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KnioueBble cnoBa: XpOHNYECKUI NaHKPeaTHT, JUCU-
NUOeMUsl, KypeHue, anKorosb, reHeTuKa

IMomxenynounas sxeneza (IDK) — opuH 13 rnas-
HBIX 3JIEMEHTOB IHIIeBaPUTEIbHO-TPAHCIIOPTHOTO KOH-
Beitepa. OHa cHHTe3upyeT GoJiee ByX JIUTPOB CEKpeTa B
CYTKH, coziepskaiiero 6osiee 20 muIeBapuUTeIbHBIX dep-
MEeHTOB (TIPOTeOIUTUYeCKUX, JIUNOIUTAIeCKUX, aMUJIO-
JIMTUYECKUX, HyKyTea3) u 6ukapboHathl [2]. IHTeHCHB-
HOCTb CEeKPeTOPHOro nporecca cocrasnsger 20 MaHa 1 r
maccel ITXK (macca ee cocrasnser 80-100 r). ITo BeIxozny
TOTOBOTO [TPOJyKTA (CeKpeTa) Ha eIMHULYY Macchl OpraHa
NIPOAYKTUBHOCTb ITapeHXuMbI ITXK cpaBHMBaIOT € MOJIOY-
HOW yKeJ1e301 JKeHIIMHbBI Ha BBICOTE JIAKTALIUH WJIH C IT0Y-
KaMmH, KOTOpble IIPOAYLUPYIOT 1,5 MJI MOYM B MUHYTY.
20% maccel ITK npuxoautcs Ha ee hepmeHTHI [2]. Oue-
BUJIHO, YTO MPH CHMKEHUY BHEIIHeCeKpeTOPHOU QyHK-
tmu IDK 1 OTCyTCTBIM 3aMeCcTUTeIbHOM Mo epMeHT-
HOW Teparyy JOCTaTOYHO OBICTPO M PAaHO CTPaziaeT
VIMEHHO IUIIeBapeHue, a 32 9TUM CJleflyeT HapylleHne
BCeX BUZIOB OOMeHa, T. €. Pa3BUBAETCS CUH/IPOM MaJIbHY-
TPHULIUY, KOTOPBIY CKJIA/IbIBAETCS U3 CUHAPOMA HapyllleH-
HOTO [lepeBapyBaHus (MaJbIUreCTUN) U CUHAPOMA CHU-
’KeHHOT0 BcachiBaHUs (Manbabcopbuun) [1, 3].

JlanHas mpo6JiemMa OCBelliaach Ha HAy4YHOU BCTpede,
NIOCBSAIILIEHHOW HOBEMIIMM JJAHHBIM O IIaHKpeaTuTe U [aH-
KpeaTr4yecKoy 3K30KPUHHOM HeJJOCTaTOUYHOCTH, BKJII0Yas
JVAaTHOCTUKY W KOppeKuuio. Bcrpeda mnpousonuia
26 wtonst 2013 r. B 1. Iropux (ILIBefiiapus) u 06 beAUHN-
JIa Pl yY4aCTHUKOB 45-T0 KOHrpecca EBponeiickoro kiy-
6a maHKpeaToJI0roB, MPOXOAuBIIero B Llropuxe ¢ 26 1o
29 nronsa 2013 .

ITpodeccop Markus M. Lerch B nokaze «Otronorus
XPOHMUYECKOTO NaHKpeaTHTa: FeHeTHUKa, aJKOroJb WK
KypeHue?» 0D03HAYMJI TPH MPUYUHBI HEOOXOIUMOCTH
BbI/JIeJIEHNS1 Pa3/IMYHbIX 3THOJIOTUYECKUX (PAaKTOPOB XPO-
HUYECKOTO MaHKpeaTHTa: Crenupudeckue jedeOHBIE,
BPOXX/IeHHasi KOMOPOU/THOCTh, Pa3/IM4Hble CTpaTeruu
KaHIepOIIpeBeHIINN.

OH Ha3BaJI B Ka4eCTBe OCHOBHOTO (paKTOpa PUCKa XPo-
HUYEeCKOTr0 MaHKpeaTUTa MeTaboJIMuecKOr 3THOJIOTUM
TUIEPJIUITUIEMHUIO, CBSI3AHHYIO C IeULITOM aroJIvIo-
npotenHa II u unonporenHa avnassl. JJaHHBINA BUJ| TU-
TepJIUNU/IeMUI XapaKTepu3yeTcs MOBbIIeHeM YPOBHS
TpurmiepusoB 6osee 1000 Mr/z1 1 BCTpedaeTcst 04eHb
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peziko. LleneBbIM YpOBHEM CHIKEHHUS COZePXKaHUA TpU-
IJIMLePUOB ABJIAeTCA 3Ha4eHue MeHee 500 Mr/m1, 4To
CIOCOOCTBYET MCYe3HOBEHUIO CUMITTOMOB [29]. ['vnepma-
paTHpeouIU3M TaKKe OTHOCUTCS K paKTopaM pHcKa Me-
TabOJIMYeCKO STUOJIOTUN U BEJIET K YBeJINYEHHIO YPOBHS
KaJbLYiA B IIJIa3Me KPOBH, YTO aCCOLIMUPYeTCS C TOBbILIe-
HMeM pHCKa [TaHKpeaTuTa. YacToTa pa3BUTHS XPOHUYe-
CKOT'0 [TaHKpeaTHTa Cpeivi AalMeHTOB C TUlleprapaTupeo-
UIM3MOM KoJebercst B mpenenax 1,5-7,0%. PauHss
NIapaTUPEeOUIKTOMUS Y TAKUX OOJIBHBIX BeZIeT K PeyK-
UM CUMITTOMOB IIaHKpeaTtuTa [1, 23].

[ToctynupyeTcs, YTO KypeHUe ABIAETCS He3aBUCU-
MbIM (paKTOPOM pHCKa OCTPOTO ¥ XPOHUYECKOT0 TaHKpe-
aruta. /IoKa3aHo, 4TO PUCK Pa3BUTHS OCTPOrO U XPOHU-
YeCKOro IaHKpeaTuTa IIporpeccuBHo pacret ot 1,0 nia
HeKypALIIUX 10 4,5 71 3I0CTHBIX KypUIbIIUKOB. CBA3b
KYPeHHs ¥ pUCKa Pa3BUTHSA TaHKpeaTUTa NO/TBeP)KAaeT-
€5 TaK)Ke CHKeHVeM PUCKa pa3BUTHSA IAHKPeaTuTa Ipu
nipekpanienuu Kypenus [8]. Tax, B pabote P. Maisonneuve
¥ CcOoaBT. [7], HaboaBmIMX B TedeHue 16 yiet 3a 934 ma-
[IIeHTaMU C XPOHUYeCKMM aJIKOTOJIbHBIM TaHKPeaTUTOM
C MOMEHTA YCTaHOBJIEH! /INarHO3a, KypeHue Tabaka 3Ha-
YUTEbHO YBEJIUYMIO PUCK Kanbuudukaimu DK 1o
CPaBHEHMIO C HeKYPWIbLIMKaMKU — OTHOLLIEHNe IIaHCOB
(OI1I) 2,0; noBeputenbublii unTepsain (AN) 1,1-3,8. Ya-
crora pa3BuTys KanbLuHo3a ITXK cocrasisna 80 mpoTus
40%, cooTBeTcTBeHHO (p<0,0001).

V13BecTHa CyIIeCcTBeHHAs POJib 3J7I0YIIOTpebIeHys aj-
KOroJIeM B [IPOrHO3€ XPOHUYECKOrO NTaHKpeaTuTa, KaJlb-
uudukarus [DK y 601bHBIX HeaIKOroJIbHBIM aHKpeaTu-
TOM Pa3BUBAaeTCs 3HAYNUTEJILHO [T03)Ke, 9eM Y ITaL[1eHTOB C
aJIKOTOJIbHBIM ITaHKpeaTuToM [28]. OnucaHbl JaHHbIE
nnurtenbHOro (ot 4 10 11 net) Habmonenus 3a 32 maru-
€HTaMU C XPOHUYECKUM aJIKOTOJIbHBIM ITaHKPEaTUTOM,
TIPeKpaTHBIIKX U He IPeKPATUBIIKX YIIOTpebIeH e ajKo-
rosisi. XOTs CHW)XeHUe YPOBHS OMKapOOHATOB, JIMIA3bI,
XMMOTPUIICKHA B TAHKPeaTU4eCKOM CeKpeTe BbIABIIANIOCh
B 00euX rpymiax, OJHAKO CTeleHb BHIPA)KEHHOCTH JIaH-
HOU TeH/IeHIINY B IPYTIITe He IPeKPaTHBIIKX YIIOTPeOIIATh
aJIKOroJib ObLTa 3Ha4YMTeNIbHO bosbiielt (p<0,01) [10]. ITo
NIAaHHBIM MeTa-aHaan3a 7 KIMHWYeCKUX PaHJOMU3UPO-
BAHHBIX UCCIIEZIOBAHUI C yUacTHeM GOJIbHBIX XPOHUYE-
CKUM TTaHKPeATUTOM YacToTa 60J1eBOro ab/{0MIHAIBHOTO
CHH/IpOMA Y INPEeKpaTHBIIMX YHOTpeOJIeHHe ajKOroJs
(1-30%) 6bLTa 3HAUMTEILHO HUKE, YeM y He PeKpaTHB-
X ero ynorpebienvie (40-90%).

JIOKJIaTuVK TIpUBeJI IaHHbIe HAOJTFOZIeHNS], TIPOBe/ieH-
HOTO UM C KoJuteramy, 3a 112 cembsamu B 14 ctpanax (418
mn): 58 (52%) neciu mytanuio R122H, 24 (21%) —
N29Iu 5 (4%) — myTtanuio A16V, y 2 6bIIM peaKre My-
Tauuu Uy 21 (19%) orcyrcrBoBana myrauus PRSSI.



CpeznHee BpeMsi TIOsIBJIEHUS TIePBBIX PU3HAKOB 3a00J1e-
BaHus 1si MyTauyu R122H 6bio 10 net (1 95% 8-12)
nns mytauuu N291 — 14 ner (I 95% 11-18) u 14,5 ner
(O 95% 10-21) mns nun 6e3 mytauuu (P=0,032). [1ns
50-71eTHEro Bo3pacTa COBOKYIIHBIN PUCK Pa3BUTHA 3K30-
KPUHHOW HeZI0CTaTOYHOCTH cocTaBu 37,2% (AU 95%
28,5-45,8), 3HAOKPUHHOW HEeAOCTATOYHOCTU — 47,6%
(IN 95% 37,1-58,1) u nna pesexuuu IDK Berencreue
0oJeBoro abOMUHANIBLHOTO cuHApoMa — 17,5% (AU
95% 12,2-22,7%), 4TO CylIecTBeHHO TpeBbILIaeT ypo-
BeHb JIAHHBIX [TOKa3aTesiell pu Apyrux GpopmMax XpOHH-
4YecKoro naHkpeatura. OTMe4eHO NPOTrpecCMBHOe Ha-
pacranue pucka paka IDK Ha 50-70% oT mMoMeHTa
HayaJsia CMMIITOMOB, [TpYeM COBOKYITHbIN prck paka IIK
coctassn 44,0% (OU 95% 8,0-80,0) B Bo3pacte 70 net
[16]. Kpaiite uHTEpECHO BbIsIBJIEHHE HOJIBIIOTO KOJTHYe-
CTBO CeMey C HacJIe/ICTBeHHbIM [TAaHKPeaTUTOM, HeCyIX
MyTaLMIO B KofloHe 122 rena tpuncuHorena PRSSI B
orpaHuveHHOU obyactu CeBepHoi ['epMaHuM B paiioHe
r. MroHcrepa B nipeziesiax 100-KuioMeTpoBOro paauyca,
YTO, OYEBU/IHO, MOTJIO TIPOM30MTH U3-3a HACJIe[0BaHUA
ot obero mpezka (3¢ dext ocHoBatess) [13].

CooTBeTCTBEHHO, paKTopamMu MPOQUIAKTUKYA paka
IDK siBnsiFOTCS TIpeKpalieHre KypeHus U 3710ynoTpedie-
HYe aJIKOroJieM, JIMKBUZIALUA TUIepJIUIU/IeMUH, Turep-
KaJIbL[IeMUH, TPOQUIAKTHKA U XUPYPTIIECKOe JieueHre
’KeJTYHOKaMeHHO 00JIe3HH, yCTpaHeHHe MPOTOKOBBIX
CTPHKTYP, aZleKBaTHOe MeIMKaMeHTO3HOe JIeueHue.

HenaBHue ucceZjoBaHe BBISIBUJIHM, YTO B IPUCYT-
CTBUM XUMOTpurcuHa C MyTalUy reHa TPUIICHHOTeHa
(PRSS1), cBsi3aHHbBIE C KJIACCMYECKUM Hac/ie[ICTBeHHbIM
naHkpeatutoM (N29I, N29T, V39A, R122C u R122H),
TIPUBOZIAT K 60JIee BHICOKOM ayTOAKTUBAIIMY TPUICHHA U
ero ypoBHIo B IT)K 110 cpaBHeHHU!O ¢ AUKUM TUIIOM KaTaTu-
OHMYECKOTO TPUIICHHOTeHa [27]. B Havyase HaboneHust
3a 50 OOJNBHBIMU C UMONATHYECKUM TaHKPeaTUTOM Y
5 (10%) 13 50 manreHTOB BbIsAB/IEHbI MyTaL[UY I'eHa KaTa-
THOHMNYECKOTO TPUIICMHOTeHa. MeHee 4eM 4epe3 25 sieT
MyTalMY BBIABIIINACE Y 35% [JaHHBIX MTALIMEHTOB [26].

B I'epmanuu niBe mytauuu B rede CTRC (p.R254W u
p.K247 R254del) 6b11u BoisiBieHb! y 30 (3,3%) u3 901
TalyeHTa C UAMONaTUYeCKUM WA Hacsle/ICTBeHHbIM [TaH-
KpeaTUTOM, B TO BpeMs KaK Y 3/[0pOBBIX JIUL] JaHHbIE MY~
TallMK BBIABJIAINCH TOBKO ¥ 21 u3 2804 (0,7%) (OILI
4,6; IN 95% 2,6-8,0; P=1,3x107). [laHHble MyTauuu
BBIABISUTCE ¥ 10 (2,9%) u3 348 GOBHBIX C aJIKOTOJTb-
HBIM XPOHMYECKUM IIaHKPeaTUTOM, HO TOIBKO Y 3 (0,7%)
3 432 U1 ¢ alKOroJIbHOM 601e3HbI0 edeny (OLII 4, 2;
A1 95% 1,2-15,5; P=0,02).

Myrarimu 6bUtH TaKKe BbisiieHbl y 10 (14,1%) u3 71
xuTess IHAUM ¢ TpONMYeCKUM NaHKPeaTUTOM, ITpruyeM
Yy 3710pOBBIX JiuLl — TONBKO Y 1 13 84 (1,2%) (OILII 13,6;
A1 95% 1,7-109,2; P=0,0028). ®yHKUMOHAIBHBIN aHa-
73 BapuanToB CTRC Tpo/ieMOHCTPUPOBA OciabieHrie
aKTUBHOCTY U/WJIM PeyKLHIO CeKPeLyH.

I[TosyyeHHbIe JaHHbIE TI03BOJIMJIU CZleJIaTh BBIBOJ, 4TO
notepsi GyHKIMOHAIBHOW anbTepanun CTRC sBiseTcs
($akTOpOM, CIIOCOOCTBYIOIIMM PAa3BUTUIO TAHKPEATHTA,
BCJIE[ICTBUE CHVDKEHHUsl ero TPUIICHH-ZerpaupyroLiein
aKTUBHOCTH [22].

[Tpu pyMBIIEMCS 6673 TalMeHTO-JieT HabJTIoIeHN Y 3a
¢paniy3ckoit koroptoi, BkmouuBIIui 200 4enoBeK U3
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78 cemeit, MyTatiusi reHa PRSS1 6biia BbisiBIeHa y 68% 13
HUX, MyTauua R122H BeiABsnach B 78% ciy4vaes, a N291
— B 12% cny4aes u apyrue — B 10% ciay4aes. Kymysis-
TUBHBINA PUCK [y1s paka [TXK B JaHHOM KOropTe COCTaBIAI
A71s1 My4rH B Bo3pacte 50 net 11%, B TO BpeMs Kak B
Bo3pacTe 75 neT — 49%, y KeHIVH BeJMYMHA KyMyJIf-
TUBHOTO PUCKA cOCTaBisAna 8 U 55%, COOTBETCTBEHHO.
[Ipuyem KypeHHe U caxapHbIil AuabeT ObLIN IJIaBHBIMH
daxropamu pucka paka [17, 18, 21].

Myrtanuu resa PRSS1, SPINKI Takxe BbIABIISIUCD Y
23% peteyt ¢ MAMONIATUYECKUM XPOHMYECKAM IaHKpea-
TUTOM, Y 25% B3pOCJIBIX C UANONATUYECKUM U HaCTIe] -
CTBEHHBIM TTAHKPEATUTOM U y 2% B 00IIel MOmyIsI1u
[19], 20% [25] — 44% [30] npu TpoNu4ecKoM Kajblu-
burmpyromnem maHKpeaTure U B 55% ciydaeB mpy MaHK-
peaToreHHOM caxapHoM auabete [24].

Hanee npodeccop Markus M. Lerch mposen ananu3
posu myTarmu reda CFTR — TpaHCMeMOPaHHOTO peryisi-
TOpa MyKoBUCLIA03a. Tak, 37% nanueHToB ¢ uauonaTu-
YeCKMM ITaHKPeaTUTOM fABJIAIOTCSA HOCUTEJISIMU I10 Kpau-
Heli Mepe ogHOU MyTatmu B CFTR annenu [9]. merotca
laHHBIe, yTO MyTanus reHa CFTR npesctaBiisieT cob0i
dakTOp pricKa MAHKpPeaTHTa TOJIbKO Y MALFIeHTOB 63 Ha-
JINYVS B aHAMHe3e JaHHBIX O 3JI0YTIOTPeOIeHNH aJIKOTO-
seM (19% w3 60 yimir), HO He /1715t OOJTbHBIX aJTKOTOJIbHBIM
naHkpeatuToM (8,5% u3 72 nun) [20].

Cymmupyst cOOCTBEeHHBIE JaHHbIE U Pe3YJIbTaThl Y-
THX MCCIieloBaHuiA, mpodpeccop M. Lerch mpuien k BbI-
BOJY, 4To MyTtauus PRSS1 Beiasnserca y 10% OOJILHBIX
npotuB 0% B obmmei nonyssuun; SPINKI — y 15-25%
npotuB 1-1,6%; CFTR — y 25-30% npotus 10-15%;
CTRC — y 5% npotus 1%; CASR — y 19% nportus 10%);
npuyeM B 30-45% ciy4aeB MyTally B HACTOsALIee BpeMsI
He U3BEeCTHBI.

Henry Sarles B 1961 r. nepBbIM c/iesiasi COOOIIIEHHE O
cyOrpyTire maryeHToB C XPOHUYECKMM MTaHKPeaTuToM 6e3
37I0ynoTpebJIeH s aJIKOroJieM B aHaMHe3e U XapaKTepu-
3YIOIIMMCS YBeJIMUeHneM YPOBHS Y-TJI00YJIMHOB B ChIBO-
potke kpoBH [5]. K. Yoshida u3 Tokuo BmecTe ¢ Kosiek-
TUBOM COaBTOPOB BIlepBble BBes B 1995 I. B KIIMHUYECKYI0
IPAKTUKY TEPMUH «ayTOMMMYHHBIV ITaHKpeaTtuT» [6]. Ha
OCHOBAHMY [JAHHBIX I'MCTOJIOTMYeCKOY KapPTUHBI Bbl/leJIA-
I0T []Ba TWIA ayTOMMMYHHOTO IIaHKpeartuTa [11, 14, 15].
[TpusHakamu I Tvna ABAAOTCA:

1) mubdysnas mmdornnazmanmrapHas UHPUIbTpa-
s nosek ITK, MpoToKoB, KUPOBOM TKaHU, KPOBEHOC-
HBIX COCY/IOB ¥ 00IIET0 JKeTYHOrO0 POTOKA;

2) oburepupyroumii predur;

3) ymepeHHOe Konn4ecTBO 1gG4-O3UTUBHBIX I1J1a3-
MOLIMTOB BHYTPX U BOKDYI' IIPOTOKOB, BO BHYTpU-
NI0JIbKOBOU pUOPO3HON TKAHU U TIePUITAHKPeaTHIeCKO
KJIeTYaTKe;

4) snesauus yposHs IgG4 B r1a3me KpoBU.

Iia II Tuna XapakTepHO IPaHyJIOLIUTAPHOE IIO0-
BpEeX/IeHHe 3IUTeNIUsA IPUMepHO Y 45% maryeHToB (60-
Jiee 4acTo y MOJIOABIX YKEeHIVH C BOCTIAINTeIbHBIMY 3a-
0071eBaHUSIMY KUIIEYHWKA).

[Ipudem 06a THITa OTBEYAIOT HA CTEPOMIHYIO TEPATIHIO.

B 3axoueHnu JOKJIAAuuK cHOPMYIMPOBANT PAL
TI0JIOXXEHWUI Y BBIBOJIOB.

HacnenctBeHHbI XPOHMYECKMWM U WAMONATHAYeC-
KA XPOHMWYECKUM IIaHKPeaTUT acCCOLUMPYITCA C
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HaCJIeZICTBeHHbIMUA MyTalAMU TpUricuHoreHa, SPINK1,
xumotpurcuHa C, KalbLIui-4yBCTBUTEIbHOTO peLienTopa
u CFTR, npuueM B JJaJibHelIIeM, 04eBUHO, 6y/:leT UJleH-
TUHUIPOBAHO OOJIbIIIEE YHCIIO TeHOB.

[Maroduznonorndeckuii 3GHeKT 3TUX TeHHbIX MyTa-
1M1 M3y4eH He MOJIHOCTBIO, YTO ONpeziesisieT Heo6X0au-
MOCTb [TPOBeZIeHN IaJIbHeUIINX 3KCIIePUMEHTOB.

Koppurupyemble aTrosorndyeckue GakTopbl XpOHU-
4eCcKOro aHKpeaTuTa (py ayTOMMMYHHOM NTaHKpeaTuTe
M T. J1.) IOJDKHBI YeTKo rddepeHIrpoBaThesi oT GpakTo-
POB, KOTOPBbIe IIOKa ellle He KOPPUTHUPYIOTCS, HO JOJDKHBI.

ITpu HaceCTBeHHOM ITAHKpeaTUTe IpeKpaleHue Ky-
PeHUs CHIDKAeT PUCK ITaHKPeaTUYeCKOro paka.
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45-ro KoHrpecca EBponencKkoro Kiyba naHkpearosno-
roB. bbiIM U3N0XKEHBI COOCTBEHHbIE U NUTEPATYPHbLIE
[aHHble, XapaKTepu3ytoLwue posb pasnyHbix GaKTopoB
pUCKa XPOHMYECKOro MaHKpeaTuta (rMnepannuaemms,
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npoTerMHa nunasbl; rmnepnapaTupeonan3m; KypeHue;
3710ynoTpebieHne ankoronem; reHeTuyeckne Gakxro-
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ronb abo KypiHHA?», 3p06IEHY Ha HayKOBIM 3yCTpiui, WO
npouuwna 26 YyepsHa 2013 p. B M. Liopix (LLUBenuapis)
Ta o6’efHana psj y4acHuKiB 45-ro KoHrpecy €sponen-
CbKOro Kiyby naHKpeaTtonoriB. bynv BUKnaaeHi BnacHi i
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The article provides a summary of the report by
Professor M. Lerch “Etiology of chronic pancreatitis:
genetics, alcohol or smoking?”, made at the scientific
meeting held on June 26, 2013 in Zurich (Switzerland),
and bringing together a number of participants of the
45™ Congress of the European Pancreatic Club. Own
and published data describing the role of various risk
factors for chronic pancreatitis are presented, such as
hyperlipidemia associated with deficiency of
apolipoprotein B and lipoprotein lipase Il; hyper-
parathyroidism; smoking; alcohol abuse; genetic
factors; a brief history and classification of autoimmune
pancreatitis is given.

BECTHWK KNYEA MAHKPEATOIOTOB ~ ABFYCT 2016 43






