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Pestrome. XpoHuuHusim naHkpeamum (XI1) ce xapakmepu3upa ¢ npospecusHo U Heobpamumo yspexxoaHe
Ha naHkKpeaca, koemo moxe 0a 0ogede 00 eK30KpUHHa U eHOOKPUHHa rnaHkpeacHa Hedocmamub4yHocm. Pe-
yudusupawusm ocmwup naHkpeamum (OFT) ¢ nosmapsAwu ce, He8UHaau KITUHUYHO MPOsI8EHU, enu300u Ha
ocmpo ewb3naneHue 8odu do XI1, kamo ece owie HAMa ICHOMa 3a MOoYHUMe MexaHU3MU Ha mo3u rpexood u 3a
puckosume ghakmopu 3a npoepecupaHe Ha 3abornsieaHemo. B cmamusima ce npedcmassim ocHog8HUMe emu-
onoeauy4HuU ¢hakmopu. Pa3szanexdam ce monekynspHume mexaHusmu Ha XI1, kamo ce gokycupa ebpxy naH-
KpeacHUme cmeramHu Knemku, ugpaelwju Ko4osa posis 8 rnpoyeca Ha goubpoeeHesa ype3 criocobHocmma
um Oa pezyrnupam cuHmesa u Oeepadayusima Ha ekcmpauesnynapHu MampuKCHU NpomeuHu. M3noxeHu ca
cbB8peMeHHUme daHHU OMHOCHO 2eHemuy4HuUme ¢hakmopu ripu XI1. JuaesHozama XI1 ce ba3upa Ha KOMIIIEKC
om ¢byHKUUOHarHuU, 0bpasHuU U ceporioauyHU uscriedsaHusi, cped Koumo 8axHO MSICMO 3aemMa CeKpemuH-
cmumMyrnupaHama Ma2HUMope3oHaHCHa xonaHauonaHkpeamoapagusi. [lpe3 nocrnedHume 200UHU € Hanuye
ceemosHa meHOeHUUsI KbM rosuwagaHe yecmomama Ha XepedumapHusi U aemouMyHHUS raHKpeamum.
lMpedcmaseHu ca OCHOBHUME Xapakmepucmuku Ha 0sama mura asmouMyHeH faHKpeamum — fumMgornnas-
MOUUMeH CKriepo3upaw, naHkpeamum u uéuonamuyeH OyKmarsHO UeHmpUYeH rnaHKkpeamum.

Knroyoesu dymu: XPOHUYeH rnaHkKpeamum, asmouMyHeH raHKpeamum, riamoeeHesa, OuazHosa

Abstract. Chronic pancreatitis (CP) is characterized by progressive and irreversible pancreatic damage that
may eventually lead to exocrine and endocrine pancreatic insufficiency. Recurrent acute pancreatitis with
repetitive episodes of acute inflammation, not always with clinical manifestation, leads to CP, but the proper
mechanisms and the risk factors for progression of disease are still unclear. This article presents the basic
etiological factors for CP. The molecular mechanisms of CP are considered, with focus on the key role of
pancreatic stellate cells on fibrogenesis by their regular function on synthesis and degradation of extracellular
matrix proteins. We establish current genetic factors in pathogenesis of CP. The diagnosis of CP is based on
complex of functional, imaging and serological tests, especially SMRCP. In recent years increasing incidence of
hereditary and autoimmune pancreatitis is reported. The basic characteristics of the two types of autoimmune
pancreatitis — lymphoplasmacytic sclerosing and idiopathic duct-centric pancreatitis, are presented.

Key words: chronic pancreatitis, autoimmune pancreatitis, pathogenesis, diagnosis

BbBEOEHUE
XpoHnyHuat naHkpeatut (XI1) e 3abongasaHe,
XapaKTepusmpallo ce C NporpecuBHO U HeobpaTnUmo
yBpexaaHe Ha naHkpeaca, KOeTo Moxe [a foBefe
00 €EK30KpMHHA HegocTaTbyHOCT (Manaurectusi) u

anabet. Yectotata My B MHOYCTPUANHO pasBUTUTE
cTpaHu goctura ot 3.5 go 10 Ha 100 000 HaceneHue
[1]. XTI ce cpelua No-psaKo OT OCTPUSA NAHKPeATUT 1
3abonsiemocTTa HapacTBa no-crnabo, HO e C No-Bu-
coka MopOBUOHOCT U CMBbPTHOCT. pe3 nocnegHute
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FOAVHW € Hanuue CBETOBHa TeHOEHUMS KbM MOBU-
LWaBaHe 4ectoTaTa Ha XepeauTapHus U aBTOMMYH-
HUSA NaHkpeatuT [2].

AnkoxonHata 3noynotpeba e ocHoBHaTa nNpuyn-
Ha 3a XPOHWYEH NaHKpeaTUT B 3anagHuUTe CTpaHMW.
YyacTteat n gpyru paktopu, KaTo: reHeTUYHU MyTa-
uun, OBCTPYKLUMSA Ha MaHKpeacHWst KaHan, xunep-
TpUrnMuepuaemMnsi, xunepkanumemms, aBToMMyHHa
reHesa. B yacT ot cnyvauTe HaIMa ngeHtudmumpaHa
npyyMHa M ce NOCTaBa AuarHosata maumonatuyeH
naHkpeatut. Cneq ankoxona Hamn-ronsgaMaTa noarpy-
na cpeq naumeHtute ¢ XI1 e Tasm Ha ngmonaTuyHNS
XTI, unsto vyectota Bapupa ot 10 go 30% [3], kaTto B
WHuans n Kutan goctura oo 60% [4].

MPEXOQ HA OCTBLP B XPOHUYEH NMAHKPEATUT

OctpuaTt (O1) 1 XPOHUYHUAT NaHKpeaTuT B MU-
HanoTOo ca NPUEMaHN KaTo OTAeNHM 3abonsBaHns 1 e
©u1no CnopHO Aanu peunanBUpaLLmMAT OCTbP NaHKpe-
atuT (POI1) e ekcTeH3Usi Ha OCTpUst UK € 0BOCTpsiHE
Ha XpPOHUYHOTO 3abonseaHe. Npe3 nocnegHuTe rogu-
HW Te ce Npuemart 3a egHo 3abonsiBaHe. Cnep enu-
304 Ha Ol cnegBa kackageH npexon KbM XPOHUYEH
naHkpeatut. Peunamsupawmar Ol ¢ noBTapswum ce,
He BUHArn KIMHWYHO MPOSIBEHM, €NU30ON Ha OCTPO
Bb3naneHune, soam 0o XI1, kaTto Bce oLle HaMa SICHO-
Ta 3a TOYHUTE MEXaHM3MM Ha TO3M MPEXOL U 3a puUC-
KoBWTE hakTopw 3a NporpecrpaHe Ha 3abonsiBaHeTo.

Upe3 meTaaHanusa Ha 14 npoy4Banus, nyonukyea-
HW oT 1966 fo 2014 r., BkoyBaLwm obLio 8492 naum-
€HTW C MnpekapaH OCTbp MaHKpeaTuT, € onpeneneHa
yectoTtata Ha npexog ot Ol kbm X n ca naeHTu-
dvumpaHn puckoBuTe (hakTopu 3a nNporpecupaHe Ha
3abonssaHeTo. Cneg npekapaH Ol nporpecus oo X1
uma B 10% ot cniydanTe. OCTpUAT NaHKpeaTuT npor-
pecupa o peumamsupady, O npu 22% v peumaneu-
pawwmaT Ol Bogn 00 XpOHWYEH NaHkpeatuT B 36% oT
cnyyauTe. MeTaperpecroHHUAT aHanu3 yCcTaHOBSBa,
Yye TexecTTa Ha mbpsus enusod Ha Ol He e curHudm-
KaHTeH dpakTop 3a nporpecupaHe B XI'. CurHudpmkaHT-
HM puckoBu dakTopw 3a npexof Ha Ol B XI ca: MbXKu
Mo, TFOTHOHOMYLLEHE U ankoxosiHa 3roynotpeta [5].

B 15 yHuBepcutetrckm GonHuum B XonaHaus e
W3BBLPLLEH PETPOCNEKTNBEH aHanu3 Ha 669 naunex-
" ¢ npekapaH Or1, npocrneneHn cpegHo 5 roguHu.
Cnen nbpeu enusog Ha Ol eguH Ha 6 nauneHTn
passuBa peumgmsupaly Ol1; npu eguH ot 12 uma
nporpecus go XI. Cnopea etTnonornsata XpoHUYeH
naHkpeaTut passusaT camo 3% OT naumeHTuTe C
OunnapHa etnonoruda, 10% ot Te3n ¢ nguonatmyeH
1 16% oT naumeHTUTe C ankoxorneH naHkpeatut. Ky-
MynaTUBHUAT pUcK 3a pa3sutue Ha X[ e 18% npwu
nywaym n Hapactea o 30% npu kKombrHauus nyLie-
He 1 ankoxon. ABTOpUTE 3aKmoyaBarT, Ye THTHOHOMY-

LLIEHETO € OCHOBEH PUCKOB (pakTop 3a pasBUTUETO
Ha peungmsupaly, O, a KoMGUHaUMsITa ankoxonHa
3noynotpeba 1 TIOTIOHOMYLLEHE € C Han-BUCOK KyMYy-
naTtmeeH puck 3a passutue Ha XI1 [6].

[eHeTnYHWUTE MyTauMn Morat ga urpasaTt ponaTa
Ha KOaKTop B PeuMaMBHUA XOL Ha naHkpeaTuta
unu B nporpecupaHeTo Ha 6onectta. Hanpumep
MyTaumm B knayamH-2 (CLDNZ2) ce cBbp3BaT € Mno-
BULLEH puck 3a npexog ot Ol B XI1, ocobeHo npu
MBXe C arkoxoriHa eTMornorusa Ha naxkpeartura [7].

EcTtectBeH xon HA XIM

Ankoxon-uHayumupanmat XI obukHoBeHO ce
pa3BuMBa cref nposioHrmpaH nepwvopg (5-15 roguHn)
Ha arnkoxorHa 3noynotpeba 1 He ce NosiBABa creq,
n3onuMpaH crnyyam Ha npekoMepHa arikoxoriHa KOH-
cymauus. Upunonatnunuat XM vva 2 cdopmu Ha
KNMHWYHO MpeAcTaBsHe: C paHHO Hadvano (I0BeHWn-
Ha dopma), CbC cpeaHaTa Bb3pacT Ha nosiea 23
rOAVHU, N C KbCHO Hayarno (ceHurHa dopma) Kato
cpegHaTa Bb3pacT Ha Ha4yanoTto e 62 rognHu. Tpo-
MUYHUAT NaHKpeaTUT Ce xapakTepusnpa C paHHO
Hayano (cpegHa Bb3pacT 22 roguHu), Obp3a nporpe-
CUSi N TEXKO MaHKpeacHo yBpexaaHe npu nvnca Ha
arnkoxoriHa 3noynotpeba nnm Ha xnbYHa naTonorns
[8]. ABTOMMYHHMAT nMaHKpeaTuT ce cpella B Mo-
KbCHa Bb3pacT cpefHo 59.4 roanHu.

CpenoHoTo BpemMe 3a pas3BuUTME Ha MaHKpeacHa
HeJoCTaTbYHOCT 3aBUCKU OT TuUna naHkpeatut. [pu
aNKOXOSTHUSA U MOMONATUYHUA C KbCHO Hayarno, ek-
30KpMHHAaTa HeJoCTaTbYHOCT Ce pasBuBa MO-paHo,
OTKOMKOTO NPV NAMONATUYHUA C paHHO Havarno, KaTo
npu ankoxonHusa Xl moxe ga ce nosisu 6 roguvHu
cnen Hayanoto Ha 6Gonectta. EHOOKpuHHaTa He-
[OCTaTbYHOCT Ce cpeLla no-paHo Npu ankoxorHUs
CbC CpegHo Bpeme 8 roauvHu, B CpaBHEHUE C nau-
onatnyHua Xl ¢ paHHO Havano cbC CpefHOo Bpeme
27 roguHn. Mpn TponnyHmns XI n ek3oKpuHHaTa, 1
€HOOKpMHHaTa HeJoCTaTbyYHOCT Ce MoSBSABAT paHo,
4YeCTO No Bpeme Ha u3saBa Ha bonecTtTta npu No-rons-
Ma 4acT oT nauyueHTuTte (Npu 70%).

PuckbT 3a pa3BuTUEe Ha naHkpeaceH KapLMHOM
€ CUTHUMUKAHTHO MOo-BUCOK Mpu naumeHtn ¢ XM B
cpaBHeHWe ¢ obLata nonynaums. AnkoxonHuart Xl
M TPOMUYHUAT NaHKpeaTuUT ce CBbp3Bart € 15 MbTu m
CbOTBETHO 5 MbTM NO-BUCOK PUCK 3a NaHKpeaceH pak,
[0KaTo KyMYnaTUBHUAT PUCK 3a KapLMHOM Npu naum-
€HTU C xepeauTapeH naHkpeatut goctura 40% [9].

MAToreHesA HA XI1

Mpe3 nocnegHUTe roguHu peauua KIMHUYHA U
eKcreprMeHTanHu OaHHU MOAKPEnAT XxuroTesaTta
Hekpo3a—pnbpo3a nNpu ankoxorHUS NaHKpPeaTwuT,
T.€. MOCNeaHNST 3anoyBa KaTo OCTbp NPOLIEC, KOWTO
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nporpecupa 40 XPOHWYHO HeobpaTumo yBpexaaHe
B pesynTtaT OT NOBTOPHW OCTPW ataku. Tasu KoHuen-
LS e NpUNoXnmMa He camo 3a arnkoxXOofHWUS NaHKpe-
aTuT, HO 1 3@ HECBbP3aHUSA C arkoxon NnaHkpeaTut
(xepeauTapeH, TPOnu4yeH).

Teopuata Ha ronemuTte kKaHanu (BunmapHo-
naHkpeaceH pednykc, [AyogeHanHo-rnaHkpeaceH
pedrykc 1M OOCTpyKTMBHATa Teopusi) npuema, 4e
HapyLWeHUAT MOTUNUTET Ha cduHKkTepa Ha Oddi B
pe3ynTaT Ha arnkoxora urpae LeHTparnHa pons 3a
pa3BuUTMETO Ha 3abonsiBaHeTo. Cnopen Sarles an-
KOXOMHUAT NaHKpeaTUT ce MPUYUHABA OT npeuunmu-
TauuaTa Ha CEKpeTMpaHuTe MaHKpeacHU NPOTEUHU
BbTPe B MarnkuTe naHkpeacHW KaHanum, Koeto Boau
00 auuHapHa atpodmst u dubposa. CbobLleHusITa
3a acoumnauudaTa mexagy mMytauuute Ha TpaHCMeM-
OpaHHUSA perynaTopeH reH Ha KnctuyHata pmbposa
CFTR, BnuseLy Ha yHKUMSATA Ha OyKTanHUTE KneT-
KW, N pyUCKa 3a pas3BUTME Ha MAMONaTUYEH NaHkKpe-
aTUT Bb3poaMxa MHTepeca KbM BeposiTHaTa pons
Ha AykTanHaTta OUMCKYHKUMA BbPXY MaHKpeacHOTO
yBpexaaHe [10].

XpOHWYHaTa arkoxofiHa KOHCymaLums yriecHsiBa
dopMMpaHeTO Ha NPOTEUHHU Tanu B NaHKpeacHUTe
KaHanu no cnegHnTe MexaHn3Mu: Ypes noeuLLaBaHe
Ha TOTanHata NPOTEUMHOBA KOHLIEHTpauus Ha naH-
KpeacHus COK; Ypes3 yBenvyaBaHe Ha Kanauutera Ha
aLMHapHUTE KIETKN 3a CUHTE3 Ha NMUTOCTaTUH (CbC-
TaBHa 4YacT Ha NPOTEMHOBMW Tanu CbC CKIOHHOCT KbM
npeuunuTayus); Ypes MHAYLUMPaHOTO OT arkoxora
HamansiBaHe Ha auMHapHOTO CbAbpXaHue Ha rmu-
konpoTenH GP2 (BaxHa CbCTaBka Ha npoTemMHoBaTta
Tana CbC CKITOHHOCT KbM CaMoOHaTpynBaHe). Bepo-
SATHO ONOKMpPaHETO Ha MarnkuTe WHTpanobynapHu
KaHanu oT NpoTeMHOBUTE NpeuunuMTaT¥ Bb3npensaT-
CTBa aUUHapHOKNEeTbYHATa CekpeLus, peCreKkTUBHO
cekpeLmsaTa Ha AUreCTUBHUTE EH3UMU.

XpoHMYHaTa ankoxorHa KOHCymMauus npegus-
BWKBa NPOMEHWN B aLMHaApPHUTE KNEeTKU, Kouto bna-
ronpuaTCTBaT NPEABAPUTENHOTO aKTUBMpPaHE Ha
ONreCTUBHUTE eH3MMU. Apte 1 CbTp. Nokaseart, ye
HMBaTa Ha nHgopmaumoHHata PHK n npotenmHoBoTO
CbAbpXaHWe Ha AUreCTUBHUTE E€H3MMU TPUMNCUHO-
reH, XMMOTPUMNCUHOIEH 1 nunasa, KakTo U Ha nun3o-
30MarnHusa eH3uMM KatencuH B, ca noBuLleHn B nax-
Kpeaca Ha OMUTHU MIbXOBE, TPETUPAHU C ankoXorn.
ToBa HapacTBaHe Ha EH3MMHOTO CbAbpXaHue e
CBbpP3aHO 1 C MOBULLIEHA PAHUMOCT Ha opraHenuTe,
KOWUTO CbObPXKaT TE3N EH3VMU (3UMOTEHHN TPaHymnm
1 NMn3030Mun). OTrOBOPHUAT MEXAHN3BbM 3@ arnkoxor-
MHOyLUMpaHaTa NoBULLIEHA PaAHUMOCT Ha Te3u opra-
Hemnu e HescHa, HO ce npegnonara, Ye e cneacreve
OT pegyuupaHuTe HMBa Ha GP2 B memMOpaHuTe Ha
3UMO2eHHUMe rpaHynu, Tbin KaTo TO3M FMMKonpoTe-

WH onpegens chopmaTa n cTabunHocTTa Ha Tesm rpa-
HynW. ANKOXOM-UHAYUMPaHUSAT OKCUAATUBEH CTpec
MOXe [a e OpYyruaT akTop, KOWTO urpae pons 3a
aecrtabunusaums Ha MembpaHuTe Ha NIM3030MHUTE
WU 3UMOreHHUTE rpaHynu. AmKOXOmn-UHAYLMPaHOTO
HapacTBaHe B UreCTUBHOTO U JIM3030MHOTO EH3MM-
HO CbAbpXXaHue 3aefHo C HamarneHaTa cTabunHocT
Ha CbOTBETHUTE OpPraHenu ce CBbp3Ba C Mo-rofnsiMa
BEPOSATHOCT 3a KOHTAKT MeXAy NM3030MHUTE U On-
reCTMBHUTE EH3UMMW, KOETO BOAM [0 NpeaBapUTernHO
aKTUBMpaHe Ha OUreCTUBHUTE EeH3UMU U aBToau-
recTusa Ha xnesara.

ETaHonbT Moxe ga ce mertabonmsvpa B naH-
KpeacHUTe aumHapHW KIeTKn 4Ype3 OKCUAATUBEH U
HEeOKCMOATMBEH MbT, U Ja reHeprpa TOKCUYHU MeTa-
oonuTK, a UMeHHOo aueTangexug U MacTHOKUCENWH-
Hu etunosu ectepu (MKEE). B naHkpeaca ca ngex-
TUULMPaHN eH3MMU, KaTanuanpallm eTaHonoBara
oKkcumaaums (ankoxornHa gexugporeHasa, LUMTOXpOM
P4502E1 wn katanasa) M eH3UMK, KaTanusmpaiim
HEOKCMOATMBHWS €TaHONoB MeTabonmabM (MacTHo-
KMCENWHHa eTUI ecTepHa cuHTasa). Auetanangexm-
obT, MKEE n peaktnBHuTE KMCnopogHu pagukanu
NPUYMHABAT yBpEXAaHe Ha NaHKpeacHWUTe auuHap-
HW KNEeTKN.

HesaBncumMo OT BCUYKO ONMcaHO, Marka 4acTt OT
3r0ynoTpebsiBalLMTe C ankoxon pa3BmBaT NaHkpea-
TWT, KOETO Mpeanonara HanMyne Ha AOMbIHUTENEH
Tpurep unu KopakTop 3a pa3BMTUE Ha MaHKpeacHo-
To yBpexpaaHe. lNpegnonaraHute gaktopu ca gue-
Ta, KONMMYeCcTBO M BUA Ha arnkoxona, Xxmnepnunemus,
nyLleHe, reHeTUYHN PaKkTopu.

M3acHABaHETO Ha MOMEKYMAPHUTE MEeXaHW3MMu
Ha XI1 ce dokycupa Bbpxy naHKpeacHuUTe cTenat-
Hu kneTkn (MCK), mopdonornyHo NnogodbHM Ha yep-
HoOpPOOHUTE cTenaTHM knetkn. AktuBupanute MNMCK
UrpasT KM4oBa pons B npoueca Ha mbporeHesa
npwu XI 4ypes cnocobHOCTTa MM Aa perynupar cuHTe-
3a U gerpagaumsita Ha ekcTpauenynapHu MaTpukc-
HU NPOTEUNHN.

MpounHdnamaTopHUTE LIMTOKUHU (TYMOP-HEKPO-
3uc gpaktop — TNF, nHTepneBknHn-1 n -6, MOHoLM-
TEH XeMoTakcu4eH dhakTop, TpaHcdopMmpaLy, pacTe-
XeH dakTop-6eta — TGFR, TpoMOOLUTEH pacTexeH
akTop), ocBoboAeHN MO BpeMe Ha enu3oauTe Ha
naHKpeacHo Bb3naneHune, morat ga aktusupart MNCK,
KOEeTO ce gokassa npwu in vitro nscneasaxus [11]. NCK
MoraT camu Aa CMHTe3MpaT LUTOKUHW, KaTo eHOOreH-
HaTa UMTOKMHOBA MPOAYKUMSA Ce CTMMYynupa OT dak-
TOpY KaTO €TaHor, aueTangexu u LMTOKMHKU. Taka
OCBEH NapakpuvHHUA NbT Ha akTusupaHe, MNCK mo-
rat Ja ce akTuBupaT U aBTOKPUHHO, KOETO BOAW [0
HEeMnpeKbCHATO KIMETbYHO aKTUBMPAHe, AOPU KoraTto
nvncea MbPBOHAYaNHUST TpUrepeH akTtop.

OBLIA MEOVLMHA, 19, 2017, Ne 1

37



YcTaHOBEHO €, Ye nHKybupaHeto Ha NCK ¢ eTa-
HOM UNK aueTangexug B NPUCbCTBUE HA aHTUOKCU-
AaHTa BuTaMuH E npepotBpatsaBa akTMBauusaTa Ha
MCK.

O6006LeHO NaHKpeachbT ce nognara Ha aBToan-
rectvsi Unu nopagn abHopMHa TPUNCUHOBA akTUBa-
ums/mHakTMBaums (Npy xepeguTtapHus, MetTabonut-
HUS1 M TPOMUYHUSA MaHKpeaTuT), unm nopagun edex-
TUTE Ha TOKCUYHU (pakTopu (KaTo eTaHos U HEroBUTE
MeTabonuTn) BbpXy OUIFECTUBHOTO M NN3030MariHo
€H3VMHO CbabpXKaHWe B auMHapHaTa KrneTtka v Bbp-
Xy CTaburnHOCTTa Ha opraHenuTe, KOMTO CbabpXaT
Te3an eHaumu. MNoBTOpHUTE enn3oamn Ha OCTpOo He-
KpoBb3naneHne (He3aBMCMMO OT €ETUONOorndaTa) u
0CBOOOXOaBaHETO Ha NPOUHPrIaMaTOPHN LIUTOKUHN
Boau 0o aktuBupaHe Ha [CK. Npu nponoHrnpaHa
ankoxornHa 3noynotpeba MNCK ce aktuumpar no 2
HauYMHa — HEKPOBBL3MNANMTENEeH NbT (YPe3 LIUTOKMHN)
W HEHeKpoBb3nanuteneH MbT (OUPEKTHU edeKTu
Ha eTaHom M HeroBMTe MeTabonnT U OKCUOATMBEH
ctpec). MNMepcnctnpawoto aktnempaHe Ha NCK Boaun
[0 aucbanaHc Mexagy cuHTesa W gerpagauusra
Ha eKkcTpauenynapHus MaTpUKCEH MPOTEWH, KOETO
MOXe Ja [oBefe [0 NaHkpeacHa ubposa.

MeHETMKA HA XTI

leHeTnyHUTE hakTopK, KOMTO ce obCcbxaaT npu
XIT BkntoyBar:

KaTtuoHeH TpuncuHoreH (PRSS1). KniouyoBa
ponsa 3a pasBuMTME Ha Bb3nanuTenHus npouec B
naHkpeaca vMa akTMBUPAHETO Ha TPUMNCUHOreHa 40
TPUMNCUH, KOWTO akTMBMPA BCUYKM MPOTEONUTUYHMU
NPOEH31MN B TAXHaTa akTuBHa copma. B YoBeLlkna
naHKpeaceH COK UMa TpW PasriMyHU TPUNCUHOreHa,
KOWTO cropes enekTpodopeTnyHaTa MoOUIMHOCT ca:
KaTuoHeH TpuncuHoreH (PRSS1), aHWOHeH Tpun-
cnHoreH (PRSS2) u mesotpuncoHoreH (PRSS3).
3a pasnuka OT aHWUOHHUTE N30EH3UMM, KAaTUOHHUAT
TPUMNCUHOTEH Ce akTMBUpa Mo-fIeCHO U € No-pesunc-
TEHTEH Ha aBTonmM3a. HAKOMKO reHeTnYHn ekmna ca
nokanusnpanu reHa 3a xepeguTapHus naHkpeatuT
Ha ObNrotTo pamo Ha 7-ma xpomosoma (7g35). Bno-
cneacTeve e ngeHTuduLmpaHa mytaumsaTa Ha reHa
Ha KaTMOHHUSA TPUMNCUHOrEH, U3BECTEH CbLUO KaTo
cepvH npoteasa 1 (PRSS1). R122H n N29I ca Han-
yecTuTe MyTauum, KOMTO BOAAT OO ycurieHa Tpun-
CUHOreHoBa aBToakTMBauus, a npu R122H uma u
NnoTUCHaTa aBToNmM3a Ha akTUBHUS EH3UM.

CepuH npoteaseH uHxubuTop Kazal tvn 1
(SPINK1). SPINK1 (no3HaT KaTo naHkpeaceH cekpe-
TOPEH TPUMNCUHOB MHXMOUTOP), Ce cynTa 3a MNOTEH-
TEH UHXMOUTOP Ha MHTpanaHKpeacHaTta TpUNCUHOBA
aKTUBHOCT. TpuncuHoBaTa MHXxmbmums ot SPINK1

€ CaMO BpeMeHHa, Tbi KaTo KOMMNEKCHT TPUMNCUH-
SPINK1 cnyxu kato cybcTtpar 3a TpuncuHa, ¢ noc-
nepBalla ferpagaums Ha UHXMbTopHaTa Monekyna
1 Bb3CTaHOBSIBAHE Ha MbpBOHavarnHarta TpuncuHoBa
aKTMBHOCT. 3Ha4uTenHa YacT oT criyyauTe ¢ Xxepeau-
TapeH naHkpeaTuT He nokassat MyTaums B PRSS1,
KoeTo npegnonara gedekty B Apyru reHn. BepoaT-
HO OCBEH ycuneawu yHKumaTa mytaumm B PRSS1,
XPOHUYHUAT NaHKpeaTuUT Moxe Aa Obae pesynTtaTt oT
MyTauum cbe ,3aryba Ha yHKUMATa" Ha TPUMCKMHO-
BUTe MHXMbuTopU. MyTaumata N34S e HamepeHa
npegumMHO Npu naumeHTn 6e3 damunHa aHamHesa
3a XI. B 15-40% oT nauneHTuTe c naguonaTudeH
XM nma Tasm mytauma B eguH unv B gBaTta anena.
CbobLwaBa ce 1 Npu OKOMO MOSOBMHATA NaUMEHTU
c TponuyeH XIM B VHausa [12]. B o6wmrpHO MynTu-
LIeHTPOBO Npoy4BaHe ce OnucBa acoumaums Mexay
MyTaums B SPINK1 reHa v ankoxoneH naHkpeatwuT.
N34S myTtaums e HamepeHa npu 5.8% (16/274) ot
naumeHtTute ¢ ankoxoneH XI1 n camo npu 0.8%
(4/540) ot 3gpaBuTE KOHTPOSMW.

TpaHcMeMbOpaHeH perynaTtop Ha KMCTUYHa-
Ta ¢pmbposa (CFTR). To3u reH urpae pelsaBawia
ponda 3a cekpeuusaTa Ha TEYHOCTU U eneKkTponuTU
B pecnupaTopHusi U AUrecTUBHUS TpakT. B naHkpe-
aca CFTR e nokanusupaH B LeHTpoauuHapHUTe 1
NpOKCUMAaIHW KaHanw, u perynvpa gykranHara ou-
kapboHaTHa cekpeuns. ABHopMHaTa My YHKUMS
B pe3yntaTr Ha MyTauuu e CBbp3aHa C KUCTUYHaTa
pnbposa, aBTO30MHO peLecBHO 3abonsBaHe, xa-
pakTepuaupawo ce € NyfMoHapHa AUCKYHKUMS
W naHKkpeacHa HedocTaTbyHOCT. [loknagBaHu ca
acoumaumm mexay mamonatnyeH X n mytaumm B
CFTR reHa. Ko n cbTp. cbobuwiaBar, 4e norpeLuHata
nokanusauma Ha CFTR e npuyvHa 3a popmupaHe-
TO Ha MPOTEUHHM Tanu, KOeTo Boau Ao obpa3yBaHe
Ha naHkpeacHu kambHu npu XI. CFTR e oo ronsma
CTerneH NorpeLuHo NokanMaupaH B uutonnasMara Ha
naHkpeacHuTe ayktanHu knetkv npu XI. Toi kaTto
KOPTUKOCTEpOMAMTE HOpManuanpar nokanusaumsara
Ha CFTR kbM anukanHata membpaHa, aBTopuTe 3a-
KNntoyaBeart, Ye KopTukocTepougute morat ga 6baar
nonesHW 3a npefoTBpaTaBaHe Ha MpPOTeVHHUTE 3a-
nywanku n obpasyBaHeTo Ha kambHu npu XM [13].

BapwuaHTtun Ha kapbokcunenTtuaasa Al (CPAL) ce
CBbp3BaT Cc HeankoxoneH XI1 ¢ paHHo Havano. CPAL
MyTauumnTe He okasBaT edpekTa Cu Ypes TpUrNcuHore-
HOBOTO aKTMBMpaHe unu gerpagaums [14].

Obnro Bpeme xepeouTapHUAT NaHKpeaTuT e
CMsITaH 3a psgko 3abonssaHe. HamupaHeTo Ha My-
Taumm B PRSS1, SPINK1, CFTR reHute npu naum-
€HTW C T. Hap. namonatuyeH naHkpeaTuT MoKassa,
ye criyyaute Ha HacnegctBeH X[ ca no-4ectu, OT-
KOMKOTO MbpBOHa4anHo ce npegnonarawe. EgHa u
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Cblla MyTaums B 4afeH reH Boau A0 pasrfvyHa narto-
norns B 3aBUCUMOCT OT MHAMBUAYyanNHaTa reHeTnyHa
6a3a 1 BbHWHNTE hakTopu. OTkpuBaHeTo Ha SPINK
1 myTaumu B pasnuyHu Bugose X1, kaTo Hanpumep
TponudeH X[ ©n ankoxonHouHAyuupaH, pasMuBa
rpaHuuarta mexay nogrunosere Ha XI1 (Pur.1).

KnuHuka

OCHOBHUTE KINMHUYHU CUMMTOMMW ca: borka, man-
avrectus n guabet. KopemHarta 6orka e Han-HenpusT-
HUAT KNMHUYEH NPoBnem 1 Han-4ectara MHanKaums 3a
XMpypruyHa nHTepBeHums. bonkata 6uea pekypeHTHa
(Tvn A) n noctosiHHa (Tyn B), kaTo manka vacT ot 60-
NHUTEe ce npeactaBaT 6e3 0onka, HO CbC CMMMTOMMU
Ha NaHKpeacHa HegoCcTaTbYHOCT. KNMHUYHMAT Xoa Ha
bornkarta e HenpeackadyeM. [Npu NoBeveTo naumeHTn
ce cbobLyaBa 3a HamansiBaHe Ha Borkara ¢ BpeMeTo.
Bce oLue e cnopHo ganu obrnekyaBaHeTo Ha bonkata
CbBMaga C Ha4yasnoTo Ha EK30KpMHHaTa HegocTaTby-
HocT [15]. MNpu naumeHTn ¢ nosHat XI1 6onkata Moxe
Aa ce ObIDKM Ha OCTpa aTaka Ha NaHKpeaTuT, Ha naH-
KpeacHa nceBOokucTa, Tpombo3a Ha nueHanHata
BEeHa 1Unun obCTpyKUms Ha xoneaoxa.

Habnogasar ce pa3nuku B KNMHUYHATa nssea u
xofa Ha X[ Ha 6asaTta Ha eTuornorusTa u Bb3pac-
TTa Ha KIMHUYHOTO npeacrtaBsHe. [launeHTute C
ankoxoneH XI1 obnyanHO MmaT No-arpecuBeH XoA
C eBonouus 3a nepunog ot 5 go 10 roguHu. MNaymeH-
TnTe ¢ ngmnonatmyeH Xl c paHHO Ha4yano umar npo-
NOHIMpPaH KIMHUYEH X0 C NosiBa Ha MOPAOOrMYHM
NPOMEHN 1 (PYHKLUMOHANHN HapyLUEHWs1 3a nepuog
ot 2-3 pekagu. MaumeHtute ¢ naunonatmnyen X1 c
KbCHO Ha4yamno nmaT no-Manko CUMMATOMW N YECTo ce
AnarHocTuumpaT B HavarnoTto C Bede siBHM Mopdo-
NOrMYHM NPOMEHUN N DYHKLIMOHAMNHW HapyLUEHMS.

Creatopesita 1 3arybata Ha Terno ca BaXHU
nposieu Ha XI1. CteaTtopesita e npusHak Ha Hanpeg-
Hano 3abonsiBaHe M ce cpella creq pegykuus Ha
naHkpeacHata nunasa go nog 10% ot HopMarnHaTta
cekpeuus. Npu npoabrmkuTeneH xoa Ha Xl moxe aa
ce pasBue 3axapeH auvabeT, KOUTo ce kKnacuduum-
pa kaTo Tmun 3c cnopea AmMepuKkaHckaTa guvabetHa

acoumaumsa U ce xapaktepmsmpa C OEeCTpyKuust Ha
WHCYNWH- U Ha rNioKaroH-npoayumnpaLmTe KrneTku.
[nabeTHuaAT crtaTyc e nabuneH nopagu egHoBpe-
MEHHO HanM4ynMe U Ha rMNioKaroHoB AeduunT, KOeTo
npeau3BuUKBa XUNOrMUKEMUYHU CbCTOSAHUA.

Mpu naumeHtute ¢ Xl uma noBuLIEH pUCK 3a
pas3BuTME Ha naHkpeaceH pak. MeTaaHanu3 nokas-
Ba, Y€ B CPABHEHME C KOHTPONUTE NMpU NauneHTuTe c
XIMT nma 13 nbTK NOBULLEH PUCK 3a NaHKpeaceH pak
[16]. B ronsamMo MynTULEHTPOBO NpOyyBaHe, BKIIOY-
Bawo 2015 naumeHtu ¢ XI1 B 6 ctpaHu (Lseriuapus,
lepmanus, Utanus, Weeuusa, Oanns n CALL), cmbpT-
HocTTa Ha 10-ata roguHa e 30% u 55% Ha 20-aTa ro-
AvHa oT avarHosarta. CpegHaTta npexmnBaemocT npu
nauneHtute ¢ Xl e 15-20 roguHn cnepn guarHocTu-
umpaHeTo. [No-ronsiMa € NpexmBaemMocTTa Ha nauu-
eHTuTe ¢ nguonarumyeH XI ¢ paHHo Ha4arno.

Ovnariosa Ha XI

[OnarHozaTa ce 6asvpa Ha KNMHU4YHaTa CUMMTO-
MaTuka, obpasHuTe MeToau 3a OueHKa Ha naHkpe-
acHata CTpyKTypa W oueHKkaTa Ha naHkpeacHaTa
dyHKUNA.

CepyMHuU napamempu

Mpu NnaumeHTn ¢ n3sBeHa Gonkosa cUMNTOMaTm-
Ka ce onpenensTt HMBaTa Ha NaHKpeaCHUTE EH3UMK,
3a ga ce naeHtTuduumpa ocTpUsT enmson Ha 3abo-
nsaBaHeTo. Mpy nauneHTn 6€3 oCTpU atakn Moxe aa
uMa pefyumpaHu HMBaA Ha CepyMeH TPUMNCUHOIEH,
nunasa unu amunasa. YyBCTBUTENHOCTTa Ha Tesn
TecToBe e Hucka — nog 60%. None3Ho e m3cnen-
BAHETO Ha HSAKOW MapKepu 3a ManHyTpuuus: xemo-
rnobwvH, npeandyMVH, PETUHOMN-CBbP3BAaLL, NPOTENH,
BUTaMunH D, BUTaMunH E, marHeaumn, LUnHK.

O6pa3zHu memodu

Haii-uyecto n3nonssaHuTe 06pasHn guarHOCTUY-
HW TEXHWKKN ca TpaHcabgomuHanHata exorpadus u
KomntoTbpHa Tomorpadus (KT), gokato eHOockomn-
ckuaT yntpassek (Y3) n MarHMTOpe3oHaHcHaTa Xo-
naHrnonaHkpeartorpadusa (MPXIT) ce npunarat B
crneynanuampaHmTe LEeHTPOBeE.

AXIM ‘ TKIM | MXri | XX
SPINK1 SPINKA1 SPINK1 PRSS1
CFTR SPINKA1
PRSSA Opyrm HEM3BECTHW
ANKoxon KXKpaHeHe ?

BeaHWHM dakToprW

NEHeTMYHKM dcakToprM

Que. 1. BrnusHue Ha pasnu4yHu 8bHWHU U 2eHeMUYHU ¢hakmopu 8 namozeHe3ama Ha XI1. AXT1 (ankoxonex XIT); TKI1
(mponuyeH kanyugbuyupaw; Iy; UXTT (uduonamuyer XIT); XXI1 (xepedumapeH XIT)
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O630pHarta rpadums noyTn e 3arybuna MacToTo
CW B MOAEPHUA ANArHOCTUYEH anropuTbM.

A6agoMmuHanHata exorpadus € CpaBHUTENHO
eBTWH MbpBOHaYarneH meTon, norneseH 3a 6bp3a u
HagexaHa guarHoctuka. OTkpuBaT ce MPOMEeHU B
naHKpeacHus KaHan, KkanuudukaTin, KUCTU, KakTo 1
OPYrM YCrOXHEHUA — AyOofeHarHa unv ctoMalluHa
ONCTEH3Ud, AunaTtauns Ha XmbyHy kaHanu. Npu ns-
paseH MeTeopM3bM MM YpeBHa napesa n3obpass-
BaHETO e 3aTpyaHEeHo 1 npaBu npoueaypata CUIHO
3aBMCMMa OT ONuTa Ha u3cregBaLums.

EHpgocKonckata peTtporpagHa XonaHrMonaH-
kpeatorpacoma (EPXI) e 3nateH ctanHgapt 3a au-
arHoctuka Ha XI1. OTkpmBaT ce NPOMEHNUTE B KaHar-
yecTtata cuctema — aunarauum, CTeHosn 1 aHoma-
NN B CTPaHUYHUTE KITOHOBE.

Enpockoncku ynTtpa3ssyk. Ponsta My 3a paHHu-
Te ctagmm Ha XI'T He e pobpe aedmHMpaHa. EHgockon-
ckaTta exorpadus AaBa Bb3MOXHOCT 3a n3obpassiBaHe
C BUCOKa pesontoumns, OeTeEPMUHMPALLIO U3MEHEHUs
KakTo B MapeHxvMMma, Taka W B JyKTanHata cuctema
Ha >resarta, KOUMTo ca HeLOMNOBMMU C ApYrM 0bpasHm
metoan. Exoengockonckata guarHoctuka Ha XI1 ce
Dasnpa Ha KONMYECTBEHN N Ka4eCTBEHW MAPEHXMMHU
1 oyktanHu kputepun. [1obpe nssectHa e nybnvkyea-
HaTa npe3 2009 r. oT Rosemont knacudpukaumsa Ha X1,
B KOSITO Ca BKIMKOYEHW rofieMu 1 Marky napeHXumHm
W OyKTanHu npomeHu. NapeHxnMHUTEe n3aMeHeHus ce
Oasupat Ha 4 TUNUYHN HAXOOKW: XUNEPEXOreHHN do-
Kycu; nobynmpaHocT (cbc nnm 6e3 obpas Tin ,nyenHa
nuTa“); KUCTK; XMNepexoreHH! noenekna (cbc unu 6e3
aKyCTuyHa csHka). [yktanHute MpOMEHW BKIOYBAT:
Kankynu; aunatauus Ha rnaBHUS NaHKpeaceH KaHarn
(MPD); HepaBeH KOHTYp Ha MPD; xunepexoreHHu cTe-
HW Ha MPD; gunatmupaHn CTpaHUYHN pasKiioOHEHUS Ha
MPD. HannuHute kputepmm B koMOGUHaUmM1 BOAAT OO
nocrtaesiHe Ha auarHosata X1 ¢ Bapupalla cteneH Ha
CUIYpHOCT (KakTo cnegga: cboTBeTHU Ha X1, npegno-
narawm XN n Heonpepensawwm XI1). MNMpeanoxeru ca 7
EUS kputepus 3a paHeH naHkpeatuT (5 napeHXMmHM
1 2 QyKTanHu npomeHn): 1) nobynmpaHocT ¢ obpas Tvn
Ln4enHa nuta“; 2) nobynupaHoct 6e3 obpas Tun ,nyen-
Ha nuTa“; 3) xmMnepexoreHHn poKkycn 6e3 akycTuyHa
CsiHKa; 4) XxvnepexoreHHu noerekna; 5) kuctu; 6) au-
naTnpaHy CTpaHWYHU PasKioHEHUS 1 7) XUNnepexoreH-
HY CTEHW/KOHTYPM Ha rMaBHWS NaHkpeaceH kaHan. lMo-
Beye OT JBa OT celeMTe KpuUTepus, BKIoBaLLyM eanH
ot 1) go 4), kouTo oTpassieat HPUBPO3HUTE NPOMEHU
B NaHKpeacHWs MapeHXuM, ce cyuTaT 3a JoCTaTbyHu
EUS Haxogku 3a paHeH XT1.

MPXI npegctaensBa HeMHBa3nBHa anTepHaTu-
Ba Ha EPXT1. MNonesHa e npy naumeHTn ¢ BUCOK pUCK
3a pasBuTue Ha nocT-EPXIT naHkpeatuT.

Ot obpasHuTe TEXHUKM B MOCHEOHUTE TOAUHU
€ HapacHana guarHocTnyHaTa CTOMHOCT Ha ceKpe-

TuH-ycuneHata MPXIN (S-MRCP). Cnopep obema
Ha [yo[eHarHOTO M3MnblfiBaHe ce MpeLeHsBa ek-
30KpMHHaTa (PyHKUMS Ha naHkpeaca. YyscTBuTEnN-
HOCTTa Ha MeToda 3a onpeferisiHe Ha eK30KpUHHa
naHkpeacHa HegoctaTbyHocT (EPI) e no 92%, cne-
undpmnyHoctTa — 75%. MNauyueHtn ¢ paHeH XI morat
[a vMaT HanbNHO HopMmarieH pes3ynTar OT KOHBEH-
umoHanHo MP/MPXIII nacnegBaHe n caMo cekpe-
TMHOBAaTa CTUMYNauns MOXe [a NOoKaxe OUCKPETHU-
Te NPOMEHU B NMaHKpeacHaTa kaHandecra cucrema.
MeTtoankata ce 6Gasvpa Ha crnegHuTe MNPUHLMUNN:
WHTPaBEHO3HOTO MPUMIOXKEHNE Ha CEKPETUH CTUMY-
nvpa cekpeuusta Ha NnaHKkpeaceH cok 1 bukapboHa-
TW, U3NBNBAMKN NaHKpeacHUs KaHan u CTpaHU4Hu-
Te My paskrnoHeHus. MNpn S-MRCP aBynamepHOTO
MP u3scnegBaHe ce nosTaps Ha Bcekn 30 cekyHau
3a nbpBuTe 10 MUHYTU Ccrieq UHTPaBEHO3HOTO Npu-
NoXeHre Ha YoBeLLKN cekpeTuH B go3a 0.2 mcg/kg.
Mpe- n noctcekpeTnHoBuTe obpasn ce cpaBHABAT
Nno OTHOLLUEHWE Ha NPOMEHN B IMaBHUA NaHKpeaceH
KaHan, CTpaHW4HuTe pasknoHeHus, yHKuuATa Ha
cuHkTepa Ha Ogn 1 N3NbMABaHETO Ha OyodeHyMa.
OueHkaTa Ha naHkpeacHaTa dyHkums npu S-MRCP
ce 6a3npa Ha n3NbrBaHeTO Ha KaHanyecTarta cucTe-
Ma, KOeTo ce AedmHUpa KaTo HopMarnHo Npu U3nb-
BaHe Ha kaHanuTe (okono 1 mm) cnepn cekpeTuHoBa
CTMMyInauus 1 crnef ToBa Bb3CTaHOBSABaHE Ha gua-
MeTbpa UM A0 M3xogHa CTOMHOCT (10 MUHYTK crieq,
cekpeTuHoBaTa MHxekums). MNMpu 3gpaBu nuua nax-
KpeacHUsIT cok Obp30 M3nbriBa MnepuamMnynapHus
OyooeHyM, crnef KoeTo usnbrea u pasTtdara 6ynbyc
ayooeHn n Bnocrneacteme genu superior. 3a pas-
nuka ot ToBa npu naumeHTute ¢ Xl ce Habnogaea
3abaBeHO MOCTbMBAHE Ha MaHKpeaceH COK B Ay-
ofeHyMa ¥ m3nbriBaHe Ha nocnedHus. Ektasus Ha
CTpaHUYHUTE pasKrNOHEHUS, NeKoCTeneHHa ayKTan-
Ha gunaraumsi 1 MypanHu gykTanHu abHOPMHOCTM
ca NaTOrHOMOHWYHW HaxO4KW NpW paHeH cTagumn Ha
XPOHWUYEH NaHKpeaTuT.

®yHKUUOHaIHU u3criedeaHus

CeKpeTUH-LepyNeMHOBUAT TecT € 3naTeH
CTaHOapT 3a OTKPUBaAHE Ha €K30KpMHHAaTa naHkpe-
acHa HedoCTaTbYHOCT. M3cnegBaHeTo € HamnuyHo
camMO BbB BMCOKOCMeuuanuanpaHu LEeHTpoBe U
NPOTOKOMbT 3a OCHLUECTBSABAHETO MY HE € CTaH-
AaptuampaH. TeCTbT OTHEMa BpPEME U € HEKOM-
dopTeH 3a naumeHTuTe. PasBuTu ca no-manko
WHBa3WBHW anTepHaTuBM KaTo dpekanHa enacrasa,
nvnasa nnm XMMoTPUNCUH, NaHKPeonaypunos TecT,
PABA TecT, pasnuyHu guxaTenHu TecToBe C pagu-
obenssaHun naHkpeacHu cybcTtpatu. MiscnegBaHeTo
Ha dekanHaTa enacTasa npencraBnsaBa CKPUHWUH-
roB TecT. CtonHocT nop 200 pg/g e guarHoctuvHa
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3a MaHKpeacHa eK30KpMHHA HeAOoCTaTb4HOCT, HO
cnopen nocnegHute EBponenickn pbkoBOACTBa 3a
OnarHocTuyHa ce npuema ctorHocT noa 100 upg/g.
Mpn nekute unu ymepeHu cnyyam Ha naHkpeacHa
HeOCTaTbYHOCT YYBCTBUTENMHOCTTA Ha Te3M TeCTo-
Be € HeagekBaTHa [17].

Hsima yHmBepcanHo npueT AMarHocTuYeH 3na-
TeH cTaHgapT 3a paHeH XI1.

KonunuectBeH aHanu3 Ha cpekariHu mMacTtu e
3naTeH cTangapT 3a guarHoctuka Ha NEH (naHkpe-
acCHa eK30KpMHHa HeAOCTaTbYHOCT).

KoedmumeHTbT HAa MacTHa abcopbuusna (CFA)
npeacTaBnsBa HacTosILL, CTaHAApPT 3a eduKacHOCT
Ha eH3MMHaTa Tepanusi BbNPEKN TPYAHOTO MYy npwu-
NOXeEHWe B eXxeHeBHaTa KIMMHWUYHA NpakTuKa.

OunxatenHuaTt tect ¢ 13C cmeceHu TI e He-
MHBaA3WBEH W HaaeXaeH MeToA 3a AMarHocTuka Ha
MEH, kakTo 1 3a oueHsABaHe Ha edMKacHOCTTa Ha
€eH3uMHaTa 3amecTutenHa Tepanus. Cbobliasa ce
3a AMarHOCTMYHa TOYHOCT Ha TecTa U Npu CKbCABa-
He Ha BpeMeTo Ha TecTa oT 6 h Ha 4 h (88% uyBCTB.,
94% cneumnd.) [18].

ABTOMMYHEH NMAHKPEATUT

ABTOMMYHHUAT naHkpeaTuT (AUM) e oTHOCUTEN-
HO psfKa, HecBbp3aHa C ankoxon, opma Ha XI1,
KOSITO Ce XapakTepuanpa CbC: 1) NOBULLIEHN HMBA Ha
cepyMHusa ramarnobynuH (npegumHo 1gG4); 2) Ha-
nnyne Ha aBToaHTUTENa (aHTUMHYKINeapHU, aHTUNak-
TOhepMHOBK, aHTUKapboxuapaTaHxuapasHu, peB-
mMaTouaeH daktop); 3) naHkpeacHa pubposa ¢ nNum-
dounTHa MHDUNTPaAUUS M NUNcCa Ha MaHKpeacHU
kanumdukartuy; 4) acoumaums ¢ Apyrn aBTOUMYHHU
3abonsBaHus; 5) OTrOBOp Ha cTepougHa Tepanus.
3a pasnuvka oT NoBeYeTO aBTOMMYHHU 3abonsBaHus
AUI goMyHMpa Npy MBXKKUS MOS, CbOTHOLLEHNETO
MbXxe:keHn e 2:1. HayanoTto Ha GonecTTa e B Liec-
Tata u cegmarta gekaga.

XNCTONATONOrMYHUTE HaXOAKM BKIOYBAT MbT-
Ha WHunTpaums ot T-numdountn, IgG4-nonoxum-
TEMNHW NNa3MeHn KIeTku, cnupanoBugHa dmbposa
n obnuTtepupall ¢onebuT B NnaHkpeaca; Ta3u dopma
ce Hapuya numdonnasMouUTeH cKkneposupaly
naHkpeaTtut. OnucaH e n gpyr nogtun Ha AWM ¢
pPasnMYHN XUCTOMOMMYHN HaxXOOKW, HapeyeH uau-
onaTtuyeH AyKTanHOLUEHTPUYEH NaHKpeaTuT, Mno-
LUMPOKO pa3npocTpaHeH B EBpona n CbeamHeHnTe
watwn. Mpes 2011 r. no Bpeme Ha 14-nsa KoHrpec Ha
MHTepHaumoHanHaTta acouuaumsi no naHkpeaTono-
s, BbB Dykyoka, ANoHUs, ca NPeLrioXeHn UHTep-
HaLUWOHANHN KOHCEHCYCHN ANArHOCTUYHN KpuTepum
3a AU, cnopeg kouto AWM e knacuduumpaH B
ABa noartuna: Tun 1, cebp3aH ¢ IgG4 (numdonnas-

MOLIMTEH CKIlepo3upaly, naHkpeaTuT), n Tun 2 — C
rpaHynouuTHa enuTenHa nesunsa (unguonatuyeH ayk-
TanHoueHTpuyeH XI1). Msanon3saHu ca neT OCHOBHMU
XapakTepUCTUKN. M300passiBaHe Ha MNaHKpeacHUs
napeHxmm n KaHanuTe; cepornorusi; Apyro opraH-
HO y4yacTue; NaHKpeacHa XUCTOMOrnd; U KpuTepui
3a OTroBOp Ha cTepomgHa Tepanus. Ha tabn. 1 ca
OTpa3eHn OCHOBHUTE OTNMYUSA Ha ABeTe POpMU Ha
aBTOUMYHHWSI NaHKpeaTwuT.

Tabnuya 1. CpasHeHue mexdy numMgbonaasmMoyumeH cKrie-
po3upaw;, naHKkpeamum u uduonamuyeH AyKmasIHOUeHmpu-
4YeH naHKkpeamum

JNumdonnasmouu- WavonatuyeH
TeH cKrnepo3upaly | AyKTarHOLeHTPU-
(AMM) YeH nNaHKpeaTuT
BbapacT npu gna-
rHo3aTa 7-a pekapa 5-a pekapa
[Mon (Mbxe) 75% 50%
MoBuwenn 1IgG4 ~66% ~25%
Brriou. Ha Ap. 50% He (IBD go 1/4)
opraHu
OTtroBop Ha KC ~100% ~100%
Puck 3a penanc 20-60% <10%
Acoumauus c lgG4-
cBbp3aHu 3abons- na He
BaHUsi

Mpenun 3anoyBaHe Ha fNeYeHUETO OT MbpPBOCTE-
NeHHo 3Ha4yeHune e ga ce pasrpaHnum AUM ot pak Ha
naHkpeaca. OOGCTpyKTMBHATa >XbMATEHWULA MNopagu
CTEeHO3a Ha xoregoxa npu pak Ha naHkpeaca obuk-
HOBEHO Mnporpecrpa NOCTOSHHO, OOKATO XbITEHU-
uata npu AWM npu 1gG4-cBbp3aHO CKepo3npalLlo
3abonsiBaHe NOHSAKOra onyKTynpa Unm B pegku cny-
Yau ce nogobpsia CMNOHTaHHO. [NOBULLIEHN CEPYMHU
HuBa Ha IgG4 (> 135 mg/dl) ca HabnogaBaHu Npu
Hag 90% ot naumeHtuTe ¢ AWM. ToBa e Han-4yBCT-
BUTErNEH 1 cneumdudeH guarHoCTU4eH TecT 3a Tun
I AWM ¢ 95% yvyBcTBUTENHOCT, 97% CcneundUyYHOCT
1 97% TOYHOCT 3a OUCKPUMUHALMA OT paK Ha naH-
Kpeaca. YyacTue Ha Opyrv opraHu, KaTto AByCTpaHeH
OTOK Ha CIIlOHYEeHUTe Xnesu, peTpornepuToHeanHa
dunbposa 1 XMnyceH unu nHTpaxenataneH CcKrnepo-
3upaLl XonaHruT, € MHOro nokasatenHo 3a AWM, a
He 3a pak Ha naHkpeaca.

PasrpannyaBaHeTo vpe3 KT n MP ce 6a3upa Ha
crnegHUTe napamMeTpu: udysHO unm gokarnHo yee-
nnyeHVe Ha naHkpeaca; nepunaHkpeaceH, NnogobHo
Ha Kancyna, pb0; noBuwaBaHe B kKbCHaTa dasa Ha
KOHTPACTHOTO ycuneaHe 1 abHOPMEH CUrHarneH WH-
TeH3nTeT Ha MP. [JudysHOTO yBenuyeHne Ha naH-
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Kpeaca 1 T. Hap. obpa3s Ha ,KpeHBMpL” ca TUNU4Ha
Haxogka npu AU n psagko ce HabnogasaT npu pak
Ha naHkpeaca. Tbl kaTo uUbpoBbLINANUTENHUTE
NPOMEHW BKNIOYBAT NepunaHkpeacHaTa MacTHa Tb-
KaH, orpaxgawmaTt pbb, HanogobsBeall kancyna, e
crneundmyeH 6ener npu AUM.

OtnuunteneH Gener Ha EPXI npu nauuneHtn
C aBTOMMYHEH NaHkpeaTuT € Audpy3HoTO wmnu cer-
MEHTHO aTEHIOMpaHe Ha MaHKpeacHWst KaHan, 3a
pasnuka OT CErMEHTHUTE CTEHO3U, KOUTO ce cpeLar
npwv afeHokapumHoOM Ha naHkpeaca. Hanuumneto Ha
Abnra MOHOMOpd)Ha CTeHO3a Ha BbTpenaHkpeac-
HUS XNbYeH kaHan e nokasatenHo 3a AWM, nokaTto
nogobHa Ha neHTa CTPyKTypa, BbB popmMa Ha oka-
CTPEHO ObPBO, HAN-YECTO Ce cpeLla Npu MbpBUYEH
CKIepo3mpalL, XonaHruT.

Mpn eHpockonckaTta exorpadus Han-4ecTo cpe-
LaHaTa Haxogka e Audy3HO Unmn PokarnHo yBenu-
YeHMe Ha naHkpeaca, HEXOMOreHeH exornpusHak,
Kanumdgukauus. Nog exoeHO0CKOMNCKN KOHTPOM ThH-
KourrieHaTta acnmpaumsi unm core uoncusarta Ha naH-
Kpeaca mMoraT Aa noMorHar 3a AvarHocTvka Ha 3abo-
nsisaHeTo. Bbnpekn ToBa, TO3M Noaxon ce e okasarn
HeoCTaTbY€eH 3a OCUrypsiBaHe Ha OKOHYaTenHa aua-
rHo3a Ha AUIT nopaam mankust pasmep Ha npobata u
He e BanvavpaH B no-rofiemMu NpoyysaHus.

Mpe3 2015 r. yueHun ot Mayo Clinic nogyepTtaBat
HegocTaTbUUTE Ha cerawlHata cucrtemMa 3a Knacu-
duumpaHe v npegnarat ga Hama cybknacmudpuumpa-
He Ha aBTOMMYHHUSI NaHKpeaTuT. KaTo aBTOMMYHEH
naHkpeaTuTt ga ce npueme camo NUMAOUUTHUSAT
CKrnepoaupall, naHkpeaTuT, a UOMONATUYHUAT OyK-
TanHOLEHTPUYEH NaHKpeaTUTUT ga Obae oTaenHa
dopma naHKkpeaTuT, KOSTO OTroBapst Ha KOPTUKOCTE-
pougHa Tepanus [19, 20].

3AKNIOYEHUE

B nocnegHuTe roanHu ce oTbens3Ba 3HA4YMM
HanpeabK B €HOOCKOMNCKATE TEXHUKW, B MOEHTUDU-
LMpPaHETO Ha HOBU FEHETMYHU (hakTopu M B MO-3a-
AbnboyeHoTo pas3bupaHe Ha nartobuororusTa Ha
XTI1. YBenu4yaBaT ce CcboOLleHMATa 32 aBTOMMYHEH
naHkpeaTuT B MeguuuHcKaTa nutepartypa. PaHHata
ANarHocTMKa C U3Mon3BaHeTo Ha CbBPEMEHHUTE On-
arHoCTUYHM METOAM U MpunaraHeTo Ha uHauBMAOya-
NEeH TepaneBTUYEH MMaH UrpasT 3HaYMTeNnHa pons
3a xo[a Ha 3abonsBaHETO M LIENAT OCUrypsiBaHe Ha
no-A4o0po KavyecTBO Ha XMBOT Ha nauneHTute ¢ XI1.
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