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KIMHNUYECKOE HABMOAEHNE

HacAeACTBEHHbIN MAHKPeaTUT: TaKTUKa
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AUArHOCTUKK (KAMHMYECcKoe HabAoAeHUE)
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Ha, PUCK pPaKa FIOA)Ke/\}/AOLlHOﬁ Xenesbl, KAMHUYeckoe HabAatopeHWe

HacAeacTBEHHOCTb — OMHUOYC, B KOTOPOM HAC COMPOBOXAAKOT
HaLLM MPEAKM; TO U AEAO KTO-HMOYAb M3 HMX BbICOBLIBAETCSA OTTYAQ,

Cpeny MHOXeCTBa 3THOJIOTMYeCKUX (GaKTOpPOB, BbI-
3bIBAIOIIMX TaTOJIOTHIO NOXKeTynouHoM xee3sl (I1K),
NOXKalyll, HauMeHee W3y4eHHBIM SBJIAETCA HaCJeA-
CTBeHHOCTb. C reHeTU4ecKOy MpeZipaciooXeHHOCThIO
CBSI3BIBAIOT LieJIbli psAx 3ab6oneBanuid IDK. Ho ocHOB-
HBIMU U3 T€HeTHYeCKH OOYCIOBJIEHHBIX He3H/OKPHH-
HBIX 3a00JIeBaHUI OpraHa CYUTAIOT MYKOBUCIIM/03, Ha-
ciencTBeHHbl naHkpeatuT (HII) u HacsienCcTBeHHbIN
pak IDK. He ciy4aitHo Ha toroturnie Midwest Multicentre
Pancreatic Study Group, co3maHHO¥ /711 BCECTOPOHHETO
u3y4eHus HacjeAcTBeHHO naronoruu IDK (snmupemuo-
JIOTHY, [TaTOTreHe3a, KITMHUYeCKUX TPOABJIeHUH, IPOTHO-
3a U T. JI.), yKa3aHbl UMEHHO 3TU TpU 3a00JIeBaHUA
(puc. 1). Kpome HUX HAC/I€CTBEHHBIMY ABJISAIOTCS TaK-
e cuagpoM IIBaxmana, cuazapom Moxauncona — bius-
3apza, BpoXIeHHas cuziepobracTideckas aHeMus ¢ 9K-
30KpUHHOU HezocTatouHocThio IIK, cunzapom Knap-
Ka — X5ABWIZA, CUHAPOM AHJepceHa, U30IMPOBaHHAsA
HeZIOCTaTOYHOCTb OTZE/bHBIX IaHKpeaTU4ecKuX
depmeHTOB (JIMMa3bl, KOJNUMA3bl, aMUJIA3bl,
TPUIICUHOTeHA), CHHAPOM HeZloCTaTOYHOCTH
SHTEPOKUHA3bl, MaKPOAMWJIA3eMUs, [ie-
GuumT o, -aHTUTpPUIICKHA 1 /ID. [16]. Bes-
YCJIOBHO, T€HETUYeCK! 00YCIIOBJIeHHbI-
MU ABJAIOTCA TaK)Xe aHOMaJMK pa3BU-
i IDK: pancreas divisum, pancreas
annulare, pancreas aberrans, Bpox/eH-
Hble kuctel IDK u ap. [7, 8, 30].

OcranoBumca Ha HII. Brepsele HII
61 omucan M.  W.  Comfort
u A. E. Steinberg B 1952 r., KoTOpBIE 06-
CIefjOBaJIA OKOJIO CTa CeMel B pa3jind-

OLLIEAOMASISI HAC CBOMM MOSBAEHUEM
OnnBep XoAm3,
aMepPUKaAHCKUIM nucaTenb

VIH/MY TaK>Ke BOLILTK B KOTOPTY HaO/moeHuid). OHu OT-
MeTtuiy, yTo HIT MMeeT ayTOCOMHO-I0MUHAHTHBIN THUII
HAC/e[JOBAaHUS C HeNOJIHOW IeHeTPaHTHOCTbIO (OKO-
710 80%), T. e. BepOATHOCTbIO Pa3BUTHSA TPOSIBJIEHNH 3a-
OoseBaHUs TIPU HAJIMYUY COOTBETCTBYIOLIEN IeHeTHye-
CKOM mpeapactosoxeHHoctu [30].

OnHAKO 110 TOYHOTO 0ObsicHeHus maTorenesa HIT cy-
IeCTBOBA/IM TPEATIONIOKEHUSI O CBSI3U 3a00JIeBaHUSA
C HACJIe[CTBEHHOW MaTooruerd NpoTOKOB. COriacHo
3TOY TUIOTe3e, IEPBUYHBIMU ABJIATCA aHOMAJIUH IIPO-
TOKOBOW cucteMsbl ITXK, a pa3BuTue maHKpeaTnTa — BTO-
PUYHBIM (M3-3a HapyLIeHHs OTTOKA ITaHKpeaTu4ecKoro
cekpera). DTa TMIoTe3a OblyTa OCHOBAaHA Ha TOM, YTO TIPU
HIT yacTo BBIABIAIOTCA U3MEHeHNUs IPOTOKOBOW CHCTe-
mbl IDK. BoiBuranachk Takxe Teopus AepuiMTa aHTH-
okcuaaHToB B TKanu IDK, corsmacHO KOTOpoy OCHOBHOe
3HaYeHNe B IaTOreHe3e IPUABaJoCh OKCUIAHTHOMY
crpeccy [7, 8, 16].

B 1996 r. D. C. Whitcomb et al. paspaboranu
TeHHYI0 TeOPUI0, 00BsICHsAIOMIYIO pa3BuTiie HIT
M CBA3BIBAIOLIYI0 €ro C MyTalued reHa,
Kozupyomero Tpuncutored [19]. Beuia

nokasaHa cBa3b HII ¢ HacienoBaHueM
crenipUIeCKUX MapKepoB M3BECTHBIX
JIOKYCOB XPOMOCOM, /[JOKa3aHa accoLua-
s HIT ¢ myranuen reHa B JIJITMHHOM
tede 7-1 XpoMocomsl (7q35). ITpu aton
MyTaLuy IIPOMCXOAUT 3aMeHa aprMHUHA
Ha r’UCcTUIVH B 117 10/105XeHNN MOJIEKY -
Jibl TpuncuHoreHa — R117H (o HoBo#
HoMeHK/IaType — R122H) [5, 7]. Joka-

Puc. 1. Norotn Midwest 3aTelbCTBO reHeTUYeCKOW MTPeApacoio-

HBIX cTpaHax mupa (6oMbIIMHCTBO 00- Multicentre Pancreatic Study >XeHHOCTM K pPa3BUTHIO TaHKpeAaTHUTa
CJIe/IOBaHHBIX OBUIM eBPOIeICKON packl, Group (no P. Durie et al, B 5% ciydyaeB 3a00JieBaHUSA HALUIO CBOE

OfHaKO Xurenu Asum u Bocrounoinr 2002 [16]).

OTpaX€eHNne B Knaccncl)nxaunn (baKTOPOB
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pHYCKa XPOHMYECKOTO TMAHKPeaTUTa — KJIacCUPHUKaIUH
TIGAR-O. B atoii ab6peBuarype 6ykBa «G» pacimdppo-
BbIBaeTCd Kak <«genetic» [14]. HII Brimensercsa Taxxe
u B knaccupukarmu M-ANNHEIM («H» — <heredi-
tary») [27]. OnHOI reHeTHYeCKOM MpeipaciooKeHHO-
CTH, KaK IIPaBUJIO, HEZIOCTATOYHO /71 pa3BUTHs TaHKpe-
aTuTa — He0OXOUM UHUIMMPYIOIIMI BHEIIHUI HaKTOp
(datme 3710ymoTpe6IeHNe aJIKOroJieM, OuMapHast maTo-
Jiorusi, BUPycHast MHOEKIUsA U Jp.), CIIOCOOCTBYIONIU
Manudecranmy 3aboneBaHus. KoHeuHO, reHeTryeckas
TIPePacIoNoXeHHOCTh ABMSETCS OCHOBAHUEM Jisl 60-
Jiee BepOSATHOTO Pa3BUTHSA TOTO e aJIKOTOJIbHOTO ITaHK-
peatuta [30]. HII omvHAaKoBO YacTO HaOJHOAAeTCS
y My>X4YVH U )KeHIIVH, He MMeeT Pa3INyuii B 3aBUCUMO-
CTH OT packl [7, §, 16].
ITo3e ObUIHM BBIABJIEHbI MyTAlIU¥ '€HA CEPUH-TIPO-
TeazHoro unruburopa Kazans tuna I (SPINK I) y manu-
€HTOB C MONIaTUIeCKUM XPOHNYECKHM TaHKPeaTUTOM,
ZI0Ka3aHa CBA3b OKOJIO ITOJIOBUHBI CJTy4aeB TPOIUYeCKO-
ro NaHKpeaTWTa M YacTU CJyyaeB WJMONATHYECKOTOo
XPOHMYECKOr0 TaHKpeatuta ¢ wmyrtanuen SPINK [
(N291) [13, 17, 21-23].
B HacTosmee BpeMs MOXXHO CYUTATh, 9TO ITUPOKUI
CIIEKTP BO3MOXXHBIX aCCOIMAIMI TeHOTHUIa,/peHoTH-
na HII BxiroyaeT v npsiMble ayTOCOMHBIE JOMUHUPY-
IOIYie 4epThl 3a00JieBaHMs C MOYTH IOJHOH IeHe-
TPAaHTHOCTbIO (IOMUHAHTHbIe MyTanuu reia PRSS1),
M «MSTKKe» reHeTU4ecKue (GpakTopbl pucka 6e3 mpu-
3HAKOB MEHJIeJIeBCKOTO HaclefoBaHUA (MyTaluu
reHoB SPINK I v TpaHCMeMOPaHHOTO PeryJsiTopa Ku-
cro3Horo ¢ubposza (CFTR), XUMOTPUIICUHOTEHA
(CTRC) u np.) [4, 18, 24, 28].
YuureiBas, 4to IDK cuHTe31MpyeT MHOXeCTBO MULLe-
BApUTEIbHBIX (ePMEHTOB, CYIIECTBYET LIEJbIA PAA ZIy-
OIMPYIOIIMX IPYT IPyTa MEXaHU3MOB, TIPEITSITCTBYIOLINX
ayToJM3y TKaHU opraHa (puc. 2) [8, 25]:
« ponykiys ¢pepmentoB IDK B HeakTHBHOHM dopme
(B opme nmpodepmeHTOB);

* pasziesieHre B IPOCTPAHCTBE IPOLIeCCOB MPOAYKLIN
(8 TIXX) u axtuBaumu ¢epmeHTOB (B /{BEHA/ILATH-
IIePCTHOM KUIIKe 071 ZIefICTBeM SHTePOKMHA3bI);

__/ 3vMoreHHble
* rpaHysbl
PeTtukyno-
SH,uOTénmaanasq Bakyosb
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Puc. 2. MexaHn3Mbl 3aLUMTbl OT MPEXAEBPEMEHHOM aK-
TMBauun depmeHToB MK (no A. B. OxArobbicTUHY, 1999 [9]).
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e JIOKaJM3alysl GepMeHTOB B 3IMOTeHHbBIX TpaHyJIax
ALMHAPHBIX KJIETOK, NPeJOoTBPAILAIOMIX BbIXO/
(depMeHTOB B [IUTOILIA3MY;

* HM3Kasl KOHLIEHTPALUA NOHOB KaJIbIMA B LIUTOILIA3-
Me allHAPHBIX KJIETOK, B pe3yJibTaTe 4ero CHIKaeT-
€ BEPOSITHOCTb aKTUBALIMK TPUIICUHOTEHA;

o cexkpernys SPINK I;

» criocobHOCTh depmenToB ITK K ayTosm3y;

* TIIPORYKUWSA o, -aHTUTPUIICKHA U 0L,-MUKPOTJI00y11-
Ha B [leYeHU, 00eCreYnBaONINX CBA3bIBAHKE aKTH-
BMPOBAHHBIX NTAHKpeaTHiecKux pepMeHTOB B KpO-
BY U [IePUTOHEAIbHOW XUJKOCTH.

B npuHIuMIe, MyTaus JH0O0ro U3 reHOB, KOAUpPYIO-
KX MexaHu3Mbl camo3samuTel DK, Moxer npuBectu
K Pa3BUTHIO IIAHKPeATUTa IPY HAJIMYUY BHEIIHUX I1PO-
BOLIMPYIOMUX HAKTOPOB.

[Ipoanam3upyem mozapobHee matorene3 HII, acco-
quupoBaHHOro ¢ Myrauuamu R122H u N291. Morne-
KyJla TPUIICKHA COCTOMT U3 IBYX CyObeMHUIL, COe/H-
HEeHHBIX MOJIMNEeNTUIHON Lenbio (puc. 3). B momnoxe-
HuM 117 3T0M 1lenu HaXOAUTCA apruHUH. Mexay AByMsA
cyObeIMHULIAMY TPUIICKHA PACIIONIaraeTcsi ero aKTUB-
HBIV IIeHTP, KOTOPBIi CIIOCOOEH Paclio3HaBaTh aprMHKUH
Y JIM3UH U OCYIIeCTBIATb B MeCTe COeAWHEeHUS 3TUX
AMAHOKUCJIOT JIU3UC MOJIUIMEeNTUIHON Lienu. VIMeHHO
TaKMM 00pa3oM TPUIICHH, Me30TPUIICKH M 3H3uUM Y
VHAKTUBUPYIOT 80% MHTpalaHKpeaTU4eCcKux TPUIICU-
HOreHa 1 TpurcuHa [8, 26]. OcranbHble 20% WHAKTHABA-
UM MHTPANaHKPeaTHIecKUX mpoTeas3 00ecrneunBaroTcs

Puc. 3. CrpyKtypa UYEAOBEUECKOINO TPUMCUHOrEHa
(no W. B. Maesy ¢ coasr., 2005 [8]).

CAT — KaraanuTMyeckas Tpuaaa;

R117 — MECTO MyTaumn KaTMOHWUYECKOrO
TPUMNCUHOTEHa;

N21 — mecTo MyTaumm SPINK |[;

SS — AUCYyAbOUAHAS CBA3b;

E29/E24 — rAyTaMMHOBASA KUCAOTS;

C — KapbOKCUABHBIN KOHeL, obAacTH;

N — aMWHO-KOHeL, obAacTu.



Avcynbdunanas

Puc. 4. Cipyktypa KOMMAEKCA TPUMCUHOrEH —
SPINK | (mo W. B. MaeBy ¢ coasrT., 2005 [8]).

SPINK I (puc. 4). DTOT MHTMOUTOP TpeZCTaBsieT oot
crienrudeckuit cyocrpar s Tpurcuna. SPINK I we-
00paTUMO CBSI3bIBAET CEPHH TPUIICUHA C IM3UHOM CBOE-
r0 aKTUBHOrO LieHTpa. BaxxHo, yro SPINK I cunTe3upy-
erca B Kommyectse, B 20 pa3 MeHbIIEM KOJIAYeCTBa
TpUIICUHOreHa, npoayuupyemoro IIK. B cBa3u ¢ atum
SPINK I MOXeT MOJHOCTbIO MHTUOMPOBATH TPUIICHUH
B TKaHU OpraHa TOJIbKO TOI'ZIa, KOIZla ypOBEHb aKTUBHO-
CTY TPUIICMHA HU3KUU. B 3THX ciyvaax SPINK I mpeznot-
BpalljaeT MOCJIeAYIOIIYI0 ayTOaKTUBALIAI0 TPUIICKHOre-
Ha ¥ GJIOKMpYeT KacKaj aKTHBAL[UY NMaHKpPeaTH4ecKux
depmenTtoB u ayronumza IDK (puc. 5). IIpu uHTEHCHB-
Hou akTuBanmyu TpuncuHoreHa SPINK I He B cocros-
HUM €r0 MHAKTUBUPOBAaTb. B 3TOM ciy4yae TPUIICUH
¥ IpyTve TPUIICMHOMOJ00HbIE (pepMeHThI, KaK ObLIO
CKa3aHO BBIlIe, JIM3UPYIOT IOJUIENTUHYIO Lellb,

Tloppesxkenne
cocyos

JleiikoTakence | ANBBEOJIAPHOTO

cypdakranta ’

A Dochoin-
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Buyrpuopranuas
& 7 aKTHBAUMS \ N
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nponnnaevioctn € i —> BC- o
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Tospexaenne Kuposoii
KANMLISPOB HeKpos
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Puc. 5. [1poT€0oAUTUUECKMI Kackaa — OCHOBa ayToOAM3a
MK (no M. W. Buchler et al., 2004 [11]).

KIMHNUYECKOE HABMOAEHNE

00BeIMHSIONIYIO 2 CYO'beIMHUIIBI TPUIICHHA, B TIOJIOXKe-
HuM 117, T. e. B MecTe COeJUHeHVsl aprMHUHA U JIM3VHA.
[Tpy MyTanum KaTMOHWYECKOro TpurcuHoreHa R122H
aprMHMH 3aMeHseTCsl Ha TMCTUVH, TI03TOMY TPUIICUH
He CIOoCcOOeH JM3MpPOBaTh MOJIEKYJIbl TPUIICHHOTEeHa
u tpuncuHa. Momuoctu SPINK I B 3TuX ciay4asax
He XBaTaeT [Jisi GJIOKUPOBAHUS ayTOAKTUBALIUK TPHUII-
CHHOTeHa, IPOJ0JDKAeTCsA KaCcKaj, aKTUBALMY TaHKpe-
arndeckux ¢pepmentoB u ayrommu3 IDK [8, 16]. Ilpu
myTauuu SPINK I (N291) cHuXaeTcs cTelleHb MHAK-
TUBALIMY TPUAIICKHA Y TIPY BO3/I€MICTBUYU MOILHOTO IIPO-
BoIMpYyomero ¢pakTopa (aJKOrojib) TakKXke pa3BUBa-
ercsa HIT (puc. 6).

HeakTuBHbI TpyUncuHoreH

OO0

MenTtun AKTUBaLMA (ayToakTuBauus)
aKkTMBauuu . TPUMNCKUHOrEHa - NpeBpaLleHme
TpUncuHoreHa

ero B TpuncuH

WHakTtnsauusa
TpuncuHa SPINK1

SPINK1

S\

MyTtauusa MyTauus reHa
SPINK1/PSTI TpUMNcuHoreHa
He He vHaktusupyetcst
VHTMGU- MYTaHTHbIM
pyetcst TPUMNCUHOM
MyTtaHT MyTtaHT R122H
SPINK1/PSTI

\ /

AkTUBUpOBaHWeE pepmeHTa -
ayTonepeBapvBaHue - naHkpeaTuT

Puc. 6. VIHTpanaHkpeaTMyeckasa akTMBaLms TPUNCUHO-
reHa v reHeTUYECKN AETEPMUHMPOBAHHbIE aHOMaAMK Me-
XaHM3MOB 3aLUMTbl OT YPE3MEPHOM UHTPAOPraHHOW aKTu-
Baumm atoro npodepmeHta (no M. W. Buchler et al.,
2004 [11])).

HII noxpasnensercs Ha:

1) knaccuveckuil (ayTOCOMHO-ZIOMUHAHTHBIN, C INeHe-
TPAaHTHOCTBIO 80%; reH KAaTHOHUYECKOrO TPUIICUHO-
reHa PRSS1, R122H, N291);

2) UONIaTUYeCKUN.

OtenbHO BbIAENAIOT 0coOble popmbl HIT: maHkpea-
TUT C TUIlepaMrUHOaLypyet (BblieJieHre C MOUOW aMu-
HOKHUCJIOT B pe3ysibTaTe TeHEeTUYeCKOro TYOYJISIPHOTO
nedexTa); reMOpPparmIecKuii TaHKPeaTUT C YBeIMIeHN-
eM BblJIeJIeHVIs 3JIEKTPOJIUTOB C IIOTOM; [TAHKPeaTuT, 00-
YCJIOBJIEHHBIN HapyIeHreM 0OMeHa KaJIbIHs.
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B cBA3U ¢ HOBBIMM IIpe/ICTaBJIEHUSAMU O POJIU eH-
HBIX MyTalll} B IIaTOreHe3e XPOHUYeCKOro NaHKpeaTu-
Ta, MOXXHO TIPEATIOJIOKUTD, YTO JIBe BeZyIIre (pOpMbI
U/IMONIAaTUYeCKOTO MaHKpeaTuTa — C PaHHUM U I03[-
HUM Ha4ajioM — 00YCJIOBJIEHbI Pa3HBIMH [€HETHYeCKH-
MM MeXaHu3MaMu. boiiee TOro, BapuaHT C IO3[HUAM
HauaJoM MOXeT ObITb MOAMUIMPOBAH (aKTOpaMH
CpeZbl, TAKUMY, HalIpUMep, KaK ajkoroyb. B coorsert-
CTBHH C 3TOV TUTIIOTe301, BO3MOXHO, UTO CpeJixi aJIKOro-
JIMKOB XPOHWYECKUY [TAaHKPeaTUT Pa3BUBAETCS TOJIBKO
y JIAL C TeHeTUYeCKOM MPeApacIiooKeHHOCTBIO K 3TOU
naroJioruy. JlaHHOe IpeIooKeHre ITOATBePKAaeTCs
TeM (aKTOM, YTO AJIKOTOJIbHBIN XPOHUYECKUI MTaHKpe-
aTHT ANaTHOCTUPYETCS JIUIIb Y HeOOJIbIIOM YaCTH JIFOZIeN,
37I0yIOTPeOISIONIYX CIIMPTHBIMUA HAMUTKaMU. C 3TUM
coryacyercsi TOT GaKT, 4YTo KIMHUYecKass MaHudecra-
1A nokaszanHoro HIT nosBisgeTcst 0ObIYHO B BO3pacTe
3-10 ner n nMeeT BTOPOM MUK B Bo3pacTte 20—-25 jer,
Korzia y GOJIbIIMHCTBA MAIIMeHTOB HAYMHAETCS TIPUeM
ankorons [6, 8, 16].

B passutun HII 1oKa3aHo 3HayeHue U JPYyrux My-
taiid [18]. Ocoboe BHMMaHUe YaeNseTcs MyTaluu
CFTR — reHa TpaHCMeMOPAaHHOTO PeTyiATOpa KUCTO3-
Horo ¢pubpo3a. dra mytauus u myrauusi SPINK I Ha-
CJIelyIOTCS 110 ayTOCOMHO-pelLlecCUBHOMY Tumy. IIpu
Hauuuy y nanuenta Myraunyu CFTR pa3BUBaeTcs My-
KOBUCLIM/J03 WM TeHEeTUYeCKU [eTepMUHAPOBAHHBIN
runodepMeHTHbIA MaHKpeatuT. Takoi BapwanT HII
BO3MOXEH TaKXe IPU HeNOCTaTOYHOCTU IMPOAYKLIUN
Y HapyIlleHWY aKTUBAaluY TPUIICUHOreHa [16].

Wnentudukanusa HII TpaauiMOHHBIMUA MeTOJaMU
HEeBO3MOJXKHA, TTOCKOJIBKY creruduieckux Mopdoso-
TMYeCKUX U OMOXMMHUYEeCKUX MAapKepOB He CYIIEeCTBY-
et [5]. [Ipu 06cIie1oBaHUK KaXKOTO MAL[1ieHTa He00X0-
ZIMMO TIPOBO/IUTH THIATEIbHBIN COOP aHAMHe3a, YYHUThI-
BaTb HAaCJIe/ICTBEHHOCTb, HUKOTHHOBO-aJIKOTOJIbHYIO
3aBUCHMOCTD, ITOTepro Maccel Tesa. XoTa HII xapaxre-
pusyercst paHHMM HadayuoM (y 80% 6GOJIbHBIX TPUXO-
IUTCA Ha BO3pacT 10 20 jieT), HO MPAKTUYeCKu BCer-
7la — TO3/JHeil IMarHOCTUKOI, 00pa30BaHUEM KaJlblIu-
¢uxaros IIXK okpyrioir ¢opmbl — B 50% ciydaeB
(puc. 7), nceBnokuct. HayanbHble ero mposiBJeHUs
CXOZIHBI C KJIMHUKOM OCTPOTrO ITaHKpeaTUTa. TUIMYHbI
TIOBTOPHbIE 3MU30/bl 00JIEBOTO aOJOMUHAIBHOTO
Y IACTIeNITUYeCKOTO CUHAPOMOB C MOCTENeHHO YBeIu-
YMBAIOIIENCs YaCTOTOW M BBIPAXKEHHOCTBIO peLusiu-
BOB, HapacTaHWeM CTelleHW (QYHKIMOHAJIbHOU Heso-
crarouHoctt IDK (y 15-20% G6OJbHBIX BBISBISETCS
BbIpaXKeHHasA CTeaTtopesi), YTO INPUBOAUT K Pa3BUTHIO
XPOHUYECKOro naHkpeatura. Ho ¢ TeueHrem BpeMeHU
nnsa HII xapakTepHO HapacTaHue JJIUTeNbHOCTU pe-
MUCCHi. B MO3HUX cTafusx 3a00ieBaHUs Pa3BUBAIOT-
cs caxapHbIi uabet (npucoenuHsercs yepe3 8—10 et
y 20% OO0/BHBIX ), TPOMOO3bI KPYITHBIX BeH (BOPOTHOI,
CeJIe3eHOYHOM, HYDKHeW OoJIon), reMopparuu [8, 29].
[Tankpearnyeckue araku npu HII He oriandyarorcsa oT
npyrux GopM XpoHHYEecKoro naHkpearuta. OJHAKO
NIOCJIeJHAE UCCIIeIOBAaHMA [JOKA3aJy, YTO Heslb3s CUu-
TaTh 3JI0yMOTpebJIeHe aJKOTroJieM WM HaJludie XO-
nenutrasa pakTopamu, uckmovaromumu HII. 1o ro-
BOPUT O TOM, YTO M3MeHeHWe TPUIICMHA SABJIAETCS
mumb GOHOM. MyTalus MPUBOAUT He K YCUJIEHHOMN
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Puc. 7. Mpu KT 6oabHOro ¢ HIT onpeaensitotcs MHOXe-
CTBEHHble KanbUmdUKaTtbl B ronoBke K. B nepunaHkpea-

TUUECKMX TKaHsAX — crnaeyHbli npouecc (no C. D. Johnson
et al., 2005 [20]).

aKTMBALMK TPUIICKHA, A JIAIIb HApyLIaeT OJUH U3 3a-
IMUTHBIX MEXaHU3MOB allMHAPHBIX KJIeTOK. [l BO3-
HUKHOBEHUS 3a00JIeBaHuUs, MOSBIEHNUS KIMHUIECKHIX
CUMIITOMOB HEOOXOMMbI MHUIMUPYOIIe (GpaKTOpb,
KOTOpbIe BbI3BAJIM ObI 3Ty aKTUBALMIO. [I03TOMY AJIS
BeprduKanuu auarno3a HIT Heo6X0aMMO BbIsIBJIEHUE
MyTalliid TPUIICMHOTEHA C MOMOIIBIO MOJIMMEePa3HOU
LIe[THOY peakuuu [2].

I'eHeTnyeckoe TeCTUpPOBaHWE IPU IIOAO3PEHUM Ha
HII no3Bosnser [14]:

* BBIACHUTS, IEICTBUTEJILHO JIM MyTaL1s KATUOHUYe-
CKOTO TPUIICUHOT'eHa ABJIAETCA IPUYMHON Pa3BUTHSA
[IAHKPeaTuTa;

 000CHOBATh CUMITTOMBI [TAlIHEHTOB;

e TIPOBeCTH paHHee auarHoctrpoBaHue HII y fereit
I faJibHeHIel paroHaIbHOW TaKTHKU HaOJIo-
NIeHUs1 33 HAMY,

* BBIACHUTD CTEIIeHb PUCKA Y POJCTBEHHUKOB NALVIeHTa;

* IIPUMEHUTH IPEBEHTVBHYIO Tepaluio: M3MeHeHue
CTWISA XKU3HU JIJIs1 yMEeHbLIeHNs PUCKa BO3MOXKHOI'O
pasBUTKA TAaHKpeaTUTa.

Hpyrue merone! auarnoctuky HIT asnsroTea tpaay-
IIMOHHBIMY IS BeprUKALNK XPOHUIECKOTO MTaHKpea-
TUTA BOOOIIIE.

Opnna u3 ocHOBHBIX onacHocTed HIT — pe3koe mo-
BblIlIeHWe pucka pa3surusa paka IDK. Tax, snunemuo-
norua HIT nsydanach B IByX He3aBUCUMBIX HCCIIE/I0BA-
HuAX B CIIIA u EBporie, KOTOpbIe BBIABUJIY IIOBbIIIEHVEe
pucka passurus paka IDK y 6onmbHbix HIT B 50-70 pas.
DTU UCCIIeIOBAaHUS IPOBOWINCH HA OCHOBe 6a3 JaH-
HbIX MeXayHapo#HOU rpynnbl No usydeHuto HII
(International Hereditary Pancreatitis Study Group)
u Espomeiickoro peructpa HIT wu paka IDK
(EUROPAC — European Registry of Hereditary
Pancreatitis and Pancreatic Cancer). Puck paka ITXX mo-
BbIlIaeTcs, HaunHaA ¢ 40 ser, u pocruraer 40-70%
B Bo3pacte 70 siet (ocobenno ecm HIT npocyiexxuBaer-
Cs [I0 MY>KCKOW JIMHUK). Yalle Bcero pak pa3BUBaeTcs
B CeMbsIX ¢ MyTanuusamu R122H, N291 vnv xe 6e3 MyTa-
Ui, HO ¢ sBHBIM ¢eHoTrroM HIT [16].



B TO Xe Bpems IpU reHeTUYECKUX UCCIIe[OBAHUAX
6osbHbIX ¢ HII M3MeHeHMII OHKOT€HOB WJIU TeHOB-
CyIIpeccopoB OIyXO0JIEBOTO POCTa He 0OHapykeHo [32].
OTO MO3BOJIAET MPEATOJIOKUTD, YTO IPUYMHA YaCTOThI
BO3HMKHOBeHMs paka [DK npu HII 3akimodaercsi B 60-
Jilee BBICOKOM YpPOBHE AKTMBHOCTU BOCIIAJIMTEILHOIO
npotiecca 1 GOJIbIIel ero JJIUTebHOCTH. DTO JIUIIHUAN
ZI0BOJ B I10JIb3Y TOT'O, YTO CAMO XPOHUYECKOe BOCIIaje-
HYe SBJIAeTCs peapaciosaraomyM GakTopom pa3Bu-
i paka IDK. BepoATHO, uMeeT 3HayeHUe [JIUTeJIb-
HOCTb BOCIAJIUTEJILHOTO IIPOLiecca, OTCYTCTBUE ITHO-
TponHoy Tepanuu npu HII. B 1pyrux ucciefnoBaHusx,
HAIpOTUB, [I0KAa3aHo, 4YTo Iipu pake IDK, pa3BuBiemcsa
Besesictre HIT, Mytanny oHKoreHa K-ras BCTpe4yaroTcs
KaK B KJIeTKaX OIyXOJIM, TaK U B NPUJIeXalIuX K Hel
TKaHAX, a Takxe 1pu HII B 30Hax runepruiasuu snure-
7S IPOTOKOB [3, 15]. MyTaliu1 OHKOTeHOB MOKHO BbI-
ABUTH 1pu Ouoncun [DK wmv mpu ucciie[oBaHuY ee ce-
KpeTa (0OBIYHO JJISI eT0 TIOJTyYeHH st UCTIOJIb3YIOT CeKpe-
TUHOBBIYA UM CeKPeTUH-TIAaHKPEO3UMUHOBBIN TeCThI).
ITaTorene3 passutua paxka ITXK nmpu HII npexcrasien
Ha puc. 8.

BbIcoKHiT ypOBeHb OOMEHHBIX
NPOLECCOB Ha (poHe
TUNepnponuQepaty SMUTEIHs

Myrauun RI22H

SPINKI u N291 OTcyTeTBHE 3THOTPOITHOM Tepanuu

PanHuit BO3pacT KIMHUYECKON
U yBeIMueHue oouei
NPOJIOJKUTEILHOCTH JKM3HHU NPU

MaHupecTau
B +
9(eKTHBHOM MAaTOreHETHYECKOM

JlnnrtenbHbli anamHes 3a0071eBaHMs JIeUCHUN

|

Pak pancreas € Peaamsaumusi 3pdexToB MyTaumii
K-ras, p16, DCP4 w p53

Puc. 8. lNpuumHbl BbICOKOK YacToTbl paka MK npu HI
(no W. B. Maesy ¢ coaBr., 2005 [8]).
K-ras — OHKOTE€H, KOAUPYHOLLIMIA BEAOK, TOMOAOTMUHBIIN 3Mi-
AEPManbHOMY U TpaHCchOopMUpYrOLLLEMY daKTopam pocTa;
p16, p53, DPC4 — reHbi-cynpeccopbl ONyXOAEBOro PocCTa.

Bosnb1as 4acTb ONyxoJield UCXOAUT U3 IIPOTOKOBOTO
snurenusa [1K. B HacTosAmee BpeMa HeT JaHHBIX, [0~
TBEPXKIAIOIIMX pa3ianyue rnatorene3a paxka ITXK npu HIT
¥ Ipy OaHAJIbHOM XPOHMYECKOM ITaHKPeaTuTe, a TaKxke
npy MCcxoHO uHTakTHOM [1XK [16].

Ecnu y 6onbHOro ¢ HII pa3BUINCh KJIMHUYECKIe
IIPU3HAKY, [I0/I03pUTe/IbHbIe B OTHOLIeHUY paka ITK,
TO HEOOXOAMUMO MPOBECTU IHAOCKOMUIECKYIO PETPO-
rpajiHyl0  XoJjaHruomnaHkpearorpapuoo  (DPXIIT)
c buorncueli KI€TOK MaHKpeaTHyecKoro mporoka [10].
JloKa3aHo, YTO NpeApPaKOBBLIM COCTOSTHMEM B OTHOLIE-
HUuU azeHokapuuHoMsl IDK sABiseTcsa nankpeaTude-
CKaf auciasus (maHKpeaTHdecKas BHYTPUIIPOTOKO-
Basg Heomasuss — PanIN). Beigensioor 3 creneHu

PanIN [16]:
o PanINI — wHTpasmurenuanbHasg IPOTOKOBAs
TUIePILIA3Ks;
e PanINII — mucniasus HU3KOM cTenieHu (puc. 9);

e PanINIII — pucmna3us BBICOKOHM CTelleHU WU
KapuuHoMa in situ (puc. 10).

KNNHWUECKOE HABNIIOAEHUE
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Puc. 9. PanIN Il — aucnaasusa npotokoBOro anuTeAmns
HU3KOW CTENEHU. [TPOTOKOBbBIM 3MUTEAUIA CAOUCTbIN, KAET-
KW YBEAMUEHbI, SAPA TMNEPXPOMHbIE B CPABHEHUK C HOP-
MaAbHbIM MPOTOKOBbLIM 3MUTEAMEM (B HWXHEM AEBOM
YrAy pUcyHKa) [16].

BbICOKOW CTeneHu (KapuuHoma in situ). Onpepenstorcs
BblpaXeHHblE COCOUYKOMOAOOHbIE 0bpa3oBaHus, abeppa-
LMK SAEP, NOTEPST MOASIPHOCTU KAETOK [16].

I CKpUHUMHTA AWCILIA3UU IIPOTOKOBOTO 3IIMTE-
JYA ¥ KapLUUHOMBI in situ Ha ¢poHe HII npuMeHsIOT 9H-
nockonmyeckyo coHorpaduio (3Hm0Y3U), DPXIIT,
CIMpalbHYI0 KOMIbIOTepHyI0 ToMmorpaduio (KT),
ompeziesieHre ypoBHs kapboanTurena 19-9 (CA 19-9)
¥ KapuuHoaMbpuoHanbHoro antureHa (CEA) B kpo-
BU. OJIHaKO I0CTaTOYHO MHPOPMATUBHBIMU CUUATAIOT
To1bKO 3HA0Y3U n OPXIIT'. [Ipn3HakamMu maHKpeaTu-
4eCKOM AUCIUIA3UN P 3HA0Y3M CYUTAIOT reTeporex-
HOCTb TTaPEHXMMBI, HAJIMYKe TMIepPIXOreHHbIX QOKy-
COB 1 /WJIY TMIIO9XOTeHHBIX y3enKoB (puc. 11, 12). ITo
pesynbTaTam DPXIII npu3HakoMm, acCOLMUPOBAHHBIM
C IWCIIa3MeH, CYATAIOT HePaBHOMEPHOEe pacllirpeHue
IPOTOKOB MHOTZIA C MEIMIKOBUAHBIMUA PACIIMPEHUAMUI
(puc. 13). CuMnTOMBI JUCIIA3UM IPOTOKOBOTO 3MIU-
trenuss IDK, xoTopele BBIABIAIOTCA INpu 3HAO0Y3U
u OPXIIT, mpescraBiieHsb! B Tab. 1.
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Puc. 11. Npn 3HA0Y3U y 6oAbHOTO ¢ HIT onpeaenst-
HOTCA MPU3HAKU AUCNAA3UKW MPOTOKOBOIO IMUTEAUA: TU-
NO3XOreHHble ouyarn (y3eAku), yka3aHHble CTPeAKaMu,
U TUNepaxoreHHble GoKyChbl (YyKasaHbl TOALKO FOAOBKaMM
cTpenok) B xBocte K. Mpu rmCTOAOrMYECKOM UCCAEAO-
BaHWW y BOALHOIO BbIIBAEHA AMCMAA3USA BO MHOXECTBE
npoTokoB [16].

Tabavua 1
CUMNTOMBbI, aCCOLUMMPOBAHHbIE C MPOTOKOBOW AMCIAA-
3unen MK [16]

3HA0Y3U

SPXMr

[eTeporeHHOCTb NapeH-
XWUMbI

HepaBHOMEPHOCTb
NpOCBETa NMaBHOro NaH-
KpeaTMyeckoro NpoToka

MMnepaxoreHHble GpoKyChbl
B NapeHx1Mme

HepaBHOMEPHOCTb Mpo-
cBeTa 60KOBbIX NPOTOKOB

YBeAnyeHue axoreHHocTn | PaclumpeHue 6OKOBbIX
CTEHOK ThaBHOI0 NaHKpea- | MPOTOKOB
TUYECKOro NpPoToKa

[MNO3XOreHHbIE Y3EAKH MelLlKOoBUAHbIE pacLuupe-

OyvaroBble M3MeHeHus na- | H1A NaHKPeaTn4ecKnx
PEHXMMbI NPOTOKOB

B ampesnie 2001 r. B Munane (MTasnusi) 611 IpoBesieH
1T MexxayHapOJHbIN CUMIIO3UYM II0 HACJIe[ICTBEHHBIM
3abosneBanuam DK, rae 6bi1 npunAT KoHceHcyc mmo
npoduIaKTHKe, CKPUHUHTY U JiedeHuro paka IDK mpu
HII [16]. B aTom KoHceHcyce yka3aHo, 4TO B OTCYTCTBHE
KaKUX-MOO BAKIMH WM WHBIX TNPOQUIAKTUYECKUX
CPeACTB Ui IpefoTBpauleHus pasButusa paxka DK
6onbHbIM ¢ HIT He06X0AMMO M30€eraTh UM CTapaThCs
YMEHBIIATh BIMSHIE OCHOBHBIX KaHI[EPOTeHHBIX (ak-
TOPOB, HallpuMep KypeHUs WM 37I0yNoTpebyeHns a-
KOTOJIbHBIMM HamUTKaMKu. HeoOXOAMMBI 3TU MepBhl,
a Takke OaHaJbHbIe MPOQUIAKTUYECKUE JeHCTBUA,
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Puc. 12. MNMpu 3HA0Y3WM y 6oabHOrO ¢ HIM onpeaensieTcs
reTeporeHHoe runoaxoreHHoe obpasoBaHue B roroBke MK
(cTpenkun). Mpun pesekumr B npenapare BbIABAEH OOAbLLIONM
yyacTok amcnaasum (PanIN [l — kapumHoma in situ) [16].

CIIOCOOCTBYIOIIE CHIKEHUIO YaCTOTHI CJIy4aeB OCTPOTO
IIaHKpeaTuTa ¥ 000CTPEeHMU XPOHIIECKOTro ITaHKpeaTu-
Ta. DTO, B CBOIO Ouepesib, yMeHbIIdeT PUCK Pa3BUTHA
paka IDK. Takum 06pa3oM, OCHOBHbIE pEKOMeH/AINH
CJIeZiyIoIIMe: IOJIHOe BO3/iepKaHue OT IIpreMa aJIKoroJs
Y KypeHHMs; 0TKa3 OT TaHKPeOTOKCUYeCKUX MeInKaMeH-
TOB; KOPPEKIMS MeTabOIMIecKUX HapylleHuid (Turep-
TPUIIIMLIEPUZIeMUs WIN TUIepPKajbleMUs); aleHThI
¢ HII nomxHbl nepuoguyecky MpoXOAUTb NHCTPYMEeH-
TajibHble 06cenoBanus (3HA0Y3U, DPXIIT, KT) ans
CBOEBPEMEHHOTO BBIIBJIEHUS M KODPEKLUU CTPYKTyp-
HbIX HapyILeHu (HanpuMep, X0J1e0X0IUTHAa3a, CTPUK-
Typbl IIAHKPeaTHYecKoro IMpOTOKa), KOTOpble MOTYT
CII0COOCTBOBATh PELANBUPOBAHMUIO aTaK OCTPOTO MaH-
KpeatuTa U TpaHcpopMaluK 3a00JieBaHUS B XPOHUIe-
CKMY IaHKPeaTwuT.

Jlo cux mop He CyIIeCTBYeT KaKuX-mbo a¢pdexTrs-
HBIX CXeM CKPUHVHIA ZJIA 00Cyel0BaHKS MAlMeHTOB U3

-

Puc. 13. Y 6oabHoro ¢ HIM npu IPXMI BbiABAEHa He-
paBHOMEPHOCTb MPOCBETA MaBHOMO NPOTOKa C pacLuupe-
H1em 6OKOBbIX NPOTOKOB B XBOCTe MX [16].



TPYNIbI PUCKA N0 NAHKPeaTUYeCcKOW a/leHOKapLIMHOMe
(B yactHOCTH, marmeHToB ¢ HIT). DTo 06bsicHseTCS Clie-
IYIOLIVMY IIPUYMHAMMU:

1) HebosbIIOE KOJIMYECTBO OOJIBHBIX C BEPUOHIMPO-
BaHHbIM HII;

2) HenmoCTaTOYHasi 4YyBCTBUTEILHOCTb U Crienudud-
HOCTb, a 3HaYUT U IIPOTHOCTAYECKAs LIEHHOCTD OI1y-
XO0JIeBbIX MapKepoB 110 CPaBHEHUIO C IMarHOCTUYe-
CKVM 3Ha4yeHHeM paJIioJIOrMIecKiX MeToZIoB (3Ha-
YUTENILHO JellieBjie ObUIO Obl MCIIOJb30BaTh A
CKPUHHUHTA OINyXOJieBble MapKepbl, ecii Obl OHU
VIMeJIY JIOCTaTOYHYI0 MHPOPMATHBHOCTB);

3) Bce e HeZIOCTaTOYHAs YyBCTBUTEILHOCTD Pa/J0JIO-
rudeckux Metoguk (crmpanbHou KT, sHmoY3H,
OPXII[, MarHUTHO-Pe30HAHCHOW ToMorpaduu
M XOJIaHTHONAHKpeaTtorpaduu) i BBIABJIEHUS
omyxoJsiell Ha pe3ektabenbHOW cranuu. Her mpo-
CIIEKTMBHBIX MCCJIeI0BAaHNN, TIOKA3bIBAIOIINX [IPeN-
MyIIecTBa WCIOJIb30BaHUA U DKOHOMUYECKON BbI-
TOJHOCTU TOTO WJIA MHOTO MeTOZa J/Isl paHHe! iua-
rHoctrky paka IDK y 6oabHbIx HIT. HeoctaTouHast
3} EeKTMBHOCTb MMEIOIIUXCS METOIOB JJISI CKPH-
HuHra HIT 06bsicHsIeTCS OYeHb PaHHUM MeTacTa3u-
pOBaHKEM Jiake HeOOJIBIIKX OMyXOJield, OrpaHUYeH-
HbIM /IMaIla30HOM YyBCTBUTEJIbHOCTH METO/IOB B yC-
JIOBUSIX XPOHMYECKOrO IaHKpeaTUTa M BBICOKOM
ce6eCTOMMOCTBIO IMAaTHOCTUYECKHX MIPOLIeTy].

Ha ToM e cumno3uyMe B MunaHe ObUIM TIpUBe/ie-
HBl Cjefyromue faHHble [16]. ExxeronHblli CKpUHUHT
250 6osbHbIX ¢ HIT B Bo3pacte 40—50 sieT B TeueHue
5 net c ucnionb3oBaHueM crpanbHoii KT, DPXIIT, aH-
noY3MU, c onpezieieHneM OHKOMapKepoB B CbIBOPOTKe
KPOBU U MAHKPeaTUYeCKOM CeKpeTe CTOWJI B CpeJHeM
362857 USD Ha OOVH YCTaHOBJIEHHBIM /[UarHO3
paka IDK. Toraa Kak exxerofiHoe obcieZioBaHue moz00-
HOY TPYIIIBI [TAIMEeHTOB C MCII0JIb30BaHueM 3H10Y3U
¥ 3a00pOM KPOBU U MAHKPeATHYeCKOro CeKpera Jist
xpaHeHus (6e3 poBeieHuUs UCCIIeOBaHMIT) 06OIIIOCH
B 69 943 USD Ha oxuH nuarHo3 paka ITXK. HecmoTps Ha
HEeONTUMUCTUYeCKUe BbIBOZBI, KOHCeHCyC, MPUHATBIN
B Munase, ytBepxzuaet, uro 6osbHble ¢ HII crapiue
40 ner 06s13aTeIbHO JOJDKHBI IPOXOJUTh €XeroAHbIM
CKpPUHMHT B oTHOLIeHnH paka [1XK. B HacTosee Bpems
HauboJsiee HPOPMATUBHBIM siBNIsieTCsE SHAOY3U, X0TS
OKOHYATeJIbHBIN BHIBO/ pOPMYIIMPOBATS ellle PaHO, TaK
KaK IIPOJI0JDKAIOTCA MCCIIeZI0BAaHUA 10 YCOBEPILIEHCTBO-
BaHUIO INarHOCTUYECKUX METO/IUK.

Crenuduueckoe eyerne HII He pazpaboTaHo. Yuu-
ThIBasi OBICTPOE MPOTPecCUpoBaHKe QYHKLIMOHATIBHOM
HegocrarouHocty ITK, nokasaHo Ha3HayeHue 3aMeCcTy-
TeJIbHOW (PepPMEHTHOU Tepamnuy yXKe B PAaHHUX CTafIUSAX
3aboneBaHus. Be3ycioBHO, pemnapaTtoM BLIOOpa B 3TOM
OTHOILIeHNY ABJIsAeTCs KpeoH, nMeronnii CylecTBeHHbIe
TIPeMMYIIeCTBa repet APYriuMu GepMeHTHBIMU TTperapa-
Tamu (MUHUMUKpOceprdeckast ¢opma BbIMyCKa, BBICO-
Kast aKTUBHOCTb ()ePMEHTOB, OCOOEHHO JIUMA3bl, KUCIIO-
TOyCTOMYMBasA 000JI0YKa MUHUMHUKpOCPep, Haiudue
IPYTUX JIATIOIUTIYECKUX HepMeHTOB, ONITUMAJIbHOE CO-
OTHOIIIeHVe KOJINIAa3a,/InMasa 1 JIp.).

B psize cydaeB He0OX0IMMO Ha3HaUeHe HeHAPKO-
TUYeCKMX aHAJIbIeTUKOB B OOJIBIINX /103aX, B TOM YHC-
nie netsMm [5]. B eaMHMYHBIX paboTax MOKa3aHO, YTO
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nprieM OOJIBIINX 7103 aHTUOKCUIAHTOB CIIOCOOCTBYET
CHIDKEHHIO MOTPeOHOCTY B aHAJIbreTHKax. Tak, 10Ka-
3aHa 3 (eKTUBHOCTh AaHTUOKCUJAHTHOTO BUTAMUH-
HO-MHMHEpAaJIbHOTO KOMIIeKca (Cyab(azeHo3mI-Me-
tMoHMH — 800 mr/cyt, Butamua C — 180 mr/cyr,
ButamuH E — 30 mr/cyt, BuTamMuH A — 2,4 Mr/cyr,
ceneH — 75 Mkr/cyT). Beesmenue B tepanuto HII ato-
ro KOMILTIEKCA CIOCOOCTBOBAJNIO CHIDKEHWIO WHTEH-
CMBHOCTM 6O0JIEBOTO CHHAPOMAa U TMOTPEOHOCTH
B aHaJbreTukax [8, 31].

[Toaxozbl k BefieHuto 60/bHbIX HIT ¢ azeHoKapIuHO-
Mo DK He OT/IMYA0TCA OT TaKOBBIX IPU OIYXOJIX OT-
ymuHoro ot HII renesa. B KoHceHcyce BbICKa3bIBaeTca
MHeHue, 4ro y mnanueHTtoB ¢ HII m ameHOKapLuHO-
Mo ITXK Hy)XHO IPOBOAWTH NMAHKpeaTsKToMur0. ITaHk-
PEeaTIKTOMUS BBITIOJHAETCS TaKXKe KaK MpOQuIaKTide-
CKasi Mepa MpH BbISBJIEHUH TPOTOKOBOM AUCILIA3UH, 00-
Hapy>KeHHOH C IIOMOIIbIO0 OHMOICHY TTAHKPEeaTHIecKoro
TMPOTOKA, 0COBEHHO Y maieHToB crapiie 30 ser [15].
XOTS pe3ynbTaThl TAKUX MEPONPUATHIA U He Bepuduiu-
POBaHbl HU OTHUM M3 NPOCHEKTUBHBIX UCCIeJOBAHUM,
JIOTHYeCKOe paccy’kzIeHre J0Ka3biBaeT He0OXOAMMOCTh
yAaJseHus Bcero oprana, tak kaxk npu HII B Tkanu DK
TpOLIecchbl pereHepanyy BbIpaXkKeHbl 3HaUUTeJIbHO U CII0-
COOCTBYIOT IIOBBILIEHHOH YaCcTOTe MaJIUTHU3AIIUN.

[IpuBOZMM Hallle KJIMHUYeCKOe HaOJo/ieHue, KOTO-
poe, HaCKOJIbKO HaM M3BeCTHO, SIBJIIeTCS IIepBbIM CIIy4a-
eM auarHoctukuy HII B Ykpaune.

BonbHas B., 52 rozia, 3aB. IPOAYKTOBBIM Mara3uHOM.

JKano6w: Ha mieproinyecKyie OOJIM B STUTACTPHH, Jie-
BOM Hozpebephe, UPPaIUUpPYIONIUe B MOSCHUILY, OMOS-
cbiBaromye. bomym ycunmMBaroTca BCKOpe Mociie mpremMa
UK, 0COOEHHO OCTPOH, XMPHOM, JKapeHOMH, CJIaKOM.
VHorna BO3HMKAIOT OOJMM B JKMBOTE HEOIpesieleHHOH
JIOKaJIM3aLMK, KOTOPble 00JIerdaroTcs nocie enpl. Cry
peryJisipHbIi, 0pOpPMIIEHHBIN, 63 MaTOJIOrNYeCcKHX Hpu-
Meceil. [[ucrienTUyecKux xanob Her. OTMedaeT mocre-
IIeHHOe TIOXyZlaHue — Ha 7 KT 3a TocyiejHre 6 MecsLeB
(cBA3BIBAET CO CTPOTOW AMETON), 00IIYI0 c1abocTh. Bec-
TIOKOAT 60U B CycTaBax (KOJIEHHBIX, TOJIEHOCTOIHBIX),
VHOITIAa UX NpuUIyXaHue. [lepuoindecku oTMedaet 60Jb
¥ IUCKOMQOPT B 00J1aCTH MOTYETFOCTHBIX CJTIOHHBIX Ke-
7ne3. Temnepatypa B peziesiax HOPMBIL.

Anamnes 3abonesanus. Cunraer cebsi 60JBLHOM C BO3-
pacta 35 ner (okoso 17 yiet), Koraa crajiy GecroKOUTh
6071 B JKMBOTE, ObUT YCTAaHOBJIEH [IMArHO3 XOJIEIUCTO-
naHkpearuta. IIpy mpoBeseHn yiIbTPAa3ByKOBOTO MC-
cnenoBanus (Y3W1) kaneuudurarmu IDK He BbIABIEHO.
C Tex 1op YeTKUX 000CTpeHNI TaHKpeaTUTa He ObUIO.

B navase 2017 r. e4ynsace B HEBPOJIOTMYECKOM CTa-
IIMOHApe MO MOBOJY AMCLUPKYJIATOPHON 3HIedasona-
THY, 3aTeM B (eBpaJie rOCIUTAIN3NPOBaHA B aJIIepProJio-
TMYeCKUii CTAlIMOHAP MO TOBOA KpanuBHHUIILL [1pu 06-
cienoBanun BbisiBlieHa HCV-undexuus. Oubpockan
8.03.2017 — F1-2. C mapra 10 cepenvHbl utoHs 2017 .
nonydana I'enunar. IToce neyenusa PHK HCV otp. no
HACTOSIIIEro BpeMeHH. Bo BpeMsi mpeObIBaHUS B ajliep-
rOJIOTMYECKOM CTal[MOHape MIPOBeJieHa IIaHOBasA COHO-
rpadusi opraHoB 6proHO# mosoctH (3.02.2017) — BbI-
sIBJIeHbI TUII03XOreHHble YYaCTKU C HEPOBHBIMU YeTKH-
MU KOHTypamu pa3mepoM 16,0x11,0x7,6 MM, 6,4x3,8 MM
B obnactu Tena IDK. BbIBOA: OCTpbIA MaHKPEATHT.
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OZHAaKO B CBSI3U C OTCYTCTBHEM KJIMHUKO-JIA00PaTOPHbIX
JIAHHBIX, TIOATBEPKAAIOIIAX OCTPBIA ITAHKPEATHUT, TAKOU
ZIarHO3 B BBINMCKe He yKa3aH. Tor/a ke BbIABJIEHO NOBbI-
IeHve ypoBHA ammiasel — 159 Ep/n (mpu Hopme 10
100 Exi/m) u rmoko3b! kpoBu — 8,09 mmosb /1. [Tonydana
I[Tpokcuym, ycratanvH, Me3um 6e3 yeTkoro adpdekra.

I[Io coOCTBeHHOW WHMALMATHABE BbIMONHMIA KT
OpIOIIHOW MOJIOCTH ¥ 3a0OPIOIIMHHOTO MPOCTPAHCTBA
(7.02.2017) (puc. 14). ITK: ronoska — 25 MM, Teso —
22 MM, xBocT — 20 MM. CTpyKTypa HEOJHOPOZHAA 3a
CYeT MHOXXECTBEHHbIX OOBI3BECTBJIEHHI Pa3MepoM IO
5 mM. ITaHKpeaTrdeckuil MPOTOK He paciupeH. CBo-
GOMHOM KUAKOCTH B OPIOIIHOM TIOJIOCTU He OTpesierisi-
ercsi. Ceneserka — 107x44 mm; 106aBOYHAs IOJIbKA —
9 MM; ceneseHo4YHas BeHa — 10 MM. IToprasibHas BeHa —
14 Mm. 3axiroueHre: KaJbKyJe3HbIN TaHKPeaTuT.

®I'ZIC (18.05.2017) — pedmokc-330darut crere-
HU A. DpUTeMaTo3Has racTponaTus Ha GoHe yozieHo-
racrpanpHoro peduokca. ITocTbsa3BeHHas nedpopma-
M JIYKOBHUILIBI [IBEHA/ILIATUIIEPCTHON KHILIKY, Jierkas
CTeleHb.

12.07.2017: STUL-rect Ha Helicobacter pylori — 1o-
JIOXKUTEJIbHBIN.

Pe3ybTaThl GMOXMMUYECKOTO aHAJIN3a KPOBY (MIOHb
2017 r.): amunasa kposu — 154 Exn/n (Hopma — 1o
100 Exn/mn), xpeatunuH — 91 MKMoOnb/1 (HOpMa — JI0
80 mkmosnb/m), menovyHas ¢ocdaraza — 117 En/n
(Hopma — mo 104 En/n); ananuHamuHOTpaHcdepasa,
acrmapTraTaMHHOTpaHcdepasa, y-TIyTaMUJITPAHCIIeNTH-
fa3a, OUIMPYOUH OOIIMI U TIPSMOM, OOIIMN aHAIU3
KPOBU — B IpefieJiax HOPMBIL.

CKOpOCTb KITyOOUKOBOW GuibTpaiu — 50 MJ1/MUH
(Hopma — 100-120 ms/mMuH). PeBMaToMHbIN dakTOop +,
C-peakTuBHbIN 6esiok (CPB) +++.

5.07.2017 obparmnach B KIMHUKY <«HHTO-CaHa»
(r. Omecca) x npod. H. B. ['ybeprpui, koTopasi ycTa-
HOBWJIA  CJIeyIOIIMN  [IUATHO3:  OIpeJiesleHHbIN
Spirit
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XPOHMYECKUI TaHKpeaTuT, Kanbluduimpyromuid. Ha-
IIOMHUM, 4YTO N0 Kiaccudukauy M-ANNHEIM ompe-
TIeJIeHHBIM, T. €. He BbI3bIBAIOIIMM COMHEHNs, TaHKpea-
TUT CYUTAIOT B TOM CJIy4ae, eCJId MPUCYTCTBYET XOTS Obl
OZIMH M3 CJIeAYIOMKUX MPU3HAKOB: Kanblmukanus I1DK;
BbIPAXCHHbIe U3MEHEHNs NTaHKPeaTu4eCKUX IPOTOKOB;
TSDKeJIasi BHeIIHeCeKpeTOpHas HeZocTaTodyHocTh IIK
(creatopest), ycTymaromasi 3aMecTUTENIbHON (epMeHT-
HOU Tepaluy; I’UcToorndeckre n3Mernenus tkanu IDK,
COOTBETCTBYIOILIE XPOHUYECKOMY IIaHKpeaTwuty [27].
Hanuuwe y Hamiedl manueHTKH Kanbiméukammu DK
IBJISIETCS IOCTATOYHBIM OCHOBAHWEM JJIsi TOTO, YTOOBI
CYNTATh NIAHKPEATUT Y Hee ONpe/ie/IeHHbIM.

AHamne3 cu3nu. Pabora ¢ puanyeckoil Harpys3Kou,
BpeTHOCTSAMU HHIKOTZIa He ObLTa CBfi3aHa. B Bo3pacrte
20 ner BbIABJIEHA AyO/eHaJIbHAA fA3Ba, 3aTeM TPYKAbL
OTMeYaJuCh 000CTPEHHSL.

B 2016 r. anarHoCTUPOBAH OKOJIOYLIHOW cranoaze-
HUT. [Tpu Y3U 24.05.2016: okoJ0yIIHASA CIIOHHAS XKe-
jle3a CIpaBa He3HAUUTeJbHO yBeJW4eHa, CTPYKTypa
HEeOZIHOPO/IHAsA, € YYaCTKaMU ITOHMXEHHOU 9XOreHHO-
CTH, COJEP)KUT MeJIKUe TMIIep3XOreHHble BKJIIOYeHHUS
10 0,6 MM.

MHoro JieT mauyeHTKa 1 ee MaThb CTPAfAIOT MOYeKa-
MEHHOI1 00JIe3HBI0, YTO MOATBEP)KAAETCS TIPU HEOAHO-
KpaTHOU coHorpaduu (nocneanss 21.09.2017).

O6wexmusto. ObIIee COCTOSTHUE OTHOCUTENIBHO Y/I0B-
neTBOpUTENbHOE. JloctaToyHoro nutanus. Ilepudepu-
JecKkre TUMQaTUdecKue y3Jbl He yBeslrmdeHbl. KoXHbIe
TIOKPOBBI ¥ BU/IIMblE CJIM3UCTbIE OOOJIOUKM YKCTHIE,
00bIYHON OKpacku. CycTaBbl BHeIIHe He H3MEHEHBI.
ITo4enroCcTHBIE ¥ OKOJIOYIIHbIE CJIFOHHbIE JKeJle3bl 4yB-
CTBUTEJIbHBI [TPY NAJIbIIALINN.

[TepkyTOpHO HaZl JIeTKUMU SICHBIM JIETOYHOM 3BYK,
AyCKYJIbTATUBHO [IbIXaHWE Be3UKYJApHOe. I'paHuLbI
OTHOCUTEJIbHOW TYIIOCTH CepAlLia B IpefieiaX HOPMBI,
NeATeNIbHOCTb CepALla PUTMUAYHASA, YaCTOTa CepAeYHbIX
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Puc. 14. KT 6ptoLLHOM NOAOCTU M 3aBPHOLLIMHHOMO NPOCTPaHcTBa 60AbHONM b. (6€3 KOHTPACTMPOBAHUSA B CBA3M C HAAW-

uymeM y naumeHTkn XIMH) (06bacHEHWE B TEKCTE).
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HOKpalleHui#i — 66 B MUHYTYy, apTepHajbHOe [iaBje-  OCHOBAHMU ZiyMaTh O LIUppo3e neyeHU. Ero cumnromoB
Hue — 135/85 MM PT. CT. He ObLIO HY KJIMHUYECKH, HU 10 pe3yJbTaTaM puopo-
SI3BIK BJIAXKHBIN, 00JI0%KeH GenbiM HasneToM. JKuBoT ckaHa (cm. Boimte), PHK HCV nocsie npoTMBOBUPYCHON
TIpY TIOBEPXHOCTHOU Masblallid MATKUK, OTIpefiefisieT-  Tepalvy B KPOBHU He BBIABJAIACH. PelieHo ObUIO KOH-
s YYBCTBUTEJILHOCTb B IPOeKLMU Tesla ¥ XBocTa IIXK.  TponupoBaTh uameTp NOPTAIbHOM BeHbl W pa3Mephbl
[Ipu rayOGoKoW majbmauuy OOJNe3HEeHHOCTh B 30HAX  CeJIe3eHKHU B JHAMUKe.
IModdapa u I'ybeprpuia — CKynbckoro. OTpe3ku To- JliarHO3 ~ Ompe/ieJIeHHOTO  KaJIbLUUIUPYIONIETro
CTOi1 KMIIKY OOBIYHBIX CBOKCTB. [TedeHb Ha 1 CM HIDKe ~ XPOHMYECKOTO MAHKPeaTHTA He BhI3bIBAJl COMHEHHH, HO
Kpass pebepHOW Jyru, sjacTuyHasi, Ge30ojie3HeHHas,  HEOOXOZMMO ObLIO BBIICHUTH ATHOJIOTHIO 3a00JIeBaHHIS.
Kpay 3aKpyrJjieH, POBHBIN, IOBePXHOCTB I1azikas. Cere- J17151 BBISICHEHVSI STUOJIOTHY TTaHKpeaTuTa ObUTH BbI-
3eHKa YeTKO He manbnupyetcs. [lepudeprdeckux oTe-  JBUHYTHI CJIeyIOLIe TUIIOTe3bL:
koB HeT. CumnToM ITacTepHanKoro cabo mojoxure- e QJIKOTOJIbHBIN MTAHKPeaTUT (HO IMal[lieHTKa 3JI0yIO-
JIeH ¢ 06enx CTOPOH. TpebJieHe aJIKOTOJIeM OTPHULIAeT, AKTUBHOCTB Y-TJIy-
Jlannvie dononHumensHoIx Memooos 06cedosarus TaMUJITPAHCIIENTHIA3bI B IIPeZieslax HOPMBI TIPY He-
21.07.2017: maHKpeaTHuyeckas djacTasa B Kajge — OZIHOKPATHBIX MCCJIeZIOBAHNSAX );
374 mxr/T (HopMa — 6071ee 200 MKT/T); KOTporpamma — e TUIeprapaTupeo3 (3Ta rMIOTe3a BbIBUHYTA B CBSA-
HeUTPaJIbHbIIA XU He OOHapPYXKeH. 3U C COYeTaHHeM KalbLIHUIIPYIOIIero IaHKpeaTy-
Buoxummyeckuii anams Kposu (15.09.2017): amunasa Ta C MOYeKaMeHHO# O0JIe3HBI0);
KpoBw 001asi — 164 Exn/n (Hopma — no 100 En/m), amu-  BUPYCHBIV NaHKpPeaTUT (CBA3aHHBIM C BUPYCOM Ia-
Jla3a naHkpeatudeckas — 34 En/n (Hopma — o 53 En/n), poruta (601 B 06JIACTH CIIFOHHBIX JKeJie3, CHaJio-
amusia3a Moy — 226 En/n (Hopma — 10 447 En /), mvna- aJileHUT B aHaMHe3e), BupycoM remnatura C);
3a kpoBu — 33,1 En/n (Hopma — 1o 60 Ez/m); rmokosa e JIeKapCTBEHHBI MaHKpeaTUT (TallieHTKa MpPUHU-
xposy, HbA, — B mpezieniax HOPMBL. MaJjia MHOXeCTBO MeJJUKaMeHTOB, HO He Te, KOTO-
MarsuTHo- -pe3oHaHCHass ToMmorpagus  OpraHoB pble OTJIMYAIOTCS OTYETIMBOM BEPOSATHOCTBIO BbI-
OpromiHoii mosioct ¢ XoJaHruorpadpueit (19.07.2017) 3bIBATh JIeKapCTBeHHbIV TAHKPeATUT: BaJIbIIPOATHI,
(puc. 15). TIXX: ronoBka — 30 MM, Tesio — 18 MM, XBOCT — MOYeroHHbIe CPe/ICTBa, e TPHUAKCOH, a3aTHOTIPHH,
16 mm. Crpykrypa nuddysHO HeomHOpOAHAA 3a CUeT 5-amMuHOCanuuUUNIaTh U Ap.; BausAHue Ha IIXK co-
KaJIbLIHATOB, KOHTYphl YeTKue. B mpoekumy Tena 1o docOyBupa U JenumacBupa, BXOAANIMX B COCTaB
BEPXHEMY KOHTYDY eIMHUYHble MeJKHe KHUCTBI /10 T'eniiHaTa, He M3y4eHO);
6-7 MM 0e3 YeTKOH CBS3U C ITAHKPEATUYeCKUM IIPOTO- ¢ QyTOMMMYHHBIN [TAaHKPeATUT (coyeTaHWe MaHKpe-
KOM. BUpCYHTMaHOB NPOTOK B Tejle AUaMeTPOM MaKCH- atuTa ¢ 60J1AMHU B CyCcTaBax, IOBbIIIEHEM [IOKa3a-
MyM 6,34 MM. CBOOOZIHO UJIKOCTH B OPIONIHOMA MOJIO- Tens CPB, nosoxutenbHbIM peBMaTOMHbIM (ak-
ctu He onpezenserca. CenezeHka — 115x53x107 mm; TOPOM);
cesie3eHOYHas BeHa — 9 mM. [TopranbHas BeHa — 12 MM.  TPONMYECKUH MMaHKpeaTUT (HO MaljeHTKa He moce-
3akJIroueHre: MarHUTHO-Pe30HaHCHasA KapTHUHA KaJlbLIU- I[aJ1a 9K30TUYECKUX CTPAH);
HatoB U equHW4YHBIX KucT IDK. CruteHOMeranus, Koc- « natosiorusa DK Ha ¢doHe XpoHMUECKOM MovYeyHon
BeHHbIe IIPU3HAKU IOPTAJIbHOM IMIepTeH3UN. HezioctatouHocTU (XITH) BeoencTBre MoYeKaMeH-
Xors npu nposenennu KT oOGHapyXeHO paciiupe- HOY O0J1e3HY;
HYe [IOPTaJbHOY BeHbI, a IPY MarHUTHO-Pe30HaHCHON e HII (x0TA ceMeliHbI/i aHaMHe3 He OTATOLIeH, HO
ToMorpaduy — CIUIEHOMeraaus, y Hac He ObLIO NalleHTKa 3HaeT TOJbKO POJCTBEHHUKOB II0

Puc. 15. MarHutHo-pe3oHaHCHaa ToMorpadua opraHoB OPHOLLIHOM MOAOCTM OGOAbHOM B. (0ObSICHEHWE B TEKCTE).
a) MP-nocaepoBatenbHocTb T2 BU; 6) MarHUTHO-pe3oHaHCHas xoAaHrMonaHkpeatorpadus.
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MaTepUHCKOY JINHUM; OTel] yMep MHOTO JIeT Ha3az,
Y POJICTBEHHHMKOB TI0 OTLIOBCKOM JIMHUM OOJIbHAs
He 3Haer).

17151 MICKJTIOYeH s TUTIepIiapaTHpeo3a ObLIH MpoBeie-
HbI CJIeIyIOIe WCCIeIOBAHUS: KaJlblluid OOIMA —
2,42 mmonb/n (HopMa — 2,15-2,5 MMOJIb/TT), KaJIbLIUI
VMOHU3UpPOBaHHbIA — 1,3 mmonb/n (Hopma — 1,16—
1,32 mMonb/ 1), napatropmoH — 33,1 nr/mn (HopMa —
15-65 nr/mm) (19.07.2017). Y3M napamiuTOBUAHBIX
xerne3 (21.07.2017) — HopMa.

Hencurometpus (28.07.2017) — ocreomneHus mosc-
HUYHBIX TI03BOHKOB, TpeOymolass MeJuKaMeHTO3HOH
KOPPEKLUY; 1eiika Gesipa cripaBa 1 cieBa — HopMma. Ofi-
HaKo Il TUIepriapaTipeo3a xapakTepeH AUQQy3HbIi
BbIPa)KEHHBII OCTEONOPO3.

B oTHOIIEHUY UCKITI0YeHNs TaHKPeaTUTa, CBA3aHHO-
IO C BUPYCHBIM IAPOTUTOM, BBIIIOJIHEHBI CJIeyIOII1e 1C-
ciefoBanys: aHturena IgM k Bupycy maporuta — 1,26
(Bpmme 1,1 — MO3UTUBHBIN pe3ysbTar), aHTUTena IgG
K BUpYCy napoTtuta — 5,4 (Bbiie 1,1 — MO3UTUBHBIN pe-
3ynbratr) (19.07.2017). B aunamuxke (15.09.2017): an-
turena IgM k Bupycy naporura — 0,71 (Bbie 1,1 — no-
3UTHMBHBIN pe3yJbTaT), auTuTesna IgG K Bupycy naporu-
Ta — 5,8 (BbIwe 1,1 — MO3UTUBHBIN Pe3ysbTarT).

Y3U cmonHbIX kene3 (21.07.2017) — mnarosnoruu
He BBISIBJIEHO.

19.09.2017: ocmoTpeHa 3aB. Kadenpoii UHPEKIMOH-
HbIX Oose3Hedl OzecCcKOro HalMOHAJIBLHOTO MeUINH-
ckoro yHuBepcuteta mpo¢. T. B. Yaban — kivHUYe-
CKUX U JTaDOPAaTOPHBIX ITAaHHBIX, TOATBEP)KAAIOIINX BH-
PYCHBI/ TAPOTUT, HeT. OTHOKPAaTHOe He3HAa4UTesIbHOe
MIOBBLIILIEHYE [T0Ka3aTessa auTuTes IgM K Bupycy napo-
THTa, BEPOATHO, 00YCJIOBJIEHO NIePeKPEeCTHHIMU UMMYH-
HBIMU peaKLMsAMU.

Yro Kacaercs cBs3M naHkpearura ¢ HCV-undexnu-
eld, To OHa KpaiiHe cOMHUTesIbHA. He onucaHo cTosb TA-
xenoe nopaxenue IIJK Bupycom rematura C. Kpome
TOTO, B HAaCTOsI1Iee BpeMsI BUPYC B KPOBU He OIpeiesisieT-
Cs1, a TAaHKpeaTUT Iporpeccupyer (IOBbIIIeHNe aKTUBHO-
CTY aMUJIa3bl KPOBN).

Mlanee mpoBenieHO 00CIIeIOBAaHHE /Il UCKJIFOYeHUs
ayTOMMMYHHOTO TIaHKPeaTHTa ¥ CUCTEMHOro 3a00JeBa-
HUA: aHTUHYKJIeapHble aHTUTesa MeHee 1:100 (Hopma)
(19.07.2017); aHTHTENA K LUTOIIA3MATUYECKUM aHTU-
reHaM HeWTpoQUIbHBIX rpaHynouuToB (p-ANCA,
c-ANCA) obGHapyeHBI, HO B HHU3KOM TuTpe 1:10;
Ig G4 — 1,4 r/n (Hopma — 70 1,2 1/1) — NOBBILIEHNE
He3Ha4yuTesbHOe, He MMeeT JUarHOCTUYecKOro 3Hade-
HuA (26.07.2017).

Benok B cyroynor move (31.07.2017) — 58 mr/cyT
(Hopma — meHee 100 mr/cyT).

Pentrenorpa¢uss  opraHoB
(1.08.2017) — HOpMa.

2.08.2017: KoHCYyIbTHPOBAaHA PeBMAaTOJIOTOM, [i-POM
Mez. HayK T. B. AHMKeeBO: y4UThIBasl BUPYCHBIN Tema-
TUT B aHaMHe3e, Hannyre ANCA U NIOBBILIeHNe YPOBHSA
CPB MoryT OBITb OOYCJIOBJIEHBI 3THM JHarHO30M.
OnHako NOBBILIEHVEe YPOBHS KPeaTUHUHA, CHUXeHue
CKOpOCTU KJIyOOYKOBOW (puibTpaimu 10 50 M/MUH
CBUJIETEJILCTBYET O MOPaXKeHU! 1oveK. Hesb3s uckio-
yuTb ANCA-accouMnupoBaHHbIN BacKyauT. Ha3zHaueHO
1i0006cIe[oBaHue.

TPYJHOM  KJIETKU
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14.08.2017: CPb — 0,02 mr/nn (Hopma — MeHee
0,5 Mr/m), IUPKyIMpYIOIie UMMyHHbIe KOMILTIEKChI —
66,0 En (nopma — 1o 120 En).

18.08.2017: BbIIONIHEHO Ka4eCTBEHHOE OIpeieIeHue
p-ANCA, c-ANCA — otp.

IToBTOpHBIM OCMOTp A-pa Men. HayK T. B. AHukee-
BOM: IaHHBIX, ToATBepxAatorx ANCA-acconuupoBaH-
HbII BaCKYJIUT, HeT (peKOMeH/I0BaH MOHUTOPHHT CKOPO-
CTU KJIyOOYKOBOY QUIBTpAIMK, OOIIIEro aHaii3a MOvH,
CYTOYHOTO aHa/IM3a MO4YM Ha 6enok). Ha MoMeHT ocMo-
Tpa IaHHBIX, NOATBepXatoux cuHapoM [llerpeHa, Het
(cne3Hble xesie3bl PYHKIMOHUPYIOT, CJIFOHA BbIJeIAeTcs
B JIOCTaTOYHOM KOJIMYeCTBE, CyXOCTU BO PTy HeT, IpO-
ub aHTUHYKJIEAPHBIX aHTUTEJ OTPULIATENIbHBIH).

YuurhIBas MOYeKaMeHHY0 6071e3Hb 1 XITH, MbI MOT-
Jm gyMats o nopaxkenuu ITK, casannom ¢ XITH. Oxnna-
KO pa3BUTHe TaKOrO aHKpeaTUTa CTABUTCSA T0J] COMHe-
Hue B npuHLuIe. Kpome Toro, maHkpearudeckast rumnep-
depmeHTeMUS pa3BUBAeTCA IPU YPOBHe KpeaTHHHHA
B KpoBH Bblie 300 MKkMOsb/J1 [1].

g uckmodenrs HIT BBIMOJIHEHO reHeTUYeCKOe KC-
cnenosanue (11.08.2017): reH KaTHOHUIECKOTO TPUIICK-
HoreHa PRSS1, nonumopdusm R122H — A /a (retepo3u-
roTa); reH CeKpeTopHOro MHrubuTopa Tpuncuia SPINK I,
nonumopdusm N34S — A /A (Hopwma).

Y marepu (74 ropa) u fodepu (19 ner) nmanyeHTKH
nommopdusm R122H — A/A (Hopma).

Marepu v foYepy HalMeHTKN BbINOIHeHo Y3 opra-
HOB Opro1HO# nosocty (21.09.2017): y novepu npusHa-
KOB CTpyKTypHOU natosioruu ITK He BbIAB/IEHO, B TOYKAX
MeJIKUe TUMepIXOTeHHble BKIIOUeHHs 2-3 MM ¢ 00enx
CTOPOH; y Marepy yMepeHHble audy3Hble H3MeHe-
Hus TDK, ModekameHHasi 60sie3Hb, KOHKPEMEHTBI 00erx
nouek, XITH (ucToHYeHe TapeHXUMBI).

CA 19-9 (06.11.2017) — 13,4 En/mn (Hopma .10
34 En/mn).

Taxkum 06pa3oM, OCJie MPOBe/IeHHBIX UCCIIeJOBAHMUI
MbI CHOPMYIPOBATIN OKOHUAMENbHbIU OUAZHO3:

OCHOBHOU: OTIpeieIeHHbIN KaMbLUUUIMPYIONiA Ha-
CJIe/ICTBEHHBIM TAHKPEATHT B CT/IU 0OOCTPEHHS;

conymcmeyrousuii: MO4eKaMeHHast 60JIe3Hb C JIOKaJIU-
3alueri KOHKPeMeHTOB B obenx nmoukax, XITH II craguun.
Xponnvecknyi BupycHbld renatut C, PHK (-). S13BeHHas
00JIe3Hb IBEHAZILIATUIIEPCTHON KUIIKW, HeaKTUBHAs
daza, ¢ HaMuKMeM TOCThSA3BeHHOU JiepopMaly JIyKO-
BULIbI [IBEHALATUIIEPCTHOM KHUILIKY, aCCOLMMPOBAHHASA
¢ Helicobacter pylori.

CunrtaeM HeOOXOMMBIM OTMETHTh HECKOJIBKO MO3U-
1M OTHOCUTEJILHO 3a00JIeBaHKS HAIllel MalleHTKL.

BaskHO, 4TO, HECMOTPS Ha Ha/lIM4uKe KaablPUKAIIH
ITK 1 pacmypenus I1aBHOTO ITaHKPeaTU4ecKoro Ipo-
TOKQ, Pe3yJIbTaThl (peKaJbHOTO 3JIACTa3HOTO TeCTa OCTa-
I0TCSI HOPMaJIbHBIMU. DTO YKa3blBaeT Ha TO, YTO MaHK-
peaTuT pa3BWIICA HeNaBHO (BO3MOXHO, B (QeBpase
2017 1., Korza BHepBble ObLIM BBISBJIEHBI MOBBINIEHUE
II0Ka3aTesjey aMWjasbl M IJIFOKO3bl KPOBW, H3MeHe-
Hust [DK nipu coHorpadunm). Eciv 661 TaHKpeaTUT pas-
BWJICS paHbIle, TO C BBICOKOM BEPOATHOCTBIO MOKHO
ObUI0 OBl OXUIATh CHIDKEHMs BHEIIHEeCeKPeTOPHO
dyukimu [DK (110 JaHHBIM JIUTEPATYpPbl, BHEIIHeCeKpe-
TOpHaA HejocTaTo9HOCTh ITXK npy coyetaHuu ee Kajb-
MUKaIMKM ¥ PacHIMpeHUs] BUPCYHIMAHOBA ITPOTOKA



umeetr MecTo B 90% ciydaeB [12]). Yka3aHHOe Bblie
006CTOATENLCTBO  (COXpPaHeHHasi BHEIIHeCeKpeTOpHast
¢bynkuus IDK) cBuzeTensCTBYeT 0 HeOOXOAMMOCTH -
(beKTUBHBIX JiedeOHBIX NeHCTBUI (CM. HIDKe) 6e3 mpo-
MeZIJIeHU L.

KoHcepBaTrBHas Teparvis Halllel MalMeHTKy, 6e3yc-
JIOBHO, MAJIOIIePCTIeKTVBHA. YYWTBIBAS pacIIMpeHue
BUPCYHIMaHOBA NIPOTOKA, MbI IIPeIION0XKUAINA, YTO BbI-
COKa BepOATHOCTb HAJINYMA KOHKPEMEHTOB B HeM. B cBs1-
34 C 3TMM 0OJIbHOIW TpoBesieHa 3HAocoHOrpadus DK
V1 JKEJTYHBIX TyTel IS TOCIeIyIOIIEero peleHus 0 Heoh-
xXoaMMOcTH BblnoyiHeHus1 DPXIIT 1 3HA0CKOIIMYeCKOIo
WINA OIIepaTMBHOIO BMellaTesberBa. OHA0Y3U IDK
Y JKeNYHbIX MyTeld BbINONHeHO 6.11.2017 (puc. 16)
B nieHTpe «OLYMED» (r. Kues), uccieoBanye poBo-
[ 33B. S3HA0CKONMYeckuM otzesnenueM C. B. My3bika.
ITo pesynbratam 3a80Y3U IDK He yBen4yeHa, KOHTYPbI
ee poBHbIe, YyeTKre. DXoreHHOCTh DK HepaBHOMepHas,
NPEUMYILECTBEHHO B TOJIOBKE U B TeJle OIpefesATCa
OYaroBble aH3XOleHHble BKJIOYEHUSA pasMepamy
4-5 MM, TUIlepIXOreHHble MPOTSHKeHHble BKIIIOYeHH,
YTOJIIIeHre CTeHK! BUPCYHTMAaHOBA IPOTOKA. [lnamerp
IIPOTOKA HePaBHOMEPHBIN (C y4aCTKaMU paclIApeHust 10
5 MM B rOJIOBKe U 4 MM B TeJle), BKJIOYeHUsI B IPOTOKe
He BU3YaJIM3UPYIOTCs. BHemeyeHOUHbIE >KerueBbIBO/A-
IVie IPOTOKU He pacIuvpeHbl, O6e3 BKIIOYeHNi. YBesu-
JyeHHbIe TUMQaTryecKye y37bl B KJIeT4aTKe, OKPY’Kako-
wen xenynok u IDK, He Bu3yanusupyroorcs. BeBozbL
3H/I0COHOrpadUIecKrie IPU3HAKY XPOHNYECKOTO MaHK-
peatuTa. PekoMeHIOBaHO HAOJIOZIEHNE Y TaCTPOIHTEPO-
jora, sHn0Y3U IDK B nuHaMuKe.

Manudecranus HII B Bo3pacre 52 Jiet siByisieTcs He-
TUNUYHO (0OBIYHO OH MpPOsIBIIsieTcs paHblie). [Ipesmo-
jaraeM, 4YTO paspemaionyM (GakTopoM ABHUJIACH
HCV-undexuus /v npoTUBOBUPYCHAs Tepams.

Heobxonumel mepuomrdeckrie KoHTposib CA 19-9
u sH710coHOrpadus IDK (opreHTrpoBoyHO 1 pa3 B 6 Mec).

YuuTtbiBasi ModekaMeHHYI0 60J1e3Hb ¢ XITH y maTe-
DY TIALMEHTKHY, Y caMO¥ OOJIbHOM ¥ MOYEeKHUCIIBIH /iua-
Te3 y ZI0Yepy MAI[MeHTKH, CYMTAeM IielecO000pa3HbIM
pPeKOMeH/IOBaTh yyacTue B reHeTU4eCcKOUW IMporpaMme
10 Mo4eKaMeHHoU 6oJie3nu (rerbl VEGFA — vascular
endothelial growth factor A, VDR — vitamin D receptor,
TNF-o. — tumor necrosis factor-o)), KoTopast IpoBO-
nutcsa B HemellkoM IMarHoCTU4eCKoM LieHTpe cB. [1aB-
na (r. Ozecca).

B Hacrosiee BpeMs NalyeHTKe Ha3HAYEHO CJIeAyI0-
mee sevenue: Hombnaza 20 Mr yrpom M BeyepoM 3a
30 munyT 10 ezbl 1 Mecan, Byckonan no !/, TabneTku
3 pasa B cyTKu [0 ezibl 1 Mecdl, rayTaTioH 1 Karcyia
(250 mr) 2 pa3za B cytku 1 mecsn. IIpu cHIDKeHUA TTOKa-
3aresist (eKaTIbHOTO 371aCTa3HOTO TecTa M Mocjie HopMa-
JIM3aIUK aKTMBHOCTY aMUIa3bl KPOBU OYlyT HAa3HAYEHbI
(depMeHTHBIe penaparsl, 103a KOTOPbIX OyZIeT 3aBUCETh
OT CTelleH! MaHKPeaTU4ecKoW HeJJ0CTaTOYHOCTH. Dpa-
nukauyto Helicobacter pylori pelieHO OTJIOXWTb.

3anpeleH IpreM ajkorojs ake B MAHMMAaJIbHOM
KOJIMYECTBE, a TAKXe 3alpelleH0 KypeHue, IpueM
B IIMIIy OCTPOrO, KUCJOTO, TOPBKOT0, OYeHb XUPHOTO
Y 0Y€eHb CJIaZIKOTO.

IIpennonaraem, yto HII — He Takas yX pefKas 1aTo-
Jorus. Bpaun OJDKHBI 3HaTh O BO3MOXXHOCTH TaKOTO
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Puc. 16. Pesynstathbl 3HAOY3U MK 60AbHOM B. a) aHaxo-
FEHHbIN Y4aCTOK B NapeHXMMe; 6) rMnepaxoreHHbIe BKAO-
YeHusl, BEPOSITHO KaAbUMOWKaATbl; B) HepaBHOMEPHbIN
MPOCBET MPOTOKA, Y4aCTOK PacCLUMPEHUSI.

TMaHKpeatuTa. [eHeTHYeCKe UCCIIeI0BAaHNUS CTajU boJiee
TIOCTYIIHBIMY, ¥ HY’)KHO IOHUMAaTb, B KAKUX CJIy4asx Iie-
JIecooOpa3HO HAMpaBJIsATh OOJIbHBIX HA COOTBETCTBYIO-
1ee UCCIIeI0OBaHNe.

Mgl cTouM TOJNIBKO y uCTOKOB m3ydyenus:s HII Bo
Bcex ero acrnekrax. HIT — 3To oxgHa U3 3arago4HbIX
CTOPOH IaHKPeaTOJIOTMH, KOTOPYI) HaM IpPeACTOUT
NI03HaBaTh. Bce jxe He CTOUT BO BCeX CJIy4asx IaHKpe-
aTUTOB C HeSICHOU I/ Bpaya 3TUOJIOTUeN CYUTATh UX
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RU HacheACTBEHHbIM NaHKpPeaTUT:
TaKTUKa AMarHoCTUKU U Audpepen-
LUaAbHOU AMArHOCTUKU (KAMHUUYECKOEe
HabAloAeHHe)

H. B.Ty6eprpuut?, H. B. BenseBa'?, I. M. N\ykawueBuu?,
N.T. domeHko?

LAOHEUKUN HaLUMOHAAbHbIA MEAULMHCKUIA YHUBEPCUTET,
YkpauHa (r. A\vman)

’MHoronpoduabHasa KaMHKKa «MHTo-CaHar, Opecca, YkpanHa

KaroueBble CAOBa: NMOAXEAYAOUHASN XeAe3a, HAaCAEACTBEH-
HblA MAHKPEaTUT, MyTaLUsi reHa KaTMOHUYECKOro TPUMCU-
HOreHa, PUCK paka NMOAXKEAYAOUHOM XeAe3bl, KAMHUYEeCKoe
HabAoAEHMEe

B cTaTtbe npoBeaeH 0630p AMTEPaTypbl MO OCHOBHbIM reHe-
TUUECKUM MyTaUUAM, MPUBOAALLMM K Pa3BUTUIO MaHKPea-
TMTa, NPOAHAAU3MPOBAH NaTtoreHe3 HaCAeACTBEHHOTO NaH-
KpeaTuTa 1 BbICOKOTO PUCKa paKa NOAXEAYAOUHON XeAesbl
npu atom 3aboneBaHUKU. ABTOPbI OMnMcaAM COBCTBEHHOE
KAMHUYECKoe HabAIOAEHUE KanbLMOULMPYHOLLEro NaHKpe-
aTvTa, Pa3BUBLLUErocs y MaLUMEHTKM C MyTauMen reHa Ka-
TMOHUYECKOTO TPUMCUHOreHa. OBCYXAEHbI TaKTUKa Aeue-
HUS1 U HAOAOAEHMS.

en Hereditary pancreatitis: tactics
of diagnostics and differential
diagnostics (clinical case)

N. B. Gubergrits'?, N. V. Byelyayeva'?, G. M. Lukashevich?,
P. G. Fomenko?

1Donetsk National Medical University, Ukraine (Lyman)
’Multidisciplinary Clinic “Into-Sana”, Odessa, Ukraine

Key words: pancreas, hereditary pancreatitis, mutation of
the cationic trypsinogen gene, risk of pancreatic cancer,
clinical observation

The article presents a literature review on the main genetic
mutations leading to the development of pancreatitis,
analyzes the pathogenesis of hereditary pancreatitis
and the high risk of pancreatic cancer upon this disease.
The authors described their own clinical case of calcificating
pancreatitis that developed in a patient with a mutation of
the cationic trypsinogen gene. The tactics of treatment and
observation is discussed.
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UA C_naAKOBuﬁ NaHKpPeaTUT: TaKTUKa _
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KAlouoBi caoBa: nipllAyHKOBaA 3an03a, CMAAKOBUM NaH-
KpeaTuT, MyTalis reHa KaTiOHiYHOro TPWUMNCUHOrEHa,
PU3MK pakKy MiALUAYHKOBOI 3aA03M, KAIHIYHE crnocTepe-
XEHHSA

Y cTaTTi HABEAEHO OMASIA AITEPATYPU 3 TOANOBHUX FEHETUY-
HUX MyTalil, WO NPU3BOAATb AO PO3BUTKY MaHKPEATUTY,
NPOaHaAi30BaHO MAaTOreHe3 CMaAKOBOrO MaHKpeatuTy i
BMCOKOIO PU3UKY paky MIALUAYHKOBOI 3aA03U MPWU LbOMY
3axBOpPOBaHHI. ABTOpPK OMMCcaAn BAACHE KAIHIYHE crnocTe-
PEXEHHS KaAbLMOIKYHOUOro NaHKpeaTuTy, O BUHUKHYB Y
NaLieHTKWU 3 MyTaLIE reHa KaTiOHIYHOrO TPUMNCUHOreHa.
O6roBOpPEHO TaKTUKY AiKyBaHHSI | CMIOCTEPEXEHHS.
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