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ABTOIMYHHOI'O NAHKPEATUTY?

(OrnAn NITEPATYPU)
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Pestome. V cTaTTi HaBeLeHO OHOBJIEHI [JaHi NATOreHETUYHMX MEXaHi3MiB PO3BUTKY aBTOi-
MYHHOro naHkpeatuty (All) 1-ro 1a 2-ro TMNiB, 0CO6NMBOCTI KNiHIYHOr0 1 KOMOPBIAHOIO
nepe6iry, L0 NOB’A3aHi i3 M cTaHoM. OnnucaHo meToau AiarHocTukm Alll Ta ix 06MEeXeHHS;
JiarHocTnyHi kputepii Al 3rigHO 3 MiXXHapOAHWM KOHCEHCYCOM i3 JiarHOCTUHHUX KpUTepiiB,
a TaKOX PO3MMAHYTO CyvacHi MeToaw NikyBaHHA Alll i piBeHb iX eeKTUBHOCTI.

Knto4oBi cnosa: aBTOIMYHHUIA NAHKPeATWT, aBTOIMYHHWIA NaHKpeaTuT 1-ro Tuny, aBTOIMYH-
HUIA NaHkpeaTuT 2-ro Tuny, IlgG4-acouinoBaHe 3axBOPIOBAHHS, iarHOCTUKA aBTOIMYHHOrO
NaHKpeaTuTy, rMOKOKOPTUKOCTEPOIAMN.
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Bctyn

Y 1961 poui Sarles et al. ynepwe onucanu y
CBOI PO6OTI Take KIiHiYHEe 3aXBOPHOBAHHSA, K
CKNEepo3yKYmnii NaHKPeaTuT, L0 acoLiioBaHWiA
i3 rineprammarno6ynisemieto [1]. Y 1988 poui B
MapcenbCbKo-PuUMChbKiit KnacudikaLlii 3'aBnseTbes
TPETA rpyna 3axBoproBaHb, Cepes AKNX XPOHiYHNIA
3ananbHui naHkpeatut, ay 2001 poui BXxe B Knacu-
dhikauii xpoHiyHux naHkpeatutis TAGAR-O BuaineHo
i30/1b0BaHWNIA aBTOIMYHHWIA NAHKPEATMT | CUHAPOM
ABTOIMYHHOr0 MaHKPeaTUTy Ta BRepLUe 3'ABMSH0TbHCA
[JaHi, L0 B NaLieHTIB 3 aBTOIMYHHUM NaHKPeaTuToMm
BiIMiYaeTbCA NiABMLLEHHS piBHA |gG4. TepMiH
All y cBoix po6oTtax onucysanu Yoshida et al.,
aKkniny 1995 poui ysaranbHuB HaKOMUYEHi KNiHiYHi
JlaHi o0 ocobnuBocTen nepebiry natonorii B
MauieHTiB i3 XPOHiYHO natonorieto M3 i Ha3BaB
3aXBOPOBAHHA aBTOIMYHHUM naHkpeatutom (AlM),
Ta K. Kawaguchi npu onucy Bunagky xonaHrity 3
YPXEHHAM MiALLNyHKoBOi 3ano3u [2]. Y 2002 pou;
CBIT M064UNIN NEPLL KNiHiYHi HACTAHOBW ANOHCHKOI
naHKpeaTonori4Hoi acouiayii, ie 6ynu BCTaHOBNEHI
nepLui aiarHocTuyYHi Kputepii All, Lo B noganbLuo-
My 6ynu nepernanyti y 2002, 2006, 2011 pokax i
3pewToto y 2020 poui. Y cBoto yepry, y 2003-my
BrepLUe B NiTeparypi 3’ABNATLCA AaHi W00 No3a-
naHKpeaTu4YHUX NPOABIB AAHOI NATONOrii Ta OnucaHa
HOBa CYTHiCTb IgG4-3aneXXHnX 3aXBOPIOBaHb, a Y
2010-my B pamkax [OHOMYNbCbKOr0 KOHCEHCYCY
Chari suginse Tunu AN —Tun 1i1nn 2.

AIIN - pigkicHMI BapiaHT XPOHIYHOTO NaHkpea-
TUTY, AKWIA KNiHIYHO XapakTepu3yeTbCca 4acTuM
BUHUKHEHHSM MeXaHi4HOT XKOBTAHUL, i3 CynyTHIM
306i/IbLLUEHHSAM MiJLWIYHKOBOI 3211031 260 6€3 HbO-
ro, L0 XapakTepu3yeTbCs 3ananbHUMK 3MiHAMK
B TKQHWHI NifLLIYHKOBOI 3a5103K1, MiCTONOrYHO —
nimconIa3mMoLMTapHOO iHGiNbTpaLieto Ta ibpo-
30M nNigLnyHKoBoi 3anosu (M3), KoTpi BUKNMKaHI
ABTOIMYHHWMM MeXaHi3Mamu, a TepanesTU4Ho — no-
3WUTWUBHOIO BIfINOBIAA HA TePanito KOPTUKOCTEpOiaa-
mu [3]. Ha cborofHi B 6a3ax gaHux PubMed
Ta KoKpaHiBCbKiil 6i6fioTeLi HapaxoBYETbCS
5218 ctaren, npucsadeHux npo6nemi Alll. Hawworo
MeTO0 OYN0 NPOBECTM OrNIA] OCTaHHIX NniTepa-
TYPHUX AaHUX, WO CTOCYKTHCSA NATOreHETUYHMX
OCHOB 3aXBOPHOBAHHS, KITIHIYHMX NPOABIB, a TaK0X
CYYaCHOI [1iarHOCTUKW Ta NPUHUMNIB NiKYBAHHS
nauienTis i3 Alll.

Enigemionoriyni gaHi ceigyatb, WO noLwMpe-
HicTb Al Buwa B KpaiHax Asii, Hix B Amepuj,
€8poni 41 ApUKAHCHKOMY KOHTUHEHTI. 3rifiHO i3
pe3ynbTatami 3aranbHOHaLlioHanbHOro enigemio-
NOTIYHOr0 AOCHIKEHHS, Lo 6Y/10 NPOBELEHO B
Anoniiy 2016 poui, KinbkicTb nauieHTis 3 All carana
10,1 Ha 100 000 of1. HaceNeHHS, LLO BiflbLL HXX YABIYi
nepesuLLyBano Aaxi 3a 2011 pik Ta cBig4uio npo
MOXJTBO 6iflbLL SIKICHE NPOBEAEHHS AiarHOCTUYHNX
npoueayp [4].
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Y2010 poui MixxHapoaHa cninka naHkpearonoris
3anponoHyeana knacudikadito Alll, FpyHTYH4UCH
Ha NaTOreHeTUYHNX Ta ricTONATONOrYHUX 0CO6N-
BocTAX [3]. Bugindote Taki Tunu Alf:

1. Al 1-ro Tuny (NimchonnasmoLmMTapHuin cKre-
PO3YK4UIA NAaHKPeaTuT) € MaHichecraLieto
cuctemHoro IgG4-acouinoBaHoOro 3axBopto-
BaHHA (IgG4-3anexuuin) y M3. Al 1-ro Tuny
€ 6inbLLU NOLIMPEHO hOPMOLD Ta HaNYacTiLLe
PEECTPYETLCA B KpaiHax Asii.

2. Al 2-ro Tuny (igionat4HNn NPOTOKOLIEHTPUY-
HWiA NaHkpeaTuT) a60 Alll 3 ypaXKeHHAM rpaHy-
NOLMTAPHOrO eniTenito, BBAXAETHCS i3011b0BA-
HUM IMYHOOMOCEPEKOBAHIM 3aXBOPOBAHHAM
[13. 3axsoptoBaHicTb Ha Alll2-ro Tuny YacTille
TpannseTbes B KpaiHax €sponu 1a CLUA, ane
3IMWAETLCA APYrOPSAHUM NiATUMNOM.

Lli nBa Tnn Al MatoTb CX0Xi NPOsBK, NPOTE
Pi3Hi KNiHi4YHi 03HaKKW. TaKOXX OCTaHHIM Yacom Bu-
ninstoTb Al HeknacudpikoBanui Ta IgG4-3anexHe
3axsopioBaHHs (IgG4-33).

AIlT HeknacuikoBaHUA — BUKOPUCTOBYETLCS
B pasi, Konn nauieHT He BiANOBifae KpuUTepiam
Al 1-ro 4un 2-ro Tuny. lictonoriyHo Alll moxe He
BN3HA4YaTUCb, a TaKOX [aHa KOropTa nauieHTiB He
Mage NOMITHO NifBNLLEHNX piBHIB 1G4 y cupoBaTLi
Kposi, Ak npu Al 1-ro Tuny.

|gG4-3anexHe 3axsoptoaHHs (IgG4-33) - ue
iMyHOOnocepeKkoBaHe (Di6PO3HO-3anarnbHe 3a-
XBOPIOBaHHSA, LU0 3[jaTHe YLUKOKYBATU [eKifibka
OpraHiB i xapakTepuayeTbes NiasuLLeHHAM 1gG4 y
CUPOBATLL KPOBI Ta IHINbTPALLIEH0 YpaXKeHUX opra-
HiB |gG4-N03UTUBHUMMI NNAZMATUYHUMU KITITUHAMU.
Al 1-ro TUny € ofHIEl0 3 HANOLIMPEHILINX (hOPM
LLbOr0 CMCTEMHOr0 CUHAPOMY.

Hapagsi etionoris Alll € HeBifOMOtO, NpoTe 3a-
BAAKM [JAHWUM, LU0 OTPUMaHi eKCrnepuMeHTaibHUM
LUAXOM, BULINAOTH FeHETUYHI Ta NpoeciiiHi ak-
TOPU pU3NKY. Y AOCNIMKEHHAX, NpoBeaeHUX Kawa
et al. Ta Ota et al., 6yno BCTaHOBNEHO BNUB reHiB
HLA-DRB1iABCF1y rannotuni HLA-DRB1*0405-
DQB1*0401 Ha cxunbHicTb go All [5, 6]. De Buy
Wenniger et al. Ta Hubers et al. 6yno BCTaHOBJIEHO
MO3UTUBHY KOPensLito MiX 1gG4-33 )OBYHMX LLNAXIB
i [13 Ta BUKOHYBAHOI0 (Pi3NYHOO NpaLieto, 30Kpema
npodecinHuMn 3axBoptoBaHHAMM. [PUHNHOIO LieT
KOpensLii Moxe 6yTh TPUBANNIA KOHTAKT i3 NO6I4YHMMM
NpoAyKTaMu BUPOOGHULTBA — MiHEpaNbHUM MUIOM,
aTMocchepHUMM BUKMamin Ta asbectom [7, 8]. Lle
MOXe MOACHUTW NepeBaXaHHS 3axXBOPHOBAHOCTI
Ha Alll 1-ro Tuny cepef oci6 4onogiyoi cTarTi,
HE3BaXat04un Ha Te, LU0 [0 6iNbLUOCTi aBTOIMYHHINX
3aXBOPKOBaHb MaTb BULLY CXUIbHICTb 0COOM
XiHoyoi cTaTi [9].

MatoreHes

arorenetnyni mexarismu Alll 1-ro Tuny

AsTopu Della-Torre et al. npunycTunu 3aranbHy
naToreHeTu4yHy moaens ans lgG4-33, wo nonsrae
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B NOEAHAHII XPOHiYHii Bignosigi B- i T-nimdoumris
Ha CneumndivHNiA aHTUreH. 3rigHo i3 Lieto Mofensio,
MiCNa aHTUTeH3aNeXHOro Jo3pisaHHaA Th2 (T-xenne-
pu 2-ro TUNy) MIirpytloTb O OpraHis-MiLieHein (y
faHomy Bunagky Ao M3) i cuHTe3yoTb Npodibpo-
TUYHI umToKiHm — IL-4, IL-10, IL-13, TGF, a Takox
nocunTL andepeHuialito M2-makpodaris Ta
aKTMBALIit0 €03MHOMINIB, LM CaMUM CIPUYUHAOHM
(hibpoTMYHO-3ananbHi 3MiHK. 1gG4+-nnasmouuTy
CUHTE3Y0Tb NPOIOPOTUYHIIA LUMTOKIH IL-6. IgG4
MOJNErLyTb aHTUTEH-NPE3EHTaLi0 Yepes B3agMO-
Qito 3 Fc-peuentopamu, UMM camumM MOCHAOYN
iMyHHy Bignosigb [10].

[HLWi anoHebKi gocnigHukn Ken Kamata et al. y
CBOIi1 po60Ti 32 ;ONOMOror MoaentoBaHHs All 1-ro
TUMY HA MULLAX LUNSAXOM iMYHOJIOTIYHOrO aHanisy
JO0CTIANAN POfb NNIa3MOLMTAPHIX JEHAPUTHUX KNITUH
(pDC) y natoreHe3i 3axsoptoBaHHsi [11]. pDC 3aaTHi
CUHTe3yBaTn iHTepdepoHK 1-ro TUny, rofoBHUM
4uHom IFN-a. Y ceoto Yepry, IFN-a akTuBye CUHTE3
(hakTopa aktuadii B-knituH (BAFF) [10], wo ctu-
MYNIOE [03piBaHHA B-KNiTWH i, BiANOBIgHO, CUHTE3
aHtutin [13, 14]. Watanabe et al. Takox y cBoemy
JOCNIIKeHHI NiaTBEpAUnH, WO iHAYKLIS CUHTE3Y
[FN-a npo3ananbHux Ta npogoibpoTUHHUX LNTOKIHIB
IL-33, IL-13 i TGF-B, cnpu4unsie ci6pos N3 [15].

latoreHetnyri mexauiamu Alll 2-ro tuny

Y pocnimkeHHi Ku et al. 6yno BusBneHo nig-
BULLIEHY ekcnpecito IL-8 eniTenioumuTamMn npoTok
M3 Ta iMyHHUMK KRiTUHaMK y XBopux Ha Alll 2-ro
Tuny [16]. Ockinbku IL-8 € hakTopom XemoTakcucy
Ta aKTuBaLii HelWTpodinis [17], cnocTepiraeTses
rpaHynouuTapHa iHginbTpauis npotok 3. B iHwomy
aocnimkeHHi Gupta et al. gocnignnn, wo B 69% 6io-
nTatis 13 xBopux Ha All1 2-ro Tuny cnocTepiranoch
MO3WUTUBHE IMYHOTICTOXiMi4HE 3a6apBIEHHS NPOTOK
Ha PD-L1. ABTopn JOCRi[IKeHHs 3anponoHysanu
BuKopuctanHs PD-L1 sk giarHocTu4HOro mapkepa
Al 2-ro Tuny i3 yyTnueicTO 70% i cneunivHicTIO
99% [18]. PD-L1 akTtusye Treg-nimdgountu, wo
NPUrHivyoTh iMyHHY Bignosiae [19]. AsTopu M. Loos
et al. 3a 4ONOMOroK IMYHOrICTOXiIMIYHOrO AOCI-
[PKEHHS BUBYANN MOXuBY posib Th17-nimcpounTis
y NatoreHesi 3axs0pPtOBaHH Ta NMiATBEPAUNIN 3B’A30K
BMCOKOr0 PiBHA iH(INbTPaLii LMMU KNITUHAMM
TKaHUHM [13 i NigBULLEHOK EKCTPECiEr LMTOKIHIB
IL-17A TalL-21, wo pekpetytotecs Th17, y xBopux
Ha AIlT 2-ro Tuny [20]. IL-17, aK i IL-8, cnpnymnHsoTh
XeMOTaKCMC HeNTpoinis [21], LLO TAKOX MOSACHIOE
NPUYNHY HERTPOINbHOI iHGiNbTPaLii. HeiTpodinm
CNPUYMHSIOTb 3ananbHi Ta JeCTPYKTUBHI NPOLLECK
3aBAAKMN BULiINEHHIO NPOTeas i HeTPOINbHMX Mo-
3aKniTMHHNX nactok (HIMIM), Lo akT1Bye MOHOLMTK
Ta Makpodaru, KoTpi 3AaTHi CTUMYHOBATU CUNbHY
3ananbHy Bignosigp [22].

BapTo 3a3Ha4nTK, WO BCi HaBedEHi NaHKM na-
TOreHe3y € XapakTepHUMK i Ans HecneuniyHoro
BMpaskoBoro konity (HBK) [23, 24], L0 Moxe nosc-
HUTW Npr4KHY YacToro overlap Al 2-ro Tuny i3 HBK.

Oco6nusocTi kniHiyHoro nepeoiry
3aXBOPHOBAHHA

KniiyHi nposisu Al BKNO4aloTb y cebe Me-
XaHi4HY YKOBTAHMLIKD, PO3BUTOK FOCTPOro naH-
KPeaTuTy, HasiBHICTb BOFHMLLEBOrO0 YTBOPEHHS
NiALWNyHKOBOI 3an03un, 601110 B XWUBOTI, LYyKPOBOr0
JiabeTy i 3ananbHOro 3axBOPHBAHHA KNLLEYHNKA
(33K). HainoLumpeHilum KNiHiYHUM CUMNTOMOM
Alll 1-ro tuny € mexaHi4Ha XOBTAHULSA, a
Alll 2-ro tuny — roctpuin naHkpeatut [23].
Al 1-ro Tuny 3a3su4ai MaHidecTye y BiLli noHag
60 pokiB y 40NOBIKiB, CMiBBIAHOLLEHHS YOMOBIKIB
J10 XiHOK — 3:1. HannowmpeHilumm cumnTomMmom
€ MexaHiyHa XoBTaHUUA (>60%), Lo YacTo mae
6e3601b0BMiA Nepedir. Piskuii 6inb y XUBOTI CNo-
ctepiraetbes B 30% nauieHTiB [26]. Ockinbku Le
3aXBOPIOBAHHS € NPOSBOM CUCTEMHOrO 1gG4-33,
TO 4acTO CYNPOBOMKYETHCA 3aNY4YEHHAM iHLLINX
OpraHiB y naTonoriyHuii npouec. Lie MoxyTtb 6yTu
Oyab-sKi Ho30morii 3i cnekTpa 1gG4-33, oaHak
3rigHO 3 pesynbratamy 6araToLeHTPOBOro A0CHi-
IDKEHHs, NPOBeIeHoro B Itanii, Han4acTilwmmMm cy-
NYTHIMW 3aXBOPIOBAHHSAMI € YPAXKEHHS XOBYHMX
npotoK (39,6%), Hupok (11,3%), nimdarnyHmx
BY3J1iB (9,4%), CrMHHMX 35103 (7,5%) Ta NiereHb
(7,5%) [27]. BapTo 3a3Ha4uTH, LLLO MOXYTb ypaxa-
TUCS W iHLLI CTPYKTYPU OpraHi3my, TaKi siK CIbO3Hi
3a1031, WMTONOAIGHA Ta NPULLMTONOAIGHI 3ano-
31, peTponeputoHeym, aopta. [ng Alll 2-ro Tuny
CePefHili Bik BCTAHOBNEHHA AiarHO3y CTaHOBUTb
40 pokiB, CNiBBIAHOLLEHHS YONOBIKIB 10 XiHOK —
1:1. XapakTepHum cUMNTOMOM € nosiBa Pi3koro
60110 (>60%), 3a3BM4ai KNiHiYHA KApTUHA IHKOMKN
MOXe BYTI CX0XO00 Ha roCTpUi naHkpeatut. Ta-
KOX MOXE BifJ3Ha4aTucs nosisa XXOBTAHML, Npo-
Te 3HaYHO pifwe, Ha BigmiHy Big Alll 1-ro Tuny
(30%) [26]. 3rigHo 3 pesynbraTamm AOCHIKEHHS
Ohetal., i3 27 nauieHTiB i3 NiATBEPIKEHUM [jarHO30M
Al 2-ro Tvny 17 manu KIiHi4Hi 03HAKK rocTporo
naHkpeatuTy [28]. Tak, y 6aratoLeHTpoBOMY AOCHi-
JPKEeHHi nokasaHo, Wwo i3 91 nauieHTis 3 Alll1a 33K
98% manu AllT 2-ro Tuny. B iHWOMY AOCAIIKEHHI
S. Nikolic et al. 3a3Ha4anu, wo All1 2-ro Tuny 4acTo
cynposokyetbcs 33K (>40%) [29]. I3 HuX 75%
npunagatotb Ha HBK ta 15% — Ha xBopo6y KpoHa,
iHWi 10% cTaHoBNATb HeaudepeHuinoBaHi 33K
[28, 30].

CynyTHimMu cumntomamu AllT 060X TUMIB MOXe
OyTU eniracTpanbHuiA 6inb (29,5%) i BTpaTa Macy Tina
(23%) [27]. NMoBHa BTpaTa aneTuTy, pi3ke CXyLHEHHS



Ta CUNbHWIA 6iMb, LU0 YCYBAETHCA NIULLE HAPKOTUYHM-
MU aHaNbreTUKamu, He € Tunosumm cumnrtomamu Alll
i MOBMHHI HALITOBXHYTW Ha AyMKY npo pak M3 [3].

JliarHocTuka

Ockinbku cumntomarika Al 1-ro Ta 2-ro Tunis
CYTTEBO BiflPi3HAETLCA, KPUTEPIT LiarHOCTUKN Ans
HUX TaKOX € Pi3HUMN. HallioHanbHi 260 MiXKHApOHi
LliarHOCTUYHI KpuTepii 31e6iNbLLIOro rpyHTYOThCA
Ha 3arasibHUX OiarHOCTUYHMX eJIEMEHTaXx, Takux
K Bi3yanisavis napeHxiMu NifLLyHKOBOI 3a5103u,
3MiHW NpY NPOBEAEHHI NaHKpeaTorpadii Ta HasBHI
eKCTpanaHKpeaTnyHi ypaxXeHHs, NPOBeLeHHs Cepo-
NOriYHIUX TECTYBAHb, BU3HAYEHHS MCTOMOrYHIUX 3MiH
M3 i BignoBigb naieHTa Ha Tepanito ctepoigamu. Y
2006 poui Dr. Chariy 3anpononysas kputepii HISORt,
a Dr. Myung-Hwan Kim - kpurepii Kima. licns
nosiBi NOTPE6M B MiXKHAPOAHMX KOHCEHCYCHMX
crangaprax ana giardody Ally 2011 poui Ha 3ycTpidi
MixxHapoHoi acouiallii naHkpeaTonoris B ANOHii nig
kepiBHuuTBOM Dr. Shimosegawa Ta Dr. Chari 6ynn
NPUAHATI 1 y3roKeHi nonoxeHHs MixHapoaHoro
KOHCeHcycy i3 giarHocTuynux kputepiis Al (ICDC).
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Hapagsi ctaHgaptom giarHocTuku Alll BBaXKaeTbCs
BUKOHaHHA nonoxeHb IGDC. ICDC ana Al 6yno
CTBOPEHO 18 TOr0, 106 iCHYBanu eAuHi Kputepii,
JOCTYMHI /151 3aCTOCYBaHHA B ycboMy CBiTi. ICDC
ans Al 6yno po3po6neHo nicna nepernsgy icHy-
to4nx Kputepiis B AnoHii, CLUA, Kopei Ta Itanii [30].
BignosigHo ao ICDC, miarHocTuka All noTpebye
MOEAHAHHA TaKUX M'ATU OCHOBHUX 03HAK:
e 03HaKM Bidyasisauii (maHkpeatyHa napeHxima
Ta NaHKpeaTn4yHa npoToKa);
e HasBHICTb ceponoriyHux mapkepis (IgG4, 1gG
Ta aHTUHYKIIeAPHi aHTUTINA);
e YPAKEHHSA eKCTpanaHKpPeaTUYHUX OpraHis;
e MopdonoriyHi 3minu M3;
e BIifINOBIAb Ha Tepanito cTepoigamu.
Y Ta6n1Li HaBeeHO NOPIBHAHHA TUMOBUX 03HAK
Ta OCHOBHMX KpUTEPIiB AiarHOCTUKM (1-ro piBHA)
ans All 1-ro i 2-ro Tunis.

TpUHLUNYM iHCTPYMEHTANbHOI Ta nabopaTopHoi
piarnocTuku All

[TepLunm KpOKOM B anropuTMi AiarHOCTU4HOr0
MOLLUYKY NMPW KNiHIYHIA KapTUHI, XapakTepHii ansa

Tabnuus.
lMopiBHANIbHA XapakTepucTKa 0CHOBHUX 03HaK Alll 1-ro Ta 2-ro Tunis

O3Haka Alll 1-ro Tuny AIl 2-ro Tuny
[emorpadpiyHi  Yonosiya ctatb 80% 50%
NOKa3HUKM
XKinoya ctatb  60% 30%
KniHivHa 06cTpykTBHa  >60 <30
KapTuHa XKOBTSHNLSA
binb y xusoti <30 >60
Tunosi piarnocTuyHi o3nakm (ICDC)
Bigyanisauis Bigyanizauisa  [OndpysHe 36inbLieHHs M3 («koB6aconogioHa M13») i3 IudpysHe 36inbwenHs N3
M3 napeHximu rin0exoreHHOK NCeBA0Kancynow
(KT/MPT)
Bigyanisa- [losri (>1/3 KOBXNHN) i/a60 YNCNEHH] 3BY)KEHHA [osri (>1/3 LOBXWHN) i/a60 YNCNEHHI 3BYXKEH-
Lis NpoToK BiPCYHIrOBOI MPOTOKK HS BipCYHIOBOI MPOTOKK
(MPXTT)

CepenoriyHi mapkepm 36inbleHHs 1gG4 6inblue HiX 2 HOpM PiseHb 1gG4 y mexxax Hopmu

MaTtomopdhonoriyHa KapTuHa Tpu i GinbLue ricTONOTiYHI 03HAKK:

* BUpaXeHa NiMonnasMoumTapHa iHginsTpauis
napeHximu

« 6aratospycHuii pi6po3

« 06/1iTEpYO4NIA nebiT

» >10 9G4+ nnaamouuTiB y noni 30py

06uABI ricTONOriYHi 03HAKK:

* FPaHyNoLMTapHa iHiNbTPaLa CTIHOK NPoToK M3

* BiICYTHA/HE3Ha4Ha iH(inbTpayis |gG4+
nnazmouutamu (0-10 KniTUH y noni 3opy)

CynyTHi 3aXBOPIOBAHHS  CnekTp 1gG4-33
» CErMeHTapHe i/abo
» MHOXXMHHi MPOKCMManbHi 3BY)KEHHS )XOBYHUX NPOTOK
* PEeTPONepuTOHeanbHNA ibpos

33K noHan 40%

Bignosigb Ha Tepanito MKC BupaxeHa pemicis pagionoriyHux npossis
3aXBOPIOBAHHA B 13 Ta nN03a Heto He MisHile 3axBOPoBaHHA B 13 He Ni3HilLe HiX Yyepes

HDK Yepes 2 TWXHI nicns noyatky Tepaii TKC 2 TWXKHi nicna no4artky Tepaii FKC
30-50% <10%

BupaxeHa pewmicis pagionoriyHux npossis

YacToTa peuuaneis
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All, e KT/MPT 4epeBHOi NOpoXHUHU. Pesynsraty
LMX OTPUMAHMX Bi3yanisaLiliH1X MeTOLUK He €
cneuudpiyHummn gna All [33], oKpiM HaABHOCTI
rin0exoreHHoi NceBAoKancynu, Wo BBaXKAETbCS
NaTtorHoOMOHiYHOK 03Hakot Al 1-ro tuny [32].
Metoaukn KT/MPT patotTb MOXNUBICTb Ta MaKOTh
Ha MeTi nuLLe BiganepeHLitoBaT abo HaaBHICTb
3anasibHoOro npotecy, abo HasiBHiCTb HeobJac-
TUYHOrO npouecy, 3okpema paky M3 [34]. KT mae
CyOONTUMAITbHY YYTAMBICTb (59%) i BUCOKY Crieuu-
iuHicTb (99%) ana gudpeperuiauii Al Big paky
NiALWNyHKOBOI 3a103u, Toai 9k MPT mae Buly
4yTNUBICTL (83%) 3 aHANOri4YHOK0 CreuniyHicTIo
(97%). Y nocnimkeHHi, nposefeHomy Jia et al., 6yno
J10Bef1eH0 epeKTUBHICTb BUKopucTaHHs MPXIT gk
O[Hi€T 3 0CHOBHUX MeTOAMK audrepeHuiauii Al ta
afieHokapuuHomu npotok M3 [35]. 3a HafBHOCTI
KT/MPT-o03Hak, Tunosux ana Alll, HacTynHum Kpo-
KOM Yy AiarHOCTU4HOMY anroputMi € ceposioriyHe
Jocnipxenns pisHsa 1gG4 (>135 mr/an). BapTo
3a3Ha4YNTK, IO came No co6i MigBMLLEHHS PiBHA
cnpoBaTkoBoro IgG4 Ha TNi KNiHIYHOT KapTUHU
AIlT He Aae nigcTaBy roBOPUTU MPO OCTATOYHMIA
niarHo3 Alll 1-ro Tuny, agpxe BOHO MOXe CrnocTe-
piratuck i npn kapumHomi M3. MpoTe B TakoMy
BUNaAKy niasuLLieHHs [gG4 pinko ko nepesuLLye
2 BepXHi Mexi Hopmu [36]. [iarHocTunyHi kputepii
1gG4-33 y nepernsagi 2020 poky BM3HA4alOTh AK
HU3bKY YYTNNBICTb Ta CNELUMIYHICTb CEPONOriy-
HOI piarHocTukm (51 12 60% BignosigHo) [37]. Y
nauieHTis 3 Alll MoXXe cnocTepiratuch NifBULLEHHS
iHLIMX CUPOBATKOBKX aHTUTIM, TAKMX SK aHTUTINA
J10 NaKTohepuHy, aHTuTINa [0 kap6oaxrigpasu i,
anbga 2A aminasu, naHkpeaTu4HUM CEKPeToBaHUMN
TPUNCUH, aHTUHYKNeapHi aHTuTina (ANA) i peema-
ToigHMiA pakTop (P®). AnTuTina SS-A (Ro) i SS-B
(La), ai € mapkepamu cungpomy Llerpena, pigko
BUABNAOTLCS B NauieHTiB 3 Alll, 110 A€ 104aTKOBI
MiacTaBn BBAXXATW, LLIO CKNIEPO3YH0YUIA CianafeHiT,
SKUIA cnocTepiraeTbCa B nawieHTis 3 Alll, Bifpi3Hs-
€TbCA Bif cuHapomy LLerpeHa.

bioncis NpoBOAUTLCA B pPa3i HEMOXNUBOCTI
[0CTOBIpHO nigTeepAnTn giarHo3 Alll 1-ro tuny
3a 0MOMOrOK iHLWWX AiarHOCTUYHUX METOAIB 260
npu nigoapi Ha All 2-ro Tuny [3]. [ns nocTaHOBKM
nepekoHNMBOro giarHosy Al 2-ro Tuny pesynsrartu
oioncii e 0608’a3koBMUMY [3, 38]. BapTo 3a3HaunTy,
1110 3pa30K, OTPUMAaHWIi 32 AONOMOrO0 TPAANLLIAHOI
TOHKOr0/KOBOI acnipaLinHoi 6ioncii nig KoHTponem
YNbTPA3BYKOBOr0 Aarynka, MOXe MaTu HeaocTar-
Hiit 06’eM NS AOCTOBIPHOI NOCTAHOBKM fiarHo-
3y (4ytnmeictb — 43-80%) [39, 40]. Tomy 6GinbLu
ONTUManbHUMKU METOAAMMN € NlanapockoniyHa abo
TpaHcKaTeTepHa 6ioncis, L0 Mg BULLLY YYTIMBICTb —
93% [41]. Knto4oBi ricTonaTtonoridyHi 03Haku

Al 1-ro Tmuny BKNKOYAIOTH: AUCY3HY NiMdonnas-
MOLMTAPHY iHiNbTpauito Ta ¢ibpos, YMCIEHHI
[gG4-no3nTNBHI KNiTUHW, CTOPICHOPMHIUIA (IBPO3,
o6niTepyo4uin One6iT i ypaxeHHs NpoTokK (nepu-
AyKTaTbHI iHGinbTpaTh 3 pibposom). MofibHo [0
AIlT1-ro tuny, TMN 2 XxapakTepuayeTbCs HAABHICTIO
MacWBHOI 3anasnbHoi iH(INbTPaLii, WO BKIKOYAE B
cebe 6arato NiMAOUMTIB i NNA3MATUYHUX KITITUH.
[TpoTe OAHiEL0 i3 CYTTEBUX BiIMIHHOCTEN € NOLLK-
peHHs 3ananeHHs. Mpw Alll 2-ro Tuny nepuaykTanb-
He 3ananeHHs € BiNbLL BUPKEHUM, HiXX 4aCTO4KOBE
3ananexHs. Lis pisHuus Moxxe 6yTv OJHIE 3 MPUHNH
TOro, Yomy npu All 2-ro Tuny pifLLue BUSBIAETHCA
KancynonoZiéHnin 06if0K Ha 306PAXEHHSIX, HX NpK
Al 1-ro Tuny, ocKiNbKKn LS pagionoriyHa 3Haxigka
BifLOOpaXae NOLUNPEHHA 3anareHHs Bif 4acTO4O0K
110 XXNPOBOI TKAHMHW NiALLINYHKOBOI 3ano3u. Ans
AIlT 2-ro TNy TakoX XapakTepHa BiACYTHICTb 260
JyXXe mana Kinbkictb (<10 knitnH) 1gG4-no3uTneHNX
NNasMaTuYHNX KNIiTUH.

[LiarHoctnyHa Tepanis [KC npoBOANTLCS Ans
Bepudikavii giarHosy Alll. BoHa nonsrae y BBefeHHi
06CTeXyBaHOMY NPeHi30M0Hy B 4o3ax Bia 0,6 40
1 mr/kr. Micns 2 TXHIB NPOBOANTLCA NOBTOPHE
06CTEXEHHS 3a JONOMOrO0 BidyanisawinHux MeTo-
nis [3]. Takox po i micna giarHocTuyHoi Tepanii
MPOBOAMTLCA CEPOJIOriYHe AOCNIIKEHHA PiBHA
mapkepa CA 19-9, gKuii BAKOPUCTOBYETLCS B
niarHocTuui paky M3 [42]. Onsa Alll xapakTepHe
3HMKeHHa CA 19-9 nicna Tepanii TKC, a npu ioro
NiABMLLEHHI BapTo 3anigo3putu pak M3 [3, 43].

[iarHocTnyHuin anroputm ICDC nepepbayae
Taki moxnuei giarHosu: Alll 1-ro tuny, Alll 2-ro
Tuny, Alll HeyTO4HEHUIA.

Anroputm gin giarHoctukn Alll 1-ro tuny B
NaLieHTIB i3 MEXaHIYHOK XOBTAHNLE Ta/abo
30iMbLLIEHHAM MIJLLITYHKOBOI 347103 BifMNOBIAHO
10 MiXXHapogHOro KOHceHcycy JAiarHOCTUYHUX
kputepiie Alll (ICDC) 306paxeHo Ha puc. 1.

Anroputm giv giarHoctukn Alll 2-ro tuny B
naylienHTIB i3 MEXAHIYHOK XOBTAHULEK Ta/abo
30iNbLIEHHAM MiALLTYHKOBOI 371034 BifMOBIAHO
40 MiXXHapogHOro KOHCeHcycy JAiarHOCTUYHUX
kputepiie Alll (ICDC) 306paxeHo Ha puc. 2.

NikyBaHHA

MpoBeaeHHs iHiuiauii nikyBaHHs Al Heobxia-
He And CUMNTOMATUYHIUX NALiEHTIB 3 YPAXKEHHAM
MiALLNYHKOBOI 331031 (HaNpUKNag, MexaHi4Ha XoB-
TAHWUA, 6iNb Y XXMBOTI Ta CMUHI) 260 YpaXKEHHAM
iHLUWX OpraHiB (Hanpuknamg, XOBTAHULS BHACIIAOK
3BY)KEHHS )KOBYHWUX NPOTOK). Y pasi 6e3cumMnTom-
HOro nepeoiry 3aXxBOPtOBaHHS NOKa3aHHS A0 NiKy-
BAHH$ BKMKOYAKOTb HAsIBHE YTBOPEHHS MiALLMYHKOBOI
3a031 3a pesynsrataMu BizyanisauiinHux MeTofiB
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Pucynok 1.
Anroputm Aiii npu nigo3pi Ha Al 1-ro Tuny 3rigHo 3 MixkHapogHUM KOHCEHCYCOM AiarHocTu4HuUX kputepiis Al (ICDC)

MauieHTn 3 MexaHiyHo
XOBTAHULEI Ta/abo
36iNbLUEHHAM
NigLWNYyHKoBOI 3a103u

KT/MPT: 3miHn M3 Tunosi ans All

» Ornag KT/MPT/chisnkanbHe 06CTEXEHHS Ha HASBHICTb YPaXKEHHS
iHLLWX OpraHiB

« BumiptoBaHHs piBHiB |gG4 y cupoBaTLli KpoBi

* SIKLLO HEMAE JOCTATHIX A0KA3iB HA OCHOBI BULLIE3a3HAYEHUX [1BOX,
BIKOHaliTe amMmnynsapHy 6ioncito Ha hapbysaHHs |gG4

MpuHaiMHi 0AMH HENPOTOKOBWIA KpUTEPIN
piBHs 1/piBHa 2 ans Tuny 1 All

NpeaHi3onoH 0,6-1 Mr/Kr 2 TUXHI
KOHTPOMb Y AUHAMIL
1gG4, CA 19-9, mopdponoris M3

Peakuis Ha cTepoign — giarHos Alll 1-ro Tuny
NiaTBEPLKEHO

PucyHok 2.
Anropum fiin npu nigo3pi Ha Al 2-ro Tuny 3rigHo 3 Mi>KHapOAHUM KOHCEHCYCOM AiarHocTuyHuX kputepiis Al (ICDC)

BILICYTHi OYAb-SKi KpUTepii
Alll 1-ro Tuny (ceponoris,

[TalieHT i3 MexaHi4yHOH

06CTeXEHHS Ha pak:
XKOBTSHNLEH Ta/ab0

36iNbLLEHHAM/ KT/MPT, ypaxKeHHs iHLLNX HerarnsHo
YTBOPEHHsM [13 OpraHis TOLL0)
AllIE bioncis agpa N3

0CTaTOYHUNA T!N 2

06CTEXEHHS 260 CTilKi 3MiHN B 6i0OXiMi4HIX TECTax,
30KpemMa nopyLleHHs (OYHKLT NeYiHKK B naLieHTiB
i3 19G4-n0B’A3aHUM CKNEPO3YHOYMM XOSIaHTITOM.
Hes3Ba)atoum Ha BiAMIHHOCTi B natoreHesi Ta Kni-
HiYHWUX nposiBax, nikysaHHa Al 1-ro i 2-ro Tunis e
0JHAKOBUM. 3rigHO 3i CRiNbHUMMK peKoMeHaaLisi-
mun UEG i LLIBeLibKOi acoujiaLlii racTpoeHTeponoris,
npenaparamu nepLuoi nixii € FKC. PekoMeHayeTbCs

BMKOPWUCTAHHSA NPEeAHI30N0Hy B A03yBaHHi 0,6-
0,8 Mr/Kr npoTArom Micaus 3 NoAabLUMM 3HUKEHHSA
[031 Ha 5 MI KOXHi 2 TWXHI @K [0 NPUNUHEH-
HS Tepanii yepe3 3-6 micauiB [44]. [ocArHeHHs
TepanesTUYHOr0 edqDekTy crnocrtepiraetbcs B 97-
100% sunagkis nikysaHHa [KG [43, 45, 46]. MpoTe
MOXX/IMBE BUHUKHEHHS BEJIKOI KifIbKOCTi MOBIYHMX
edpexTiB Big TpuBanoro npuitomy IKC —octeonopoay,
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NOPYLLIEHHA MMHOKO30TOMNEPAHTHOCTI, aTEPOCKNEPO3Y,
PO3BUTKY apTepiaNibHOI rinepTexsii Towwlo [46], cno-
HYKaKOTb LLYKATK aNbTePHATUBHI UASXK Tepanii. 3a
HasBHOCTI NpoTUNokasaHb o0 [KC, pe3ncTeHTHOCTI
[0 NiKyBaHHS a60 peueansyBaHHa Alll ansTepHa-
TUBHUMMW Npenapatamu € aHTUMeTabonniTv Tionypu-
HOBOro psfy, Hanpuknag asationpux [48]. OgHak,
3rifiHo 3 AaHumn MixKHapoaHOro KOHCEHCYCY W00
nikyBaHHs Alll, TionypuHM He MatoTb BUCOKOI eDek-
TUBHOCTI K MOHOTepanis (International Consensus
for the Treatment of Autoimmune Pancreatitis.)
[HWwoto anbTepHaTuBoto 1o MKC e putykcumas.
/loro nepesaroto € 6inbLu creumdidHa iMyHocynpe-
cvBHa Jis, Hx y FKC, — npenapar € MOHOKNOHasb-
Hum aHTuTinom ao G20 peuenTopis B-nimdouuTis.
YHacnifok BucHaxeHHs pesepsy C20+-nimdoum-
TiB BiIOYBAETHCS SHUKEHHA aHTUIeH-NPe3eHTa-
LT T-nimcpoumTiB, @ TAKOX 3HUKYETLCA CUHTE3
C20- B-nimdhounTis, fKi 6epyTb 6e3M0CEPELHI0
y4actb y naroreHesi Al 1-ro tuny [10]. Soliman
et al. pocnigunu, 1o ed)eKTUBHICTL PUTYKCUMAOY
B 0Ci6 3 Alll, cXunbHUX A0 peunansie, CTaHoBUNA
94%, 110 CYTTEBO NepeBULLYE eEKTUBHICTb IHLLINX
npenapartis [49]. OgHaK Yepes Te, Lo pUTyKCMMao
BNNMBae 6e3nocepeHbO Ha natoreHe3 1gG4-33,

BucHoBOK

Al 1-ro i 2-ro Tmnis € abCOJIKOTHO He NoB’A3a-
HUMU MiXX CO600 HO30/10MYHUMM OLUHNLAMN, LLO
MatoTb Pi3HWIA NAaTOreHes Ta, BiANOBIAHO, XapakTep
ypakeHHA M3 i 3MiHU CepONoriYHMX MapKepiB,
HasABHICTb CYMYTHIX 3aXBOPOBAHb, Pi3HY KITiHi4HY
MaHighecTallito Ta noTPe6bytoTb BNACHNX aNropuTMIB
i KpUTepiiB giarHoCTUKK. [poTe METOAM NiKyBaHHS,
AKi Hapasi 3aCTOCOBYOTLCA, € CMiNbHUMU A5 060X
BapiaHTia nepe6iry Alll.

All € 3aXBOPIOBAHHSAM, fIKE BXKO JiarHOCTyBaTH
Yy 3B’A3KY 3 BIZCYTHICTIO CreundidHuX mMapkepis,
KOTPi MOXHa BU3HAYUTL HEIHBA3MBHUM LLNISIXOM, Ta
KNiHIYHOK CXOXICTHO 3 IHLLIUMM 3aXBOPtOBaHHAMM 13
i )KOBYHUX MPOTOK, 30KpeMa 3 afleHOKapLIMHOMOHK)
3. BuaHa4yeHHsa cneunmivHnX eTionoriyHmx 1a
naTtoreHeTMYHUX YuHHKKIB All 1-ro i 2-ro Tunis,
AKi B NOLanbLLIOMYy MOXYTb OyTU 3aCTOCOBAHI fK
MapKepu LIMX 3aXBOPtOBaHb, € NEPCNEeKTUBO No-
AanblUUX AOCAIIKEHb.

He3Baxarouu Ha BUCOKY edpekTuBHicTb TKC y
nikyBaHHi Alll, 4epe3 BeNUKY KiNbKiCTb NOGIYHMX
epeKTiB, 3A4aTHUX NPU3BECTU [0 3aXBOPHOBaHb,
(hakToOpoOM puU3nKy fKUX € BiK i cTaTh 6aratbox

XBOPUX, aKTyaJIbHUM € MOLWYK 6ifbLl NPULINIbHUX
METOZIB NiKyBaHHA AAHOI NaTONOri.

MexaHi3m 1ioro snnusy Ha Alll 2-ro Tuny € Hesi-
JoMuM. EQeKTUBHICTb pUTYKCMMAOY B NiKYBaHHI
AIlT 2-ro Tuny notpe6ye NnoganblUnX JOCIiIKeHb.
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