca
npetbpnenu 6enogpobHa onepauusi, a eauH naum-
€HT — C NeKo npoTudaly, xog Ha bonectTa, e no-
Ay4ynn camo CUMNTOMATUYHO fieveHmne. MNMpu BCUYku
OONHU e HacTBLNUIO KNMMHUYHO nogobpeHue. MNpn 6
nauMeHTV e HacTbNuna peaykums Ha neaunTe B Ge-
nus apob, yctaHoBeHo ypes KT, a npu gBama He e
perncTpvpaHa npomsiHa B pasmepa Ha 6enogpob-
HUTe Hogynu. [1Bama naumeHTu ca nmanu peumans
1 HOBM 6enogpobHu Bb3Nn, HO cres NOBTOPEH Kypc
Ha nevyeHne ¢ NPegHU30H U UMYHOCYNPECUBHU Me-
OVKaMeHTN ca ce Bb3CTaHOBUIM HaMbIHO [2].

[pyr aBTOpCKM KONEKTUB — Vargas v CbTpyaHU-
LM, NPeACTaBAT KMMHUYEH chnyyan Ha 63-roguwieH
MBXK, Myllay, C ONfakBaHMs OT Kawnuua, AUCMHEes
n 3aryba Ha Terno (13 kr 3a 1 r.). MNpu dusnkan-
HUS Npernea ce OTKPMBAT YBENUYEHU MHIBMHAIHU
n uepBukanHu numdpHn Bb3anu. OT nposegeHa KT

ce BuM3yanuaupaT UuepBuUKarnHa, MeamactuHanHa,
XWUNYyCHa, akcunapHa, peTponeputoHeanHa u unu-
avyHa numdageHonaTtus. NeHepanuaMpaHo, rmagko
N paBHOMepHO yaebensiBaHe Ha WHTepnobynap-
HUTe cenTu ce HabnwogaeBa B Lenus GenogpobeH
napeHxum [13]. KpbBHUTE M3cneaBaHusa nokassar
noBuLIaBaHe Ha WMYHOrNoOynMHMTE B cepyma.
M3BbplueHn ca Guoncun Ha GenogpobHa TbkaH K
LepBuKanHu NMM@HN Bb3NK, KAaTO XUCTONMOMMYHUSAT
pesynTaT NOTBbpXAaBa HaNM4MEeTO Ha MHOXECTBO
nonoxutenuun IgG4 nnasMeHn KNeTkn n kateropmy-
HO OTXBBPIISA 3NoKayecTBeHO 3abonsaBaHe. Npu na-
LMeHTa e npoBefeHa KOpTUKOCTepouaHa Tepanus
C npegHu3oH 60 wmr/geH ¢ [obbp TepaneBTUYeEH
edekT. [1Ba Meceua cneg neyeHMeTo OT MpoBe-
neHata KT ce peructpupa sHayuMTenHa peaykuums
Ha NPOMEHNTE B AeCHUSA 100, CbC 3HAYUTENHO Mo-
Marnko nHtepctuymanHo 3acsrade [13]. [loknagBaH
e criyyan Ha 63-rogueH MbX ¢ aBTOMMYHEH MaH-
kpeatut, ymato KT Ha rpbOHUSA Kow ycTaHOBsIBa
NPOMEHM TUN ,MaToBO CTBKMO® N NYenHa nuTa, npe-
OUMHO B JonHuTe noboee, a TpaHcOpoHxManHaTta
OenogpobHa Guoncus gokasBa WMHTepCcTULManHa
MHpmnTpauma ot numdountn n IgG4-nonoxum-
TenHu nnasmeHn knetku [17]. B gudepeHumanHa
OunarHosa npu Te3u naumeHTn ce obecwbxaar: 3ro-
KayecTBeH numdonponudepaTnBeH npouec C
numdaHrMTHa KapumHomartosa Ha 6enna apo6, 6o-
nect Ha Castleman, nbpBu4HO 6enogpobHO 3noka-
YecTBeHO 3abonsaBaHe, capkonaosa.

B noTBbpXaeHWe Ha NUTepaTypHUTE LaHHW,
Duvic n cbaBTopy onuceart 38-roguileH MbX ¢ aBTo-
UMYHEH MaHKpeaTuT, peTponepuToHeanHa dubpo-
3a Y MHOXECTBO HoaynapHu nesvu B 6enust apob.
CepyMHOTO HMBO Ha IgG4 e Guno nosuwieHo, a be-
nogpobHata Guoncus nokasea XMCTOMATONOMUYHU
XapaKTEPUCTUKN Ha opraHusvpalla ce MHEBMOHMS
[18]. MauneHTHLT e nekyBaH eEKTUBHO C nepopa-
neH NpeaHn30H, KaTo BNOCNEeACTBMNE e pernctpupa-
Ha 3Ha4MTeNHa peaykumnsa Ha 6enogpobHUTE MHpUI-
Tpatn [17, 18].

B pOpyro peTpocnekTMBHO MNpoy4vBaHe, KOeTo
npaeun npernes Ha obpasHu uscnegpaHus Ha 90
naumMeHTM C aBTOMMYHEH MNaHKpeaTwuT, e oTbens-
3aHo, Ye 54% oT nauueHTMTE MmaT GenogpobHu
nesun. NMpoeegeHa e KT ¢ koHTpacTupaHe npun 69
naumeHTn, Npu KOATO € yCTaHOBEHO, Ye 54 (78%)
BonHu ca nmann xunycHa numdageHonatuns [14].
PecnvpatopHu cumnTomu (Kawnuua, SUCMNHes npu
ycunue n 6onka B rspauTe) ca onucaHy npy npuo-
NN3NTENHO MOMoOBMHATaA OT NauueHTuTe, [oKaTo
ocTaHanuTe ca umanum abHOPMHU UHTpaTopakasnHu
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Haxogkv npu obpasHu n3cneaBaHvsa Npy nunca Ha
pecnvpaTtopHu cumnTtomu [3, 14]. B npoyyBaHe Ha
65 naumeHTV ¢ aBTOMMYHEH naHkpeaTuTt, Hamano
M CbTp. cbobLlaBarT, Ye xunycHarta numdageHona-
Tna otkputa Ypes KT u cunHTurpadpusa ¢ rannun-67
e Hali-yecTaTta usBbHNaHkpeaTnyHa nesus (80,4%)
[16]. Cnopen Campbell n cbtp. 6enogpobHuTe
nposisn npu IgG4 ca HecneunduyHn 1 moraT ga
BKMIOYBAT Kawnuvua, AucnHes, Tpecka n 6onka B
rbpauTe [8].

3AKINIOYEHUE

IgG4-Cb e cuctemHo 3abonsiBaHe, aHraxupa-
LLLO MHOXECTBO OpraHv 1 CUCTEMM C pa3HoobpasHa

KNMUHUYHA cUMMNTOMATMKa M LiMpoka AvdepeHun-
anHa guarHosa. [peactaBeHUAT OT Hac KIMHUYEH
cnyyanm Ha Mbx ¢ 1gG4-Cb, aHraxupalla nnespaTa
n 6enva gpob, N aBTOMMYHEH NaHKpPeaTUT, pas3BuIl
ce karto nposiea Ha 6onecTTa, € B CbOTBETCTBME C
onuncaHuTe crnyYyam B HayvHaTa nutepartypa. Cnegn
NPOBELEHO NeYeHne ¢ NPegHN30SI0oH U a3aTMONpPuUH
npu 6onHUA ce Habngaea KNMMHUYHO NogobpeHune,
HopManuaupaHe Ha nabopaTopHuUTe nokasaTenu u
obpaTHO pasBuUTUE Ha npomeHuTe B Genust Apob.
lMpocneasiBaHETO M CBOEBPEMEHHOTO JleYeHUe Ha
peungusute npu nauymeHtute ¢ IgG4-Chb e kntodoB
Nnoaxopn 3a NPeBeHUUS Ha YCINOXHEeHUsiTa 1 nogob-
psiBaHe Ha TSIXHOTO Ka4eCTBO Ha >XUBOT.



