YAK 616.37-002-056.7(048.8)-07(477)752»

KIMHNUYECKOE HABMOAEHWE

HacAeACTBEHHbIN MAHKPeaTUT: TaKTUKa
AMArHoCTUKU U AU pepeHLUuanbHOU
AMArHOCTUKK (KAMHMYECcKoe HabAoAeHUE)
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LN\OHELKNI HALIMOHAABbHbIN MEAULIMHCKWUIA YHUBEPCUTET, YKpauHa (r. AumaH)

°MHoronpodurAbHasa KAMHKUKa «MHTo-CaHar, Opecca, YkpauHa

KaloueBble cAOBa: NOAXEAYAOUYHASN XeAe3a, HACAEACTBEHHbIM NaHKPeaTWT, MyTaLMsl reHa KaTMOHWUYECKOrO TPUMNCUHOre-
Ha, PUCK paka MOAXEAYAOUHOM XeAe3bl, KAMHUUYECKOe HabAoAeHUE

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

Cpeny MHOXeCTBa 3THOJIOTMYeCKUX (GaKTOpPOB, BbI-
3bIBAIOIIMX ITaTOJIOTHIO NOXKeTynouHoM xee3bl (1K),
NOXKalyll, HauMeHee W3y4eHHBbIM SBJIAETCA HaCJeA-
CTBeHHOCTb. C reHeTU4ecKoy MpezipaciooXeHHOCThIO
CBSI3BIBAIOT LieJIbli psAx 3ab6oneBanuii IDK. Ho ocHOB-
HBIMU U3 T€HeTHYeCKH OOYCIOBJIEHHBIX He3H/JOKPHH-
HBIX 3a00JIeBaHUI OpraHa CIUTAIOT MYKOBUCIIM/03, Ha-
ciencTBeHHbl naHkpeatuT (HII) u HacsienCTBeHHBIN
pak IDK. He ciyvaitHo Ha ioroturie Midwest Multicentre
Pancreatic Study Group, co31aHHO¥ /7151 BCECTOPOHHETO
U3y4eHus HacjeAcTBeHHOU narosnoruu IDK (anmpemuo-
JIOTHY, [TaTOTreHe3a, KIMHUYeCKUX TPOABJIeHUH, IPOTHO-
3a U T. JI.), yKa3aHbl UMEHHO 3TU TP 3a00JIeBaHUA
(puc. 1). Kpome HUX HAC/I€CTBEHHBIMY ABJISAIOTCS TaK-
xe cuappoM IIBaxmana, cuazapom MoxaHncona — bius-
3ap/a, BpoXIeHHas cuziepobracTiiecKas aHeMus C 9K-
30KpUHHOW HezocTatouHocThi0 1K, cunzapom Kinap-
Ka — Xo5ABWIZA, CUHAPOM AHJepceHa, N30IMPOBaHHasA
HeZIOCTaTOYHOCTb OTZE/bHBIX IaHKpeaTU4ecKuX
depMeHTOB (JIMMa3bl, KOJIUMA3bl, aAMUJIA3bl,
TPUIICUHOTeHA), CHHAPOM HeZloCTaTOYHOCTH
SHTEPOKMHA3bl, MaKPOAMUJIA3eMUs, [e-
GuumT o -aHTUTpPUIICKHA 1 /ID. [16]. Bes-
JCJIOBHO, T€HETUYeCK! 00YCIIOBJIEHHbI-
MU ABJIAIOTCA TaK)Xe aHOMaJlNU pa3BU-
i IDK: pancreas divisum, pancreas
annulare, pancreas aberrans, Bpox/eH-
Hble kuctel IDK u ap. [7, 8, 30].

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

OLLIEAOMASISI HAC CBOMM MOSBAEHUEM
OnnBep XoAMm3,
aMepPUKaAHCKUIN nucaTenb

VIH/MY TaK>Ke BOLILTU B KOTOPTY Hab/moieHuit). OHU OT-
MeTtuiy, yTo HIT MMeeT ayTOCOMHO-IOMUHAHTHBIN THUII
HAc/e[JOBaHUS C HENOJIHOW IeHeTPaHTHOCTbIO (OKO-
710 80%), T. e. BepOATHOCTBIO Pa3BUTHSA TPOSIBIEHNH 3a-
OoneBaHUs TIPU HAJIMYUK COOTBETCTBYIOLIEN IeHeTrye-
CKOM mpeapacnosnoxeHHoctu [30].

OnHAKO 110 TOYHOTO 00bsicHeHus maTorenesa HIT cy-
IeCTBOBA/IM TIPEATIONIOKEHUSI O CBSI3U 3a00JIeBaHUSA
C HACJIe[CTBeHHOW MaTosoruerd NpoTOKOB. COrnacHo
3TOY TUII0Te3e, IePBUYHBIMU ABJIATCA aHOMAJIUH IIPO-
TOKOBOW cucreMbl ITXK, a pa3BuTue maHKpeaTnTa — BTO-
PUYHBIM (M3-3a HapyLIeHUsl OTTOKA TaHKpeaTu4ecKoro
cekpera). DTa TMIoTe3a Obl1a OCHOBAaHA Ha TOM, YTO TIPU
HIT 4acTo BBIABIAIOTCA U3MEHEHUs IPOTOKOBOM CUCTe-
mbl IDK. BoiBuranach Takxe Teopus nepuiMTa aHTH-
okcuaaHToB B TKanu IDK, corsmacHoO KOTOpo OCHOBHOE
3HaYeHNe B IaTOreHe3e IPUZABaJoCh OKCUIAHTHOMY
crpeccy [7, 8, 16].

B 1996 r. D. C. Whitcomb et al. paspa6oTanu

W, TEHHYIO TeopuIo, 00bsACHAOMIyI0 pa3suTie HIT
2% U CBSI3BIBAIONIYI0 €ro C MyTalueil reHa,
Kozupyomero Tpuncutored [19]. Beura
nokasaHa csa3b HII ¢ HacienoBaHueM
crenipUIecKuX MapKepoB M3BECTHBIX
JIOKYCOB XPOMOCOM, [JOKa3aHa accoLua-
s HIT ¢ myranuen reHa B JJIMHHOM
iede 7-i xpoMocomsl (7q35). ITpu aToit
MyTaluy IIPOUCXOAUT 3aMeHa aprMHUHA
Ha ruCTUiH B 117 nosioxeHny MOJIeKy-
Jibl TpuncuHorena — R117H (o HoBo#
HoMeHK/IaType — R122H) [5, 7]. Joka-

Puc. 1. Norotn Midwest 3aTelbCTBO reHeTUYeCKOW ITPeApacIosio-

HBIX cTpaHax mupa (GosMBIIMHCTBO 00- Multicentre Pancreatic Study J>XeHHOCTM K Pa3BUTHIO TaHKPeAaTHUTa
CJIeJOBaHHBIX ObUIM eBPOMeiicKoit packl, Group (no P. Durie et al, B 5% ciydaeB 3a60seBaHUS HAILIO CBOE

OJHAaKO Xurenu Asum u Bocrounoir 2002 [16]).

OTpaX€HNe B KJIaCCI/I(l)I/IKaLII/II/I (baKTOPOB
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pYCKa XPOHMYECKOTO TAHKPeaTUTa — KIacCUPUKaIUK
TIGAR-O. B atoii ab6peBuarype 6ykBa «G» pacimdppo-
BbIBaeTCd Kak <«genetic» [14]. HII Beimensercsa Taxxe
u B kinaccupukauun M-ANNHEIM («H» — <heredi-
tary») [27]. OnHOI reHeTHYeCKOM Mpe/ipacosoKeHHO-
CTH, KaK NIPaBUJIO, HEZIOCTATOYHO /I pa3BUTHs ITaHKpe-
aTuTa — He0OXOUM UHUIMUPYIOIIMI BHEIIHUI HaKTOp
(4ae 370ynoTpebIeHre aNKoroieM, GuMapHas maTo-
Jiorusi, BUPycHast UHOEKIMsA U Jp.), CIIOCOOCTBYIONIU
Manudecranuy 3aboneBaHus. KoHeuHO, reHeTrdeckas
TIPePacroNoXeHHOCTh SABSETCS OCHOBAaHUEM /sl 60-
Jiee BePOSAITHOTO Pa3BUTHSA TOTO e aJIKOTOJIbHOTO ITaHK-
peatuta [30]. HII omvHAaKoBO YacTO HaOJHOAAeTCs
y My>XUMH U XeHIVH, He UMeeT pa3/Inuiil B 3aBUCHMO-
CTH OT packl [7, 8, 16].
ITo3e ObUIM BBIABJIEHbI MyTallU ['€HA CEPUH-TIPO-
TeazHoro unruburopa Kazans tuna I (SPINK I) y manu-
€HTOB C AMONIaTUIeCKUM XPOHNYeCKUM TaHKPeaTUTOM,
ZI0Ka3aHa CBA3b OKOJIO IT0JIOBUHBI CJTy4aeB TPOIUYIeCKO-
ro HaHKpeaTWTa M YacTU CJyyaeB WJMONATHYECKOTO
XPOHMYECKOro TMaHKpeatuta ¢ wmyranuen SPINK I
(N291) [13, 17, 21-23].
B HacTosmee BpeMs MOXXHO CYUTATh, 9TO IUPOKUI
CIIEKTP BO3MOXXHBIX aCCOIMAIMI reHOTHUIa,/peHoTH-
na HII BxiroyaeT ¥ psiMble ayTOCOMHBIE JOMUHUPY-
IOIYie 4epThl 3a00JieBaHMsl C MOYTH IOJHOH IeHe-
TPAaHTHOCTbIO (IOMUHAHTHbIe MyTaluu reia PRSS1),
M «MSTKKe» reHeTU4ecKre (GpakTopbl pucka 6e3 mpu-
3HAKOB MEHJIeJIeBCKOTO Hacle[oBaHUA (MyTaluu
reHoB SPINK I v TpaHCMeMOPaHHOTO peryJsiTopa Ku-
cro3Horo ¢ubposza (CFTR), XUMOTPUIICUHOTEHA
(CTRC) u np.) [4, 18, 24, 28].
YuureiBas, 4To IK cuHTe3UpyeT MHOXeCTBO IUILIe-
BApUTEJIbHBIX (EePMEHTOB, CYIIECTBYET LIEJbIA DA Zy-
OIMPYIOIIMX IPYT IPyTa MEXaHU3MOB, TIPEISITCTBYIOMINX
ayToJM3y TKaHU opraHa (puc. 2) [8, 25]:
« ponykius ¢pepmentoB IDK B HeakTHBHOUM dopme
(B opme mpodepmeHTOB);

* pasziesieHre B IPOCTPAHCTBE IPOLIeCCOB MPOAYKLIUN
(8 TIXX) u axtuBaumu ¢epmeHTOB (B /{BEHA/ILATH-
IIePCTHOM KUIIKe 1071 ZIefiCTBeM SHTepOKMHA3bI);

\ 3uMoreHHble
rpaHynbi
PeTukyno-
3HO0TENMaNnbHan Bakyone @
ceTb
ToHKkaa KWwka i
O — 3
]
| OwurepokuHasa |

Puc. 2. MexaHn3Mbl 3aLUMTbl OT MPEXAEBPEMEHHOM aK-
TMBauum depmeHToB MK (no A. B. OxAobbicTUHY, 1999 [9]).
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e JIOKaJM3alysl GepMeHTOB B 3IMOTeHHbBIX TPaHyJIax
AUMHAPHBIX KJIETOK, NPeJOTBPAILAIOMINX BbIXO/
(bepMeHTOB B [IUTOIIA3MY;

* HU3KasA KOHLIEHTPALUA NOHOB KaJIbLVA B LIUTOILIA3-
Me alJMHaPHBIX KJIeTOK, B pe3yJIbTaTe 4ero CHKaeT-
€ BEPOSITHOCTb aKTUBALIMK TPUIICUHOTEHA;

o cexkperms SPINK I;

» criocobHOCTh depmenToB ITK K ayTosmay;

* TIIPORYKUWA o, -aHTUTPUIICKHA U 0L,-MUKPOTI00y.11-
Ha B [leYeHU, 00eCreYnBaONINX CBA3bIBAHKE aKTH-
BMPOBAHHBIX NTAHKpeaTHiecKux pepMeHTOB B KPO-
BY U [IePUTOHEATIbHOW XUJKOCTH.

B npuHIuMIe, MyTanus Jr0O0ro U3 reHOB, KOAUpPYIO-
KX MeXaHU3Mbl camo3samuTel DK, MoxeT npuBectu
K Pa3BUTHIO IIAHKPeATUTa IPY HAJIMYUY BHELIHUX I1PO-
BOLMPYIOMUX GaKTOPOB.

I[Ipoanam3upyem noapobHee matorene3 HII, acco-
quupoBaHHOro ¢ Myrauuamu R122H u N291. More-
KyJla TPUIICKHA COCTOMT U3 IBYX CyObeVHUIL, COe/H-
HeHHbIX TOJUIeNTUAHON Lenblo (puc. 3). B monoxe-
HuM 117 3T0M 1leny HaXOAUTCA apruHUH. Mexay 1ByMs
cyObeIMHULIAMY TPUIICMHA PACIIONIaraeTcsi ero aKTUB-
HBII IIeHTP, KOTOPBII CII0COOEH Paclio3HaBaTh aprMHKUH
Y JIM3UH U OCYIIeCTBJIATb B MeCTe COefAWHEeHUs 3TUX
aAMAHOKUCJIOT JIU3UC MOJIUIMEeNTUIHON Lienu. VIMeHHO
TaKMM 00pa3oM TpUIICHH, Me30TPHUIICKH M 3H3uUM Y
VHAKTUBUPYIOT 80% MHTpalaHKpeaTU4eCKUx TPUIICU-
HOreHa 1 TpurcuHa [8, 26]. OcranbHble 20% MHAKTHABA-
UM MHTPANaHKPeaTHIecKUx mpoTeas3 00ecrnednBaroTcs

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

CAT — KaraanuTUyeckas Tpuaaa;

R117 — MECTO MyTaumn KaTMOHWUYECKOrO
TPUMNCUHOTEHa;

N21 — mecTo MyTaumm SPINK |[;

SS — AUCYyAbOUAHAS CBA3b;

E29/E24 — rAyTaMMHOBASA KUCAOTS;

C — KapbOKCUABHBIN KOHeL, obAacT;

N — aMWHO-KOHeL, obaacTu.



Ducynsduanan

N-koHew,

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

SPINK I (puc. 4). DTOT MHT'UOUTOP TpeZCTaBsieT oot
crienrudeckuit cyocrpar s Tpurcuna. SPINK I we-
00paTUMO CBSI3bIBAET CEPHH TPUIICUHA C IM3UHOM CBOE-
r0 aKTUBHOTO LieHTpa. BaxxHo, yro SPINK I cunTe3upy-
erca B Konmyectse, B 20 pa3 MeHbIIeM KOJIMYeCTBa
TPUIICUHOreHa, npoayuupyemoro IIXK. B cBa3u ¢ atum
SPINK I MOXeT MOJHOCTbIO MHTHOMPOBATH TPUIICHH
B TKaHU OpraHa TOJIbKO TOI'ZIa, KOIZla ypOBEeHb aKTUBHO-
CTU TPUIICMHA HU3KUU. B 3THX ciydaax SPINK I mpeznot-
BpallaeT MOCJIeAYIOIIYI0 ayTOaKTUBALIMI0 TPUIICKHOre-
Ha ¥ GJIOKMpYeT KacKajl aKTHBAL[UY MaHKpPeaTH4ecKux
depmenTtoB u ayronmza IDK (puc. 5). Ilpu uHTEHCHB-
Hou akTuBanmu TpuncuHoreHa SPINK I He B cocros-
HUM €r0 MHAKTUMBUPOBaTb. B 3TOM cCiydyae TPUIICUH
¥ IpyTHe TPUIICMHOMOJO00HbIE (pepMeHThI, KaK ObLIO
CKa3aHO BBbIlIe, JIM3UPYIOT IOJUIENTUHYIO Lellb,

Puc. 5. [1poTeOoAUTUUECKMI Kackaa — OCHOBa ayTOAM3a
MK (no M. W. Buchler et al., 2004 [11]).

KIMHNUYECKOE HABMOAEHWE

00BeIMHSIONIYIO 2 CYObeIMHUIIBI TPUIICHHA, B TIOJIOXKe-
Huu 117, T. e. B MecTe cOeJUHeHNs apTMHUHA U JIN3UHA.
[Tpy MyTanum KaTMOHWYECKOro TpurcuHoreHa R122H
apTMHMH 3aMeHseTCsl Ha TMCTUVH, TI03TOMY TPUIICUH
He CIOoCcOOeH JM3MpPOBaTh MOJIEKYJIbl TPUIICHHOTeHa
u tpuncuHa. Momuoctu SPINK I B 3TuX ciay4asax
He XBaTaeT [isi OJIOKUPOBAHUS ayTOAKTUBALIUK TPHUII-
CHHOTeHa, IPOJ0JDKAeTCsA KacKaZ, aKTUBALMY TaHKpe-
arndeckux ¢epmentoB u ayrommu3 IDK [8, 16]. Ilpu
mytauuu SPINK I (N291) cHuXaeTcs CTeleHb MHAK-
TUBALMY TPUIICKHA U IIPY BO3/I€MICTBUY MOILHOTO IIPO-
BOIMpYyIomero ¢pakTopa (aJKOrojib) TaKXXe pa3BUBa-
ercsa HII (puc. 6).

HeakTuBHbI# TpUNCUHOMEH

*:6-0:0:0

MNentug AKTMBaUMA (ayToaKTMBaLWA)
aKTueaumm . TPUNCUHOMEHa - NpeBpaLleHne
TpUNCHUHOreHa

ero 8 TPUNCKH

MHaKTueauma
TpuncuHa SPINK1

SPINK1

N\

MyTtauus MyTauus reHa
SPINKA/PSTI TPUNCHHOTEHa
He He uHakTHBMpyeTCS
WHrMGM- MYTEHTHBIM
pyeTca TPHNCHHOM
MyTanT MyTant R122H
SPINK1/PSTI

N4

AKkTUBMpOBaHWE hepmenTa -
ayTonepesapuBaHue - NaHKPeaTuT

Puc. 6. ViHTpanaHkpeaTMyeckasa aktTMBaLms TPUNCUHO-
reHa U reHeTUYECKN AETEPMUHMPOBAHHbIE aHOMaAMK Me-
XaHWM3MOB 3aLUMTbI OT YPE3MEPHON UHTPAOPraHHOW aKTu-
Baumm atoro npodepmeHta (no M. W. Buchler et al.,
2004 [11])).

HII noxpa3snensercs Ha:

1) knaccuveckuil (ayTOCOMHO-ZIOMUHAHTHBIN, C NeHe-
TPAaHTHOCTLIO 80%; reH KaTHOHUYECKOrO TPUIICUHO-
reHa PRSS1, R122H, N291);

2) UVONIaTUYeCKU.

OtenbHO BbIIENAOT 0coOble popmbl HIT: maHkpea-
TUT C TUTlepaMrUHOaLuypyeit (BblzieJieHre C MOUOW aMu-
HOKHUCJIOT B pe3ysibTaTe TeHEeTUYeCKOro TYOYJISIPHOTO
nedekTa); reMOpPparmIecKuil TAaHKPeaTUT C YBeTMIeHN-
€M BblJIeJIeHVIs AJIEKTPOJIUTOB C IIOTOM; [TAHKPEeaTuT, 00-
YCJIOBJIEHHBIN HapyIIeHreM 0OMeHa KaJIbLHs.
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B cBA3U ¢ HOBBIMM IIpe/ICTaBJIEHUSAMU O POJIU IeH-
HBIX MyTallU} B IIaTOreHe3e XPOHUYeCKOro NaHKpeaTu-
Ta, MOXXHO TIPEAITIOJIOKUTD, YTO JIBe BeZyInre (pOpMBI
U/IMONIAaTUYeCKOTO MaHKpeaTuTa — C PaHHUM U I03[-
HUM Ha4ajoM — 00YCJIOBJIEHbI Pa3HBIMH [€HETHYeCKH-
MM MeXaHu3MaMu. boiiee TOro, BapuaHT C IO3[HUAM
HayaJoM MOXeT ObITb MOAUQUIMPOBAH (aKTOpaMH
Cpenbl, TAKUMU, HalIpUMep, KaK ajkoroyb. B coorsert-
CTBHH C 3TOV TUIIOTe301, BO3MOXHO, 4TO CpeJix aJIKOro-
JIMKOB XPOHUYECKUY [TaHKPeaTUT Pa3BUBAETCS TOJIBKO
y JIAL C TeHeTUYeCKOU MPeApacIiooKeHHOCTBIO K 3TOU
naroJioruy. JlaHHOe IpejIosoKeHre ITOATBePKAaeTCs
TeM (aKTOM, YTO AJIKOTOJIbHBIN XPOHUYECKUI MTaHKpe-
aTHT AMaTHOCTUPYETCS JIUIIb Y HeOOJIbIIOM YaCTH JIFOZIeN,
37I0yIIOTPeOIAIONIYX CIMPTHBIMUA HAMUTKaMU. C 3TUM
coryacyercsi TOT GaKT, 4YTo KIMHUYecKass MaHudecra-
1A nokaszaHoro HIT nosBisgeTcst 0ObIYHO B BO3pacTe
3-10 ner 1 uMeeT BTOPOM MUK B Bo3pacTte 20—-25 jer,
Korzia y GOJIbIIMHCTBA MAI[MeHTOB HAYMHAETCs TIPUeM
ankorosns [6, 8, 16].

B passutun HII 1oKa3aHo 3HayeHue U JPYyrux My-
taiid [18]. Ocoboe BHMMaHUe YAeNSeTcs MyTaluu
CFTR — reHa TpaHCMeMOPAHHOTO PeTyiATOpa KUCTO3-
Horo ¢pubpo3a. dra mytauus u mytauusi SPINK I Ha-
CJIelyIOTCSl TI0 ayTOCOMHO-pelLleCCUBHOMY Tumy. IIpu
Hauuuy y nanuenta Myraunyu CFTR pa3BUBaeTcs My-
KOBUCLIM/J03 WM TeHeTUYeCKU [eTepMUHAPOBAaHHBIN
runodepMeHTHbIA MaHKpeatuT. Takoi BapmaHT HII
BO3MOXEH TaKXe IPU HeNOCTaTOYHOCTU IMPOAYKLIUN
Y HapyIlleHUY aKTUBAaluY TPUIICUHOTreHa [16].

Wnentudukanusa HII TpaauiMOHHBIMUA MeTOJaMU
HEeBO3MOJKHA, TTOCKOJIBKY creruduieckux Mopdoso-
TMYeCKUX U OMOXMMHUYEeCKUX MAapKepOB He CYIIEeCTBY-
et [5]. [Ipu 06cieioBaHUM KaXKIOTO MAL[1ieHTa He00X0-
ZIMMO TIPOBO/IUTH THIATEIbHBIN COOP aHAMHe3a, YUHUThI-
BaTb HAaCJIe/ICTBEHHOCTb, HUKOTHHOBO-aJIKOTOJIbHYIO
3aBUCHMOCTD, ITOTepro Maccel Tesa. XoTa HII xapaxre-
pusyercst paHHMM HadayuoM (y 80% 6GOJIbHBIX TPUXO-
IWUTCA HAa BO3pacT 10 20 jieT), HO MPAKTUYeCKu BCer-
7la — TO3/]Heil IMarHOCTHKOI, 00pa30BaHUeM KaJlbIIu-
¢uxaros IIXK okpyrioir dopmbl — B 50% ciydaes
(puc. 7), nceBnokuct. HayanbHble ero mposiBJeHUs
CXOZIHBI C KJIMHUKOU OCTPOrO ITaHKpeaTUTa. TUIMYHbI
TIOBTOPHbIE 3MU30/bI 00JIEBOTO  aOJOMUHAIBHOTO
Y IACTIeNITUYeCKOr0 CUHAPOMOB C IOCTENeHHO YBeIu-
YMBAIOIIENCs YaCTOTOW M BBIPAXKEHHOCTBIO peLusiu-
BOB, HapacTaHWeM CTelleH! (YHKIMOHAJIbHOU Heso-
crarouHoctt IDK (y 15-20% G6OJbHBIX BBISBISETCS
BbIpaXKeHHasA cTeaTtopesi), YTO IPUBOAUT K Pa3BUTHIO
XPOHMYeCKOoro naHkpearuta. Ho ¢ TedeHreM BpeMeHn
nnsa HII xapakTepHO HapacTaHue [JIUTEeNbHOCTU pe-
MHUCCHIA. B mo3HuX cTaausx 3a00ieBaHus pa3BUBAKOT-
cs caxapHbIi uabet (mpucoenuHsercs yepe3 8—10 et
y 20% OO0/BHBIX ), TPOMOO3bI KPYITHBIX BeH (BOPOTHOM,
CeJIe3eHOYHOM, HWDKHeW IOoJIon), reMopparuu [8, 29].
ITankpearnyeckue araku npu HII He orianyarorcsa oT
npyrux GopM XpoHHUYEeCKOro naHkpearuta. OJHAKO
NIOCJIeJHAe UCCIIeIOBAaHNA [JOKA3aJjy, YTO Heslb3s CUu-
TaTh 3JI0yNMOTpeOJIeHe aJKOToJIeM VUM HaJludKe XO-
nenutrasa pakTopamu, uckmovaromumu HII. 1o ro-
BOPUT O TOM, YTO M3MeHeHWe TPUIICMHA SABJIAETCS
muimb GOHOM. MyTanus MPUBOAUT He K YCUJIEHHOMN
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Puc. 7. Mpu KT 6oabHOro ¢ HIM onpeaeasitotcs MHOXe-
CTBEHHbIE KanbLMdUKaTbl B ronoBke K. B neprnaHkpea-
TUUECKMX TKaHsAX — crnaeyHbli npouecc (no C. D. Johnson
et al., 2005 [20]).

aKTVBALMK TPUIICKHA, A JIAIIb HAPyLIaeT OJUH U3 3a-
IUTHBIX MEXaHU3MOB alIMHAPHBIX KJIeTOK. [l BO3-
HUKHOBEHUS 3a00JIeBaHus, MOSBIEHNUS KIMHUYIECKHIX
CUMIITOMOB HEOOXOJMMbI MHUIMUPYOIIe (GpaKTOpb,
KOTOpbIe BbI3BaJIM ObI 3Ty aKTUBALMIO. [I03TOMY AJIS
BeprduKanuu auarno3a HIT Heo6X0aMMO BbIsIBJIEHUE
MyTalliid TPUIICMHOTE€HA C MOMOIIBIO MOJIMMEePa3HOU
LIe[THOY peakuuu [2].

I'eHeTnyeckoe TeCTUpPOBaHMWE IPU IIOA03PEHUM Ha
HII no3Bosnser [14]:

* BBIACHUTD, [IEVICTBUTEJILHO JIM MyTaL1s KATUOHUYe-
CKOTO TPUIICUHOT'eHa ABJIAETCA IPUYMHON Pa3BUTHSA
IIaHKPeaTuTa;

 000CHOBATh CMITTOMBI [TAIIHEHTOB;

e TPOBecTH paHHee auarHoctrpoBaHue HII y pereid
IJIS MajibHeMIIel palMoHa IbHOM TaKTHKYA HabJIio-
[IeHUs 33 HUMY,

* BBIACHUTD CTEIIeHb PUCKA Y POJCTBEHHUKOB NALVIeHTa;

e NIPUMEHUTH IPEBEHTHBHYIO Tepanuio: M3MeHeHue
CTWISA XKU3HU JIJIs1 yMEHbLIEHNS PUCKA BO3MOXKHOI'O
pasBUTKA [TaHKpeaTuTa.

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

Opnna u3 ocHOBHBIX onacHocTted HIT — pe3koe mo-
BbILIEHNe pucKa pa3Butud paka IDK. Tak, snunemuo-
norusa HIT usydanach B IByX He3aBUCUMBIX HCCIIEI0BA-
HuAX B CIIIA u EBporie, KOTOpbIe BBIABUAJIY IIOBbIIIEHVE
pucka passurus paka IDK y 6ombHbix HIT B 50-70 pas.
DTU UCCIIeIOBAaHUS IPOBOWINCH HA OCHOBe 6a3 JaH-
HbIX MeXIyHapo#HOU rpynnbl NOo u3ydeHuto HII
(International Hereditary Pancreatitis Study Group)
u Espomeiickoro perucrpa HIT wu paka IDK
(EUROPAC — European Registry of Hereditary
Pancreatitis and Pancreatic Cancer). Puck paka ITXX mo-
BbIlIaeTcs, HaunHaA ¢ 40 jer, u pocruraer 40-70%
B Bo3pacte 70 siet (ocobenno ecm HIT npociexxuBaer-
CsA [I0 MY>KCKOW JIMHUM). Yalle Bcero pak pa3BUBaeTcs
B CeMbsIX ¢ MyTauusamu R122H, N291 vy xe 6e3 MyTa-
Ui, HO ¢ sBHBIM ¢eHoTrroM HIT [16].



B TO Xe Bpems IpU reHeTUYECKUX UCCIIe[OBAHUAX
6ospHbIX ¢ HII M3MeHeHUII OHKOT€HOB WJIU Te€HOB-
CyIIpeccopoB OIyXO0JIEBOTO POcTa He 0OHapyxeHo [32].
OTO MO3BOJIAET MPEATOJIOKUTD, YTO IPUYMHA YaCTOThI
BO3HKMKHOBeHUs paka IIK npu HII 3akovaercsi B 60-
Jilee BBICOKOM YpPOBHE AaKTMBHOCTU BOCIIAJIMUTEILHOIO
npotiecca 1 GOJIbIIeN ero JIUTeTbHOCTH. DTO JIUIIHUAK
ZI0BOJ B I10JIb3y TOT'0, YTO CAMO XPOHUYECKOe BOCIIaje-
HYe fABJIAeTCs peapaciosaraomyM GakTopom pa3Bu-
i paka IDK. BepoATHO, uMeeT 3HayeHUe [JIUTeJIb-
HOCTb BOCIAJIUTEJILHOTO IIpOLiecca, OTCYTCTBUE STHO-
TponHoy Tepanuu npu HII. B 1pyrux uccienoBaHusx,
HAIpPOTUB, [I0KAa3aHo, 4YTo Iipu pake IDK, pa3Busiuemcsa
Besesicrre HIT, Myranny oHKoreHa K-ras BCTpe4yaroTcs
KaK B KJIeTKaX OIyXOJIM, TaK U B NpPUJIeXalIUX K Hel
TKaHAX, a Takxe 1py HII B 30Hax runepruiasuu snure-
7S IPOTOKOB [3, 15]. MyTaluy OHKOTeHOB MOKHO BbI-
ABUTH 1pu Ouoncuu [DK wmv mpu ucciie[oBaHuY ee ce-
Kpeta (0OBIYHO JJISI eT0 TIOJTyYeHH st UCTIOJIb3YIOT CeKpe-
TUHOBBIY UM CeKPeTUH-TNIAaHKPEO3UMUHOBBIN TeCThI).
ITaTorene3 passutua paxka IIXK npu HII npexcrasien
Ha puc. 8.

Bricokuii yposeHs oDMEHHBIX
npoueccos Ha fome
FHIEPNPOAHDEPALIHN MHTENHA

Mytaunn RI122H

SPINKI w N291 Crreyrerame ITHOTPONHOIN Tepanik

Panunil Bo3pacT KIHHHYECKOH
H YBEIHYEHHE (K.’I]J,L‘“
NPOATEEHTENBHOCTH BH3HH 11PH

MaHHpeCTALHY
2] +
HPERTHBHOM NATOrEHETHYECKOM

Jlanrensnwii anamues sabonesanns JEHeHHH
Pak pancreas *——————  Peaamsaums spexton My raumii
K-ras, pl6, DCP4 u p33

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

Bosbas 4acTb ONyxoJield UCXOAUT U3 IIPOTOKOBOTO
snurenud [IK. B HacTosAmee BpeMa HeT JaHHBIX, [0~
TBEPXKIAIOIIMX pa3ianyue rnatorene3a paxka ITXK npu HIT
¥ Ipy OaHAJIBHOM XPOHMYECKOM ITaHKPEeaTuTe, a TaKke
npu McxozHo uHTakTHOM I1K [16].

Ecnu y 6onbHOro ¢ HII pa3BUINCh KJIMHUYECKHE
IIPU3HAKY, [I0/I03pUTe/IbHbIE B OTHOIIEHUY paka ITK,
TO HEOOXOAMMO MPOBECTU IHIAOCKOMMIECKYIO PETPO-
rpajiHyl0  XoJjaHruomnaHkpearorpapuoo  (DPXIIT)
c buorncueli KI€TOK MaHKpeaTHyecKoro mporoka [10].
JloKa3aHo, YTO NpeApPaKOBBIM COCTOSTHMEM B OTHOLIE-
HuU azeHokapurHoMsl IDK sABisgeTca naHKpeaTude-
cKaf auciasus (MaHKpeaTUyeckas BHYTPUIIPOTOKO-
Basg Heomasuss — PanIN). Boeigensioor 3 creneHu

PanIN [16]:
e PanINI — wHTpasnurenuanbHasg IPOTOKOBAs
TUIIEePILIA3Ks;
e PanINII — mucnuiasus HU3KOM cTeneHu (puc. 9);

e PanINIII — pucria3usi BBICOKOM CTEleHU WU
KapuuHoMa in situ (puc. 10).

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

Puc. 10. PanIN Il — pncnaasms npoToKOBOro aNMUTEAUS]
BbICOKOW CTeneHu (KapuuHoma in situ). Onpepenstorcs
BblpaXeHHbIE COCOUYKOMOAOOHbIE 0bpa3oBaHuUs, abeppa-
LMK SAEP, NOTEPSI MOASIPHOCTU KAETOK [16].

JInA CKpUHUHTA AWCILIA3UU IIPOTOKOBOIO 3IIMTE-
JYA ¥ KapLUUHOMBI in situ Ha ¢poHe HII npuMeHsIOT 9H-
nockonmyeckyo coHorpaduio (3um0Y3U), DPXIIT,
CIMpPalbHYI0 KOMIbIOTepHyI0 ToMmorpaduio (KT),
ompeziesieHre ypoBHs kapboanTurena 19-9 (CA 19-9)
¥ KapuuHoaMbpuoHaibHoro antureHa (CEA) B kpo-
BU. OJJHaKO /I0CTaTOYHO MHPOPMATUBHBIMU CUUATAIOT
ToIbKO 3HA0Y3U n OPXIIT'. [Ipn3HakamMu maHKpeaTu-
4eCKOM ANCIUIa3UN IPY 3HA0Y3M CYUTAIOT reTeporex-
HOCTb TTAPEHXHMMBI, HAJIMYKe TMIepPIXOTreHHbIX QOKy-
COB 1 /WJIY TMIIO9XOTeHHBIX y3enKoB (puc. 11, 12). ITo
pesynbTaTam DPXIII npu3HakoMm, acCOLMUPOBAHHBIM
C IWCIIa3KeH, CYATAIOT HePaBHOMEPHOE pacllirpeHue
IPOTOKOB MHOTZIA C MEIMIKOBUAHBIMUA PACIIMPEHUAMUI
(puc. 13). CUMIITOMBI JUCIUIA3UU [TPOTOKOBOTO 3MU-
tenuss IDK, xoTopele BBIABIAIOTCA INpu 3HA0Y3U
u OPXIIT, mpezcraBieHs! 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 TOAbKO FOAOBKaMM
cTpenok) B xBocte K. Mpu rMCTOAOrMYECKOM UCCAEAO-
BaHWW y BOALHOIO BbIIBAEHA AMCMAA3USA BO MHOXECTBE
npoTokoB [16].

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

3HA0Y3N

SPXMr

[eTeporeHHOCTb NapeHx-
XWUMbI

HepaBHOMEPHOCTb
NpOCBETa NMaBHOro NaH-
KpeaTMyeckoro NpoToka

lMnepaxoreHHble GOKyChbl
B NapeHx1Mme

HepaBHOMEPHOCTb Mpo-
cBeTa 60KOBbIX NPOTOKOB

YBeAnyeHue axoreHHoctn | PaclumpeHue 6OKOBbIX
CTEHOK haBHOIO NaHKpea- | MPOTOKOB
TUYECKOro NnpoToKa

[MNO3XoreHHble y3enku MelLlKOoBUAHbIE pacLuupe-

OyvaroBble M3MeHeHus na- | H1A NaHKPeaTn4ecKknx
PEHXMMbI NPOTOKOB

B ampesnie 2001 r. B Munane (MTasnusi) 611 IpoBesieH
III MexayHapOJHbIN CUMIIO3UYM II0 HACJIe[ICTBEHHBIM
3abosneBanuam DK, rae 6bu1 npunAT KoHceHcyc mmo
npoduIaKTHKe, CKPUHUHTY U JiedeHuto paka IDK mpu
HII [16]. B aTom KoHceHcyce yka3aHo, 4TO B OTCYTCTBHE
KaKUX-IMOO BAKIMH WJIM WHBIX TNPOQMIAKTUYECKUX
CPeACTB Ui NpefoTBpauleHus pasButusa paxka DK
6omnbHbIM ¢ HIT He06X0aMMO M30eraTb UM CTapaThCs
YMEHBIIATh BIMSHIE OCHOBHBIX KaHI[EPOTeHHBIX (ak-
TOPOB, HallpuMep KypeHUs WM 3JI0yNoTpebyeHns a-
KOTOJIbHBIMM HAmUTKaMu. HeoOXOAMMBI 3TU MepBhl,
a Taxke OaHaJbHbIe MPOQUIAKTUYECKUE JeHCTBUA,
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Puc. 12. MNMpu 3HA0Y3M y 6onbHOro ¢ HIM onpeaensieTcst
reTeporeHHoe runoaxoreHHoe obpasoBaHue B roroBke MK
(cTpenkun). Mpun pesekumr B npenapare BbIABAEH OOAbLLIONM
yyacTok amcnaasum (PanIN [l — kapumHoma in situ) [16].

CIIOCOOCTBYIOIIE CHIKEHUIO YaCTOThI CJTy4aeB OCTPOTO
IIaHKpeaTuTa ¥ 000CTPEHMU XPOHIIECKOTro ITaHKpeaTu-
Ta. DTO, B CBOIO Ouepesib, yMeHbIIdeT PUCK Pa3BUTHA
paka IDK. TakuM 06pa3oM, OCHOBHbIE peKOMeH/AIUH
CJIeZiyIoIIMe: IOJIHOe BO3/iep;KaHue OT [TpreMa aJIKoroJs
Y KypeHMs; 0TKa3 OT TaHKPeOTOKCUYeCKUX MeInKaMeH-
TOB; KOPPEKIMS MeTabOIMIeCcKUX HapylleHuid (Turep-
TPUITIMLIEPUZIeMUs WIN TUIepKajbleMUs); NaleHThI
¢ HII nomxHbl nepuoguyeckyl MpoXOAUTb UHCTPYMEH-
TajibHble 06cenoBanus (3HA0Y3U, DPXIIT, KT) ans
CBOEBPEMEHHOTO BBIIBJIEHUS Y KOPPEKLUU CTPYKTyp-
HbBIX HapyILIeHu (HanpyMep, X0J1e0X0IUTHAa3a, CTPUK-
Typbl IAHKPeaTHYecKoro IMpOTOKa), KOTOpble MOTYT
CII0COOCTBOBATh PELANBUPOBAHMUIO aTaK OCTPOTO MaH-
KpeatuTa U TpaHcPopMaluK 3a00JIeBaHUS B XPOHUIe-
CKWY IaHKPeaTwuT.

Jlo cux mop He CyIIeCTBYeT KaKuX-mbo a¢pdeKTus-
HBIX CXeM CKPUHVHTIA 71 00Cel0BaHNS MAlMeHTOB U3

£

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



TPYINIBI PUCKA N0 NAHKPeaTUYeCKOW a/leHOKapLIMHOMe
(B yactHOCTH, marmeHToB ¢ HIT). DTo 06bsicHseTCs Clie-
OYIOIVMY IPUYVHAMU:

1) HebosbIIOE KOJMYECTBO OOJIBHBIX C BEPUOHUIMPO-
BaHHbIM HII;

2) HemoCTaTOYHasi 4YyBCTBUTEILHOCTb U Crienudud-
HOCTb, a 3HaYUT U IIPOTHOCTAYECKAs LIEHHOCTD OI1y-
XO0JIeBbIX MapKepoB 110 CPaBHEHUIO C IUarHOCTUYe-
CKVM 3Ha4yeHHeM paJIioJIOTMIecKuX MeToZIoB (3Ha-
YUTENILHO JellieBjie ObUIO ObI MCIIOJb30BaTh JIfA
CKPUHHMHTA OMyXOJieBble MapKepbl, ecii Obl OHU
VIMeJIY JIOCTaTOYHYI0 MHPOPMATHBHOCTb);

3) Bce e HeZIOCTaTOYHAs YyBCTBUTEILHOCTb PaJ0JI0-
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-
TOZIHOCTY TOTO WJIM MHOTO MEeTO/a /il PaHHel /iua-
rHoctky paka IDK y 6onbHbIx HIT. HeocraTouyHast
3 (EeKTMBHOCTb MMEIOIINXCS METOLOB JJISi CKPH-
HuHra HIT 06bsicHsIeTCS] OYeHb PaHHUM MeTacTa3u-
pOBaHKEM Jiake HEOOJIBIIKX OMyXOJield, OrpaHUYeH-
HbIM /IMaNIa30HOM YyBCTBUTEJIbHOCTU METO/IOB B yC-
JIOBUSIX XPOHMYECKOrO IaHKpeaTUTa M BBICOKOM
ce6eCTOMMOCThIO IMATHOCTUYECKHX TTPOLIey.

Ha Tom e cumno3uyMe B MunaHe ObUIM TIpUBefie-
HBI CJefyomue faHHble [16]. ExxeromHblli CKpUHUHT
250 6osbHbIX ¢ HIT B Bo3pacte 40—50 sieT B TeueHue
5 net c ucniosnib3oBaHueM crmpanbHoii KT, DPXIIT, aH-
noY3MW, ¢ onpezieieHneM OHKOMapKepoB B CbIBOPOTKe
KPOBU Y NAHKPeaTU4eCKOM CeKpeTe CTOUJ B CpefHeM
362857 USD Ha OOVH YCTaHOBJIEHHBIM /[UarHO3
paka IDK. Toraa Kak exxerofiHoe obcieZioBaHue moz00-
HOU TPYNIbI NAlMeHTOB € UCHOJIb30BaHUEM 3HA0Y3U
¥ 3a00pOM KPOBU U MAHKPEATHYeCKOro CeKpera AJist
xpaHeHus (6e3 poBeieHus UCCIIeIOBAHMIT) 0OOIIIOCH
B 69 943 USD Ha oxuH nuarHo3 paka ITXK. HecmoTps Ha
HEeONTUMUCTUYeCKHUe BbIBOZBI, KOHCeHCyC, MPUHATBIN
B Musnase, ytBepxzaaer, uro 6osbHble ¢ HII crapiue
40 ner 06s13aTeIbHO JOJDKHBI IPOXOJUTh €XeroAHbIM
CKpUHMHT B oTHOLIeHnH paka I[1XK. B HacTosee Bpems
HauboJsiee “HGOPMATUBHBIM siBNIsIeTCsE SHAOY3U, X0TS
OKOHYATeJIbHBIN BHIBO/ pOPMYIIMPOBATH ellle PaHo, TaK
KaK IIPOJI0JDKAIOTCA MCCIIeZI0BAaHUA 10 YCOBEPILIEHCTBO-
BaHUIO INarHOCTUYECKUX METO/IUK.

Crenuduueckoe eyerne HII He pazpaboTaHo. Yuu-
ThIBasi OBICTPOE MpOrpeccupoBaHre (YHKINOHATBHOM
HegocrarouHocty ITK, nokasaHo Ha3HaYeHue 3aMeCTH-
TeJIbHOW (PepPMEHTHOU Tepanuy yXKe B PaHHUX CTafIUsAX
3aboneBanus. Be3ycioBHO, pemnapaTtoM BLIOOpA B 3TOM
OTHOILIEHNY ABJIsAeTCs KpeoH, nMeronuii CylecTBeHHbIe
TIPEeMYIIeCTBa repet APYriuMu GpepMeHTHBIMU Tperapa-
Tamu (MUHUMUKpOceprdeckast ¢opma BbIMYCKa, BBICO-
Kast aKTUBHOCTb ()ePMEHTOB, OCOOEHHO JIUMA3bI, KUCIIO-
TOYCTOMYMBasA 000JI0YKa MUHUMHUKpOCPep, Haiudue
IPYTUX JIATIOUTIYECKUX HepMEeHTOB, ONITUMAJIbHOE CO-
OTHOIIIeHVe KOJINIAa3a,/InMa3a 1 JIp.).

B psize cydaeB He0OX0IMMO Ha3HaUeHVe HeHAPKO-
TUYeCKMX aHAJIbIeTUKOB B OOJIBIIUX /103aX, B TOM UHC-
ne netsMm [5]. B eanHMYHBIX paboTax MOKa3aHO, YTO
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nprieM OOJIBIIUX 7103 aHTUOKCU/IAHTOB CIIOCOOCTBYET
CHIDKEHHIO MOTPeOHOCTY B aHAJIbreTHKax. Tak, 10Ka-
3aHa 3Q(eKTUBHOCTh AaHTUOKCUAHTHOTO BUTAMUH-
HO-MHHepaJIbHOTO KoMIIeKca (Cyab(azeHo3mI-Me-
tMoHuH — 800 mr/cyt, Butamun C — 180 mr/cyr,
ButamuH E — 30 mr/cyt, ButamuH A — 2,4 Mr/cyr,
ceneH — 75 Mkr/cyt). Beesmenue B tepanuto HII ato-
ro KOMILTIEKCA CIOCOOCTBOBAJNIO CHIDKEHHIO HUHTEH-
CMBHOCTM 06O0JIEBOTO CHHAPOMAa U MOTPEOHOCTH
B aHaJbreTukax [8, 31].

[Toaxozbl k BefieHuto 60/bHbIX HIT ¢ ameHoKapIuHO-
Mo DK He OT/IMYAOTCA OT TaKOBBIX IIPU OIYXOJIX OT-
ymuHoro ot HII renesa. B KoHceHcyce BbICKa3bIBaeTcs
MHeHue, 4ro y mnanueHTtoB ¢ HII m ameHoKapuuHO-
Mo ITXK Hy)XHO IPOBOAUTH NMAHKpeaTsKToMuro. ITaHk-
PEeaTIKTOMUS BBITIOJHSAETCS TaKXKe KaK MPOuIaKTide-
CKasi Mepa MpH BbISBJIEHUH TPOTOKOBOM AUCILIA3UH, 00-
Hapy>KeHHOH C IIOMOIIbI0 OHMOICHY TTAHKPEeaTHIecKoro
TMPOTOKA, 0COOEHHO Y maieHToB crapie 30 ser [15].
XOTS pe3ynbTaThl TAKUX MEPONPUATHIA U He Bepuduiu-
POBaHbl HU OHUM M3 NPOCHEKTUBHBIX UCCIeJOBAHUM,
JIOTHYeCKOe paccy’kzIeHre 0Ka3biBaeT He0OXOAMMOCTh
yAaseHus Bcero oprana, tak kaxk npu HII B Tkanu DK
TPOLIecChbl pereHepalyy BbIpaXKeHbl 3HAUUTeJIbHO U CII0-
COOCTBYIOT IIOBBILIEHHOH YaCcTOTe MaJIUTHU3ALIUN.

[IpuBOAMM Hallle KJIMHUYeCKOe HabJo/ieHne, KOTO-
poe, HaCKOJIbKO HaM M3BeCTHO, SIBJIIETCS I1epBbIM CIIy4da-
eM auarHoctukuy HII B Ykpaune.

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

JKano6w: Ha mieproindecKyie OOJIM B STUTACTPHH, Jie-
BOM Hozpebephe, UPPaIUUPYIONIUe B MOSCHUILY, OHOS-
chiBaromue. bomym ycunmMBaroTca BCKOpe Mociie mpreMa
UK, 0COOEHHO OCTPOU, XMPHOM, JKapeHOH, CJIaIKOM.
VHorza BO3HMKAIOT OOJMM B JKMBOTE HeOIpesieleHHOH
JIOKaJIM3aLKK, KOTOPble 00JIerdaroTcs nocie enpl. Cry
peryJisipHbIi, 0pOPMIIEHHBIH, €3 MaTOJIOrNYecKHX Hpu-
Meceil. [[ucrienTuyecKux xajnob Her. OTMedaeT mocre-
IIeHHOe TIOXyZlaHre — Ha 7 KT 3a Toc/iejHre 6 MecsLeB
(cBA3BIBAET CO CTPOTO¥ AMETON), 00IIyI0 c1abocTh. Bec-
TIOKOAT 60JIU B CycTaBax (KOJIEHHBIX, TOJIEHOCTOIHBIX),
VHOI7IA UX NpuUIyXaHue. [lepuoidecku oTMedaetr 60Jb
¥ IUCKOMQOPT B 06J1aCTH MOTYETFOCTHBIX CJIIOHHBIX Ke-
7ne3. Temneparypa B peziesiax HOPMBIL.

Anamnes 3abonesanus. Cunraer cebsi 60JILHOM C BO3-
pacta 35 net (okoso 17 niet), Koraa crajy GecroKOUTh
6071 B JKMBOTe, ObUT YCTaHOBJIEH [IMArHO3 XOJIEIUCTO-
naHkpearurta. [Ipy mpoBeneHnM yiIbTPa3ByKOBOTO MC-
cnenoBanus (Y3W1) kaneuudurarmu IDK He BbIABIEHO.
C Tex 1op YeTKUX 000CTpeHNI TaHKpeaTUTa He ObUIO.

B Havase 2017 r. se4ynsace B HEBPOJIOTMYECKOM CTa-
[IMOHAape MO MOBOJY AWCLUPKYJIATOPHON 3HIedasona-
THH, 3aTeM B (peBpaJie rOCIUTAIN3NPOBaHA B aJIeproio-
TMYeCKUii CTAlIMOHAP MO TOBOA KpanuBHHUIILL [1pu 06-
cnenoBaHun BbisiBieHa HCV-unpekuus. DubpockaH
8.03.2017 — F1-2. C mapra 10 cepenvHbl utoHs 2017 .
nonydana I'enunar. IToce neyenusa PHK HCV otp. no
HACTOSIIIEro BpeMeHH. Bo BpeMsi peObIBaHUS B ajliep-
rOJIOTMYECKOM CTallMOHape IIPOBeJieHa IUIaHOBasA COHO-
rpa¢usi opraHoB OproHO# mosoctH (3.02.2017) — BbI-
sIBJIeHbI TUTI03XOreHHble YYaCTKU C HEPOBHBIMU YeTKU-
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, TIOATBEP)KAAIOUIAX OCTPbIA ITAHKPEAaTHUT, TAKOU
ZIMaTHO3 B BBINIMCKe He yKa3aH. Tor/a ke BbIABJIEHO NOBbI-
IeHve ypoBHA ammiasel — 159 Ep/n (mpu Hopme 10
100 Exi/m) v rmoko3b! kpoBu — 8,09 mmosb /1. [Tony4ana
I[Tpokcuym, dycrataniH, Me3um 6e3 yeTkoro adpdekra.

I[Io coOCTBEeHHOW WHULMATHABE BbIMONHMIA KT
OpIOIIHOW MOJIOCTH W 3a0PIOIIMHHOTO MPOCTPAHCTBA
(7.02.2017) (puc. 14). ITJ)K: ronoBka — 25 MM, TeJl0 —
22 mm, xBocT — 20 MM. CTpyKTypa HEOZHOPOZHAA 3a
CYeT MHOXXECTBEHHbIX OOBI3BECTBJIEHHI Pa3MepoM IO
5 mM. ITaHKpeaTndeckuil MPOTOK He pacimupeH. CBo-
GOMHOM KUAKOCTH B OPIOIIHOM TIOJIOCTH He OTpezieisi-
ercs. Cenesenka — 107x44 Mm; no6aBoYHas OJIbKA —
9 MM; ceneseHOo4YHas BeHa — 10 MM. IToprasibHas BeHa —
14 MM. 3axiroueHye: KaJbKyJ1e3HbIN TaHKPeaTuT.

®I'ZIC (18.05.2017) — pedmokc-330darut crere-
HU A. DpUTeMaTo3Has racTponaTus Ha GoHe yozieHo-
racrpanbHoro peduokca. ITocTbsa3BeHHas nedpopma-
M JIYKOBHUILIBI [IBEHAALATUIIEPCTHOM KHILIKH, Jierkas
CTeleHb.

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

Pe3ybTaThl GMOXMMUYECKOTO aHAJIN3a KPOBU (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 — n0 104 En/n); ananuHamuHOTpaHcdepasa,
acrmapraTaMHHOTpaHcdepasa, y-TIyTaMUJITPAHCIIeNTH-
fa3a, OUIMPYOWH OOIMI U TIPSMOM, OOIIMN aHAIu3
KPOBM — B IIpefieJiax HOPMBIL.

CkopocTb KITyOOUKOBOW GuibTpau — 50 MJ1/MUH
(Hopma — 100-120 ms/muH). PeBMaToMHbIN dakTOp +,
C-peakTuBHbIN 6esiok (CPB) +++.

5.07.2017 obparmnach B KIMHUKY <«HHTO-CaHa»
(r. Omecca) x npod. H. B. ['ybeprpuii, koTopasi ycTa-
HOBUJIA  CJIeyIOIIMN  [IUArHO3:  OlpeJiesleHHbIN

Acc:
2017 Feb 07
Acq Tm: 09:15:47.030993

MNativ
512 x

n:DEM.L Id-ID
s

—DFOV: 38.5 x 38.5cm

XPOHMYECKUI TaHKPeaTuT, Kanbluduimpyromuid. Ha-
IIOMHUM, 4YTO N0 Kiaccudukan M-ANNHEIM ompe-
TIeJIeHHBIM, T. €. He BbI3bIBAIOIIMM COMHEHNs, TaHKpea-
TUT CYUTAIOT B TOM CJIy4ae, eCJId MPUCYTCTBYET XOTS Obl
OZIMH U3 CJIEAYIOMUX MTPU3HAKOB: Kanblmukanus IDK;
BBIPAXCHHBIe U3MEHEHUs TTaHKPeaTu4eCKUX IPOTOKOB;
TSDKeJIasl BHeIIHeCeKpeTOpHas HenocTaTodHocTh ITK
(creatopest), ycTymaromasi 3aMecTUTENIbHON (epMeHT-
HOU Tepamuy; I’UcToorndeckre n3MeHenus tkauu IDK,
COOTBETCTBYIOILIE XPOHUYECKOMY IIaHKpeaTwuty [27].
Hanuuwe y Hamiedl manueHTKH Kanbiméukammu [DK
SIBJISIETCS IOCTATOYHBIM OCHOBAHWEM JJIE TOTO, YTOOBI
CYNTATh IIAHKPEATUT Y Hee ONpe/ieJIeHHbIM.

AHamne3 mcu3nu. Pabora ¢ puanyeckoil Harpys3Kou,
BpeIHOCTSAMU HHIKOTZIa He ObLTa CBfi3aHa. B Bo3pacte
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
HEeO/IHOPOZIHAsA, € YYaCTKaMU ITOHMXEeHHOW 9XOreHHO-
CTH, COLEP)KUT MeJIKUe TMIIep3XOreHHble BKIIIOYeHHUS
10 0,6 Mm.

MHoro jeT mauyeHTKa 1 ee MaThb CTPAfAIOT MOYeKa-
MEHHOI 00JIe3HBI0, YTO MOATBEP)KAAETCS TIPU HEOAHO-
KpaTHOU coHorpaduu (nocnennss 21.09.2017).

O6wexmusto. ObIIee COCTOSTHUE OTHOCUTENIBHO Y/I0B-
JeTBOpUTENbHOE. JloctaToyHoro nutanus. Ilepudepu-
JecKre TUMQaTUdecKue y3Jbl He yBeslmdeHbl. KoXHbIe
TIOKPOBBI ¥ BU/IIMblE CJIM3UCTbIE OOOJIOUKM YKCTHIE,
00bIYHON OKpacku. CycTaBbl BHeIIHe He H3MEHEHBI.
ITom4enroCTHBIE ¥ OKOJIOYIIHbIE CJIFOHHbIE JKeJle3bl 4yB-
CTBUTEJIbHBI [TPY NAJIbIIALINN.

[TepkyTOpHO Ha/l JIETKUMU SICHBIM JIETOYHOM 3BYK,
ayCKYJIbTATUBHO [IbIXaHWE Be3UKYJApHOe. ['paHuLIbI
OTHOCUTEJIbHOW TYIIOCTH CepAlLia B IpefieiaX HOPMBEI,
NeATeJIbHOCTb CepALla PUTMUAYHASA, YaCTOTa CepAeYHbIX

Se: 2/2 Acc:
1 54/267 2017 Feb 07
Ax: F513.5 Acq Tm: 09:15:46.198006

Mag: 1.8x

130.0 kV
5.0 mA
3.0 mm/0.0:1Tilt: 0.0

DFQV: 38.5 x 38.5cm

S R —

Puc. 14. KT 6ptoLLHOM NOAOCTU M 3aBPHOLLIMHHOMO NPOCTPaHcTBa 60AbHONM b. (6€3 KOHTPACTMPOBAHUSA B CBA3M C HAAW-

uyneM y naumeHTkn XIMH) (06bacHEHWE B TEKCTE).
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NOKpalleHny — 66 B MUHYTY, apTepuajbHOe JaBie-
Hue — 135/85 MM pT. CT.

SI3bIK BJIAXKHBIN, 00JI0%KeH GesbiM HasneToM. JKuBoT
TIPY TOBEPXHOCTHOM MaJblIallii MATKUH, ompe/iesisieT-
€A YYBCTBUTEJILHOCTD B IIPOeKLMY Tesa U xBocra ITK.
[Ipu tybOKOI manmbmanuy 60Jie3HEHHOCTh B 30HAX
[MTo¢dapa u I'ybeprpurnia — Ckymbckoro. OTpe3Ku TOJ-
CTOI1 KMIIKK OOBIYHBIX CBOKCTB. [TeyeHb Ha 1 M HIDKe
Kpasi pebepHOii Ayru, 3yiacTuyHas, 6e300Jie3HeHHas,
Kpau 3aKpyrJjieH, POBHbBI, IOBEPXHOCTS ry1azkas. Cese-
3eHKa 4eTKo He masbnupyercs. [lepudeprdeckux orte-
KoB HeT. CumnToM ITacTepHAIKOTO C1abo TMOJIOKUTe-
JIeH ¢ 00enx CTOPOH.

Jlarmsie 0onoHUMeENbHbIX MEMO0008 06¢/1e008aHUSA

21.07.2017: maHKpeaTHyeckas djacTasa B Kajge —
374 mxr/T (HopMa — 60J1ee 200 MKT/T); KOTporpamma —
HeUTPaJIbHbIIA XU He OOHapPYKeH.

Buoxummyeckuii anams Kposu (15.09.2017): amunasa
KpoBu 001asi — 164 Exn/n (Hopma — no 100 En/m), amu-
J1a3a naHkpeatudeckas — 34 En/n (Hopma — o 53 En/n),
amuia3a Moy — 226 En/n (Hopma — 10 447 En /), mvna-
3a kpoBu — 33,1 En/n (Hopma — 1o 60 Ez/m); rmokosa
xposy, HbA, — B mpezieniax HOPMBL

MarHuTHo- -pe3oHaHCcHass ToMmorpagus  OpraHoB
OpromiHoii mosioct ¢ xoJaHruorpadpuert (19.07.2017)
(puc. 15). TIXX: ronoBka — 30 MM, Tesio — 18 MM, XBOCT —
16 mm. Crpykrypa nuddysHO HeomHOpOAHAA 3a CUeT
KaJIbIIMHATOB, KOHTYpPbI YeTKHe. B mpoekuuu Tena 1o
BEPXHEMY KOHTYDY eJMHWYHbIE MeJKMe KHCTbI /O
6-7 MM 0e3 YeTKOH CBSI3U C MTAHKPEATUYeCKUM IIPOTO-
KOM. BupCyHTMaHOB IPOTOK B TeJie IMaMeTPOM MaKCH-
MyM 6,34 MM. CBOOGOZIHOH JKMJKOCTU B OPIOLIHOM MOJIO-
ctu He onpezenserca. CenezeHka — 115x53x107 mm;
cesie3eHOYHas BeHa — 9 mMm. [lopranbHas BeHa — 12 MM.
3akJIroueHre: MarHUTHO-Pe30HAHCHAS KAPTHUHA KaJbLIU-
HaToB M equHM4YHbIX Kuct ITDK. CrieHomeranusi, Koc-
BeHHble IPI3HAKY TIOPTaJIbHOM TUMepTeH3HN.

Xots npu nposenennu KT oOGHapyXeHO paciiupe-
HUe TIOPTaJbHOM BeHbl, a IPY MarHUTHO-Pe30HAHCHOM
TOMOrpaduu — CIUIEHOMerajusi, y Hac He ObLIO

KIMHNUYECKOE HABMOAEHWE

OCHOBAaHUH AiyMaTh O LUppo3e neyeHU. Ero cumnTomMoB
He ObLIO HY KJIMHUYECKH, HU 10 pe3yJbTaTaM $pudpo-
ckaHa (cm. Boimte), PHK HCV nociie npoTMBOBUPYCHON
Tepanuy B KPOBU He BBISBJISUIACh. PeleHO ObUIO KOH-
TPOJIMPOBaTh AMAMeTP MOPTaJbHOW BeHbI U pa3Mephbl
cesie3eHKH B JMHAMUKe.

JlMarHO3 ~ ONpe/ieJIeHHOTO  KaJMbLUUIUPYIONIETro
XPOHMYECKOr0 IIaHKPeaTHTa He BbI3bIBaJI COMHEHWI, HO
HeoOX0IMMO OBLIO BHISICHUTH ATHOJIOTHIO 3a00JIeBaHUSI.

[/ BBISICHEHVSI STUOJIOTHY TTaHKpeaTuTa ObUTH BbI-
ABUHYTHI CJIeflyIolye IUoTe3bl:

e QJIKOTOJIbHBIN [TAHKPeaTUT (HO IMal[ieHTKa 3JI0YIIO-
TpebJieHe aJIKOTOJIeM OTPHUIIAeT, aKTUBHOCTB Y-TJIy-
TaMWJITPAHCIIeNTH/IA3bl B IIpeJielax HOPMBI [T He-
OZIHOKPATHBIX MCCJIeZIOBAHNSAX );

e rUIeprapaTupeo3 (3Ta IMIOTe3a BbIABUHYTA B CBA-
3U C COYeTaHNeM KanbLIHUIIPYIOIIero IaHKpeaTy-
Ta C MOYeKaMeHHO! 60JIe3HbI0);

 BUPYCHBIV NaHKpPeaTUT (CBA3aHHBIM C BUPYCOM Ia-
poruta (601 B 0GJIACTH CIIFOHHBIX JKeJie3, CUaJio-
aJileHUT B aHaMHe3e), BupycoM remnatura C);

e JIeKAPCTBEHHBIM NMAHKpPeaTUT (MaleHTKa [PUHU-
MaJjla MHOXeCTBO MeJJUKaMeHTOB, HO He Te, KOTO-
pble OTJIMYAIOTCSA OTYETIMBOM BEPOSTHOCTBIO BbI-
3bIBATh JIeKapCTBEHHbIV TAHKPeATUT: BaJIbIIPOATHI,
MOYeroHHbIe Cpe/ICTBa, e TPHUAKCOH, a3aTHOIPHH,
5-amuHOCanuMUUIaTel U Ap.; BausHue Ha IDK co-
docOyBupa U JenumacBupa, BXOAANIMX B COCTaB
T'eniiHaTa, He M3y4eHO);

¢ QyTOMMMYHHBIN ITaHKPeaTUT (COYeTaHWe MaHKpe-
atura c 60JIIMU B CyCTaBaXx, MOBbBIIIEHNEM MTOKa3a-
tessi CPB, mosoxuTeabHbIM peBMAaTOMIHBIM Qak-
TOPOM);

 TPONUYECKUI NMaHKpeaTUT (HO MaljeHTKa He moce-
I[aJ1a 9K30TUYECKUX CTPAH);

« natoniorusa DK Ha ¢oHe XpoHMUECKOM MoveyHon
HenoctatouHocty (XIIH) BciencTBre ModekameH-
HOIA 60J1e3HY;

« HII (x0Ts ceMelHbI!l aHaMHe3 He OTATOIIeH, HO
NallMeHTKa 3HaeT TOJbKO POJCTBEHHUKOB II0

Puc. 15. MarHuTHO-pe3oHaHcHas Tomorpadus opraHoB OPHOLLIHOM MOAOCTU 60AbHOM B. (0ObSICHEHWE B TEKCTE).
a) MP-nocaepoBatenbHocTb T2 BU; 6) MarHUTHO-pe3oHaHCHas XoAaHrMomnaHkpeatorpadus.
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MaTepUHCKOM JIMHUY; OTel] yMep MHOTO JIeT Ha3af,
¥ POZICTBEHHWKOB I10 OTLIOBCKOW JIMHUM OOJIbHAS
He 3Haer).

17151 MICKJTIOYeH s TUTIepIiapaTHpeo3a ObLIH MpoBeie-
HbI CJIeIyIOIe WCCeIOBAHUS: KaJblluid OOIMH —
2,42 mmonb/n (HopMa — 2,15-2,5 MMOJIb/TT), KaJbLIUI
VMOHU3UPOBaHHbIY — 1,3 mmonb/n (Hopma — 1,16—
1,32 mMonb/ ), mapatropmoH — 33,1 nr/mn (HopMa —
15-65 nr/mm) (19.07.2017). Y3M napamuTOBUAHBIX
xerne3 (21.07.2017) — HopMa.

Hencurometpus (28.07.2017) — ocreomneHus mosc-
HUYHBIX TI03BOHKOB, TpeOymolass MeJuKaMeHTO3HOH
KOPPEKLUY; eiika Gesipa cripaBa 1 cieBa — HopMma. Ofi-
HaKo ISl TUIepriapaTipeo3a xapakTepeH AUQQy3HbIi
BbIPa)KEHHBII OCTEOINOPO3.

B OTHOIIEHUN UCKITI0YeHNs TaHKPeaTUTa, CBA3aHHO-
IO C BUPYCHBIM IAPOTUTOM, BBINOJIHEHBI CJIe/IyIOI1e 1C-
ciefoBanus: aHturena IgM k Bupycy maporurta — 1,26
(Bpmme 1,1 — MO3UTUBHBIN pe3ysbTar), aHTuTena IgG
K BUpYCy napoTtuta — 5,4 (Bbiie 1,1 — MO3UTUBHBIN pe-
3ynbrar) (19.07.2017). B aunamuke (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 (BbIle 1,1 — MO3UTUBHBIN Pe3yIbTarT).

Y3U cmronHbIX kene3 (21.07.2017) — mnarosnorun
He BBISIBJIEHO.

19.09.2017: ocmoTpeHa 3aB. Kadenpoii UHPEKIMOH-
HbIX Oose3Hedl OzecCcKOro HalMOHAJIBHOTO MeUINH-
ckoro yHuBepcuteta mpo¢. T. B. Yaban — kivHUYe-
CKUX U JTaDOPAaTOPHBIX ITAaHHBIX, TOATBEP)KAAIOIINX BH-
PYCHBII TApOTUT, HeT. OTHOKPAaTHOe He3HAa4YUTesIbHOe
MOBBLIIIEHYE [T0Ka3aTensa auTuTes IgM K Bupycy napo-
THTa, BEPOATHO, 00YCJIOBJIEHO IIePeKPEeCTHHIMU UMMYH-
HBIMU peaKLMsAMU.

Yto Kacaercs cBa3M naHkpearura ¢ HCV-undexnu-
eld, To OHa KpaiiHe cOMHUTe IbHA. He onucaHo cTob TA-
xenoe nopaxenue IIJK Bupycom rematura C. Kpome
TOTO, B HAaCTOsI1lee BpeMsI BUPYC B KPOBU He OIpeiesisieT-
Cs1, a TAHKpeaT!T Iporpeccupyer (IOBbIIIeHNe aKTUBHO-
CTY aMUJIa3bl KPOBN).

Jlanee mpoBenieHO 00CIIe/IOBAaHUE /Il UCKJIFOYeHUs
ayTOMMMYHHOT'O TIaHKPeaTHTa ¥ CUCTEMHOro 3a00JeBa-
HUA: aHTUHYKJIeapHble aHTuTesna MeHee 1:100 (HopMa)
(19.07.2017); aHTHTENA K LUTOIIA3MaTUYECKUM aHTU-
reHaM HeWTpoQUIbHBIX rpaHynouuToB (p-ANCA,
c-ANCA) obOHapyeHBI, HO B HHU3KOM TuTpe 1:10;
Ig G4 — 1,4 r/n (Hopma — 7o 1,2 1/n) — NOBBILIEHNE
He3Ha4yuTeslbHOe, He MMeeT JUarHOCTUYecKOro 3Hade-
HuA (26.07.2017).

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

Pentrenorpa¢uss ~ opraHoB
(1.08.2017) — HOpMa.

2.08.2017: KoHCYyIbTHPOBaHA PeBMATOJIOTOM, [i-POM
Mez. HayK T. B. AHMKeeBO: y4UThIBasl BUPYCHBIN rema-
TUT B aHaMHe3e, Hannyre ANCA U NIOBBILIeHNe YPOBHSA
CPB MoryT OBITb OOYCIOBJIEHBI 3THM JHarHO30M.
OnHako NOBBILIEHNVEe YPOBHS KPeaTUHUHA, CHUXeHue
CKOPOCTU KJIyOOYKOBOW (puibTpaiu 10 50 MJ/MUH
CBUJIETEJILCTBYET O MOPaXKeHU! 1movex. Hesb3sa nckio-
yuTb ANCA-accouMnpoBaHHbIN BacKyauT. HazHaueHO
1i000cIe[oBaHue.

TPyOHOW  KJIETKU
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14.08.2017: CPb — 0,02 mr/nn (Hopma — MeHee
0,5 Mr/m1), IUPKyIMpYIOIIe UMMyHHbIe KOMILTIEKChI —
66,0 En (Hopma — 1o 120 En).

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

[ToBTOpHBIM OCMOTp A-pa Men. HayK T. B. AHukee-
BOI: IaHHBIX, oATBep X Aatronmx ANCA-accolMupoBaH-
HbI} BaCKYJIUT, HeT (peKOMeH/I0BaH MOHUTOPHHT CKOPO-
CTU KJIyOOYKOBOY QUIBTpAIMK, OOIIIEro aHaiM3a MOvH,
CYTOYHOTO aHa/M3a MOYH Ha 6esiok). Ha MoMeHT ocMmo-
Tpa IaHHBIX, NOATBepXatomux cuHapoM [llerpeHa, Het
(cne3Hble xesie3bl PYHKIMOHUPYIOT, CJIFOHA BbIJeIaeTcs
B JIOCTaTOYHOM KOJIMYeCTBe, CyXOCTU BO PTy HeT, IpO-
ub aHTUHYK/IEApHBIX aHTUTEJ OTPULIATeNIbHBIH).

YuuThIBas MOYeKaMeHHY0 6071e3Hb 1 XITH, MbI MOT-
Jm ayMatsb o nopaxkenuu ITK, casannom ¢ XITH. Oxnna-
KO pa3BUTHe TaKOr0 NaHKpeaTUTa CTAaBUTCSA T10J] COMHe-
Hue B npuHLuIe. Kpome Toro, maHkpearudeckast rumep-
depmeHTeMUS pa3BMBAeTCA IPU YPOBHE KpeaTHMHHHA
B KpoBH Bblie 300 MKMOJb/J1 [1].

g nckmodenrs HIT BBIMOJIHEHO reHeTUYeCKOe KC-
cneznosanue (11.08.2017): reH KaTHOHUYIECKOTO TPUIICH-
HoreHa PRSS1, nonumopdusm R122H — A /a (reteposu-
roTa); reH CeKpeTopHOro MHrubuTopa Tpuncuia SPINK I,
nonumopdusm N34S — A /A (Hopwma).

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

Marepu v foyepy HaLyeHTKN BbINOIHeHo Y3 opra-
HOB Opro1HO# nosocty (21.09.2017): y novepy npusHa-
KOB CTpyKTypHOU natosioruu ITK He BbIABIIEHO, B [TOYKAX
MeJIKUe TUMepIXOTeHHble BKIIOUeHHUs 2-3 MM ¢ 00enx
CTOpOH; y Marepy yMepeHHble au¢dy3Hble H3MeHe-
Hus TDK, ModekameHHasi 60sie3Hb, KOHKPEMEHTBI 00erx
nouek, XITH (ucToHYeHNe TapeHXUMBI).

CA 19-9 (06.11.2017) — 13,4 En/mn (Hopma no
34 En/mn).

Taxum 06pa3oM, OCJie MPOBE/IeHHBIX UCCIIeIOBAHUI
MbI CHOPMYIMPOBATIN OKOHUAMENbHBIU OUAZHO3:

OCHOBHOU: OTIpeieIeHHbIN KaMbLUUPUIMPYIOMNA Ha-
CJIe/ICTBEHHBII TAHKPEATHT B CT/IU 0OOCTPEeHHS;

conymcmeyrousuii: MO4eKaMeHHast 60JIe3Hb C JIOKaJIU-
3alueri KOHKPeMeHTOB B obenx moukax, XITH II craguun.
Xponnvecknyi BupycHbld renatut C, PHK (-). S13BeHHas
00JIe3Hb IBEHAZILIATUIIEPCTHON KUIIKW, HeaKTUBHAs
daza, ¢ HanMuKMeM TOCThSA3BeHHOW JlepopMaIy JIyKO-
BULIbI [IBEHAALATUIIEPCTHON KHUILIKY, aCCOLIMMPOBAHHAsA
¢ Helicobacter pylori.

CunrtaeM HeOOXOUMBIM OTMETHTh HECKOJIBKO MO3U-
1M OTHOCUTEJILHO 3200 IeBaHKS HAIlIeH MallMeHTKL.

BasxHO, 4TO, HECMOTPS Ha Ha/lMuKe KaablUKaIIK
ITXX u pacivpenys I71aBHOTO ITaHKPeaTU4ecKoro Ipo-
TOKQ, pe3yJIbTaThl (peKaJbHOTO 3JIACTa3HOTO TeCTa OCTa-
I0TCSI HOPMaJIbHBIMU. DTO YKa3blBaeT Ha TO, YTO MaHK-
peaTUT pa3BWIICA HeNaBHO (BO3MOXHO, B (QeBpase
2017 r., Korza BIiepBble ObLIM BBISIBIEHBI MOBBIIIEHUE
II0Ka3aTeseyl aMWjIasbl U IJIFOKO3bl KPOBW, H3MeHe-
Hust IDK nipu coHorpadum). Ecu 661 TaHKpeaTUT pas-
BWJICS paHbILe, TO C BBICOKOM BePOATHOCTBIO MOKHO
ObUI0 OBl OXXUIATh CHIDKEHWs BHEIIHEeCeKPeTOPHOI
dynkimu [DK (110 JaHHBIM JIUTEPATypPbl, BHEIIHeceKpe-
TOpHasA HejocTaTo4HOCThb ITXK npy coyetanum ee Kajb-
MUKaIMKM ¥ pacHIMpeHHs] BUPCYHI'MAHOBA ITPOTOKA



umeer MecTo B 90% ciydaeB [12]). Yka3zaHHOe Bblie
006CTOATENLCTBO  (COXpPaHeHHasi BHEIIHeCeKpeTOpHast
¢bynkuws IDK) cBuzieTenbCTBYeT 0 HeOOXOAMMOCTH -
(beKTUBHBIX JiedeOHBIX NeHCTBUI (CM. HIDKe) 6e3 mpo-
MeIJIeHU L.

KoHcepBaTyBHas Teparvis Halllel MalMeHTKy, 6e3yc-
JIOBHO, MAJIONEPCIEeKTUBHA. YUYUTbIBAsA paCLIMpeHue
BUPCYHI'MaHOBA NIPOTOKA, MbI IIPEJIION0XKNIN, YTO BbI-
COKa BepOATHOCTb HAJINYMA KOHKPEMEHTOB B HeM. B cBs1-
34 C 3TMM 0O0JIbHOI TpoBesieHa 3HAocoHOrpadus DK
VI JKEJTYHBIX TyTel IS TOCJIe[yIOIIEero peleHus 0 Heoh-
xoauMocTy BblnosiHeHus1 DPXIIT 1 3HA0CKOIIMYEeCKOIo
WINM OIIepaTMBHOIO BMellaTesbCTBa. DHAOY3U IDK
Y JKeNuHbIX MyTeld BbINONHeHO 6.11.2017 (puc. 16)
B nleHTpe «OLYMED» (r. Kue), uccieoBaHue poBo-
[V 33B. 3HAOCKONYeckuM otzesnenueM C. B. My3bika.
ITo pesynbraTtam 3a80Y3U IDK He yBenn4yeHa, KOHTYpPbI
ee poBHbIe, YyeTKre. DXoreHHOCTh 1K HepaBHOMepHas,
NPEVMYILIEeCTBEHHO B TOJIOBKE U B TeJle OIpefesATCa
OYyaroBble aH3XOreHHble BKJIOYEHUSA pa3Mepamu
4-5 MM, TUIlepIXOreHHble MPOTSDKeHHble BKIIIOYeHH,
YTOJIIIeHre CTeHKM BUPCYHTMAaHOBA IPOTOKA. [luamerp
IIPOTOKA HePaBHOMEPHBIN (C y4aCTKaMy paclIApeHust 10
5 MM B rOJIOBKe U 4 MM B TeJle), BKJIOYeHUsI B IPOTOKe
He BU3yaJU3UPYIOTCA. BHeleyeHOUHbIe jKeT4eBbIBOA-
IVie IPOTOKU He pacIuvpeHbl, O6e3 BKIIOYeHNi. YBeu-
JyeHHbIe TUMQaTryecKye y37bl B KJIeT4aTKe, OKPY’Kako-
wen xenynok u IDK, He Busyanusupyroorcs. BeBozbL:
3H/IOCOHOrpadUIecKrie TPU3HAKY XPOHNYECKOTO MaHK-
peatuTta. PekoMeH/J0BaHO HAOJIOZIEHVE Y TaCTPOIHTEPO-
sora, sHn0Y3U IDDK B nuHaMuKe.

Manudecranus HII B Bo3pacre 52 jiet siByisieTcs He-
TUNUYHOI (0OBIYHO OH MpPOsIBIIsieTcs paHblie). [Ipesmo-
JaraeM, 4YTO paspemaionM (GakToOpoM ABHUJIACH
HCV-undexuus u/vua npoTMBOBUPYCHAsA Tepams.

Heobxonumel mepuomrdeckrie KoHTposib CA 19-9
u sH70coHOrpadus IDK (opreHTrpoBoyHO 1 pa3 B 6 Mec).

YuuTtbiBast MouekaMeHHYI0 60J1e3Hb ¢ XITH y maTe-
DY NIALMEHTKHY, Y caMO¥ OOJIbHOM ¥ MOYEeKHUCIIBIH /1ua-
Te3 y ZI0Yepy MAI[MeHTKH, CYMTAeM IielecO0OpPa3HbIM
PEeKOMeHJIOBaTh yyacTue B FeHeTU4eCKOM MporpaMme
10 Mo4eKamMeHHoU 6oJsie3nu (rerbl VEGFA — vascular
endothelial growth factor A, VDR — vitamin D receptor,
TNF-o. — tumor necrosis factor-o)), KoTopast mpoBoO-
muTcst B HemelKkoM JuarHoCTU4ecKoM 1ieHTpe cB. [1aB-
na (r. Ozecca).

B Hacrosiee BpeMs NalyeHTKe Ha3HAYEHO CJIeZyI0-
mee sevenue: Hombnaza 20 mMr yrpom U BeyepoM 3a
30 muuyT 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-
3aress GeKaIbHOTO 371aCTa3HOTO TecTa M Mocjie HopMa-
JIM3alUK aKTMBHOCTY aMUIa3bl KPOBH OYZlyT HA3HAYEHbI
(depMeHTHBIe IpenapaThl, 103a KOTOPBIX OYZIeT 3aBHCETh
OT CTelleH! MaHKpeaTU4ecKoW HeJJ0CTaTOYHOCTH. Dpa-
nukauuto Helicobacter pylori pelieHO OTJIOXUTb.

3anpeleH NpreM ajKorojs axke B MAHMMAJIbHOM
KOJIM4eCTBe, a TaKXe 3alpelieHO KypeHue, IpueM
B IIUILy OCTPOrO, KUCJIOTO, FOPLKOI0, OYeHb >XUPHOTO
Y OYEHb CJIAJIKOTO.

ITpennonaraem, yto HII — He Takas yX pefKas 1aTo-
Jorus. Bpaun NOJDKHBI 3HaTh O BO3MOXXHOCTH TAaKOTO

KIMHNUYECKOE HABMOAEHWE
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Puc. 16. Pe3ynbtathl 3HAOY3M MK 60AbHOM B. a) aHaxo-
FEHHbIN Y4acCTOK B NapeHXMMe; 6) rMnepaxoreHHbIe BKAO-
YeHusl, BEPOSITHO KaAbUMOMKaATbl; B) HepaBHOMEPHbIN
MPOCBET MPOTOKA, YUYaCTOK PacCLUMPEHUSI.

naHKpeatuTa. [eHeTHYeCKe UCCIIeI0BAHNUS CTajU OoJiee
TIOCTYIIHBIMY, ¥ HY>)KHO IOHUMAaTb, B KAKUX CJIy4asx Iie-
Jlecoo6pa3HO HAMpaBJIsATh OOJIbHBIX HA COOTBETCTBYIO-
1ee UCCIIeI0BaHNe.

Mgl cTouM TOJIBKO y uCTOKOB m3ydyenuss HII Bo
Bcex ero acrnekrax. HIT — 3To oxHa U3 3arajo4HbIX
CTOPOH IIaHKPeaTOJIOTMH, KOTOPYI HaM IpPeACTOUT
NI03HaBaThb. Bce jxe He CTOUT BO BCeX CNy4asax MaHKpe-
aTUTOB C HeSICHOM JIJIg 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. A\ykawueBuu?,
N.T. domeHko?

LAOHELKUA HaLMOHAAbHbIA MEAULMHCKUIA YHUBEPCUTET,
YKpauHa (r. AumaH)

’MHoronpoduabHasa KaMHKKa «MHTo-CaHar, Opecca, YkpanHa

KaroueBble CAOBa: NMOAXKEAYAOUHASNA XEeAe3a, HACAEACTBEH-
HblA MAHKPEaTUT, MyTaLUsi reHa KaTMOHWUYECKOro TPUMCU-
HOreHa, PUCK paka NMOAXKEAYAOUHOM XeAe3bl, KAMHUYEeCKoe
HabAoAEHWE

B cTaTtbe npoBeaeH 0630p AMTePaTypbl MO OCHOBHbIM reHe-
TUUECKUM MYTaLMAM, MPUBOAALLMM K Pa3BUTUIO MaHKPea-
TWTa, NPOAHAAU3MPOBAH NaTtoreHe3 HaCAeACTBEHHOTO NaH-
KpeaTuTa 1 BbICOKOTO PUCKa paKa NOAXEAYAOUHON XeAesbl
npu atoMm 3aboreBaHWKU. ABTOPbI OMNMcaAM COBCTBEHHOE
KAMHUYECKoe HabAIOAEHUE KanbLMOULMPYHOLLEro NaHKpe-
aTvTa, Pa3BUBLLUErocs y NaLUMEHTKM C MyTauuen reHa Ka-
TMOHUYECKOTO TPUMNCUHOreHa. OBCYXAEHbI TaKTUKa Aeve-
HUS1 U HAOAOAEHMUS.

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)
2Multidisciplinary 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 _
AiarHOCTUKM i AudepeHuianbHOi Aia-
FHOCTUKHU (KAIHIUHE cnocTepe)XeHHA)
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IN\OHEUbKUN HaLiOHAAbHUIA MEAWMUYHUI YHIBEPCUTET,
YkpaiHa (M. AumaH)

’baraTtonpoginbHa KaiHika «IHTo-CaHa», Oaeca, YKpaiHa

KAlouoBi caoBa: niplLAyHKOBaA 3an03a, CMAAKOBUM NaH-
KpeaTtuT, MyTalif reHa KaTiOHiYHOro TpUMCUHOreHa,
PU3NK paKy MiALUAYHKOBOI 3aA03M, KAIHIYHE crnocTepe-
XEHHA

Y cTaTTi HaBEAEHO OMASiA AITEPATYPU 3 TOANOBHUX FEHETUY-
HUX MyTalil, WO NPU3BOAATb A0 PO3BUTKY MaHKPEATUTY,
NPOaHaAi30BaHO MAaTOreHe3 CMaAKOBOrO MaHKpeatuTy i
BMCOKOIO PU3UKY paky MIALUAYHKOBOI 3aA03U MPWU LbOMY
3axBOpPOBaHHI. ABTOpPU OMMCaAn BAACHE KAIHIYHE crnocTe-
PEXEHHS KanbLMOIKYHOUOro NaHKpeaTuTy, O BUHUKHYB Y
NaLieHTKWU 3 MyTaLIEO reHa KaTiOHIYHOMO TPUMICUHOreHa.
O6roBOpPEHO TaKTUKY AiKyBaHHSI | CMIOCTEPEXEHHS.
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