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HacineacrBeHHBIN ITAHKPEATUT:
OO30p JIUTEPATYPHI U IIEPBBIN CITy4dau
JUATHOCTUKU B YKpAUHE

HacnencrBeHHOCTh — OMHUOYC,

B KOTOPOM HAC CONPOBOK/IAIOT HAIIU IIPE/IK;

TO U JIEJIO KTO-HUOY/Ib U3 HUX BBICOBBIBACTCS OTTY/IA,
OIIEJIOMJISIST HAC CBOMM TIOSIBJICHHUCM.

Onueep Xonms,
AMEPUKAHCKULL NUCAINEb

[IpuBenEcH 0630p IUTEPATYPBIL, TOCBAICHHBIN OCHOBHBIM I'€HETHYECKHUM MYTAIHSIM, IPUBOJSAIIUM K PA3BUTUIO
HaHKpeaTuTa. [IpOaHAIN3UPOBAH MTATOI€HE3 HACEACTBEHHOI'O ITAHKPEATHUTA U BBICOKHUI PUCK PA3BUTHS PaKa
THO/PKEITYJOYHOM JKeIe3bl IIPH 3TOM 3200J1€BAHHU. OTIMCAHO COOCTBEHHOE KIMHUYCCKOE HAOIIOJCHUE KAJIbIIU-
(PULHPYIOUIETO MAHKPEATUTA, PA3BUBIICTOCA Y MAIIMEHTKU C MyTAIIUEN I'eHA KATHOHUYECKOT'O TPUIICMHOI'€HA.
OO6CYX/ICHBI TAKTUKA JICYCHUS U HAOIIOICHUSL.

KiroueBbi€ C10Ba: TIO/PKCITyJOYIHAA JKCIIC34, HACJIE/ICTBECHHBIN ITAHKPCATUT, MYTAITUA I'CHA KATUOHNYCCKOT'O

TPUIICUHOT'E€HA, PUCK PAKA ITO/PKETYJOUHOM JKeJIe3bl, KIMHIYECKOE HAGTIOICHUE.

Cpezm MHOKECTBA 3TUOJOTHUYECKUX (haKTOPOB,
BBI3BIBAIOIINX MATOJIOTUIO TOJKENTY0UHOM
xemeswl (I17K), manMenee mM3y4eHHBIM SIBJISETCS
HacsecTBeHHOCTh. C TeHeTHYeCKOU Mpeapacioso-
JKEHHOCTBIO CBS3bIBAiOT psix 3abosesanmii TIK.
OCHOBHBIMY TeHETHYECKN 00YCTIOBIEHHBIMU HEDH-
JTOKPUHHBIMU 3a00/IeBAHUSIMU OPTaHa CUNTAIOT MY-
KOBUCIN/03, HacheacTBeHHbIN mankpeatut (HIT)
n HacaenctBenubri pak 117K, He caywaiino ma Jo-
rorurte Midwest Multicentre Pancreatic Study
Group, co3mamHoOM 71 BCECTOPOHHETO U3yUEHUs
HacqaenctBenHou marosorun 7K (anmapemuono-
TUH, TTaTOTeHe3a, KINHIMYEeCKUX MPOSIBIEHNH, TIPOT-
HO3a U T. ]I.), YKa3aHbl IMEHHO 3TU TPH 3aboJieBa-
nus. HaciencrBeHHbIMU 3a00I€BAaHUSAME SABJISIOT-
cs1 takoke cungapombl [Ieaxmana u Moxamcoma—
Baussapma, BpokaeHHas —cuiepobaacTHYeCKast
aHeMHs ¢ 9K30KPUHHOU HemocTaTouHOCTHIO 117K,
cunapombl Kimapka — Xaasuina u Auepcena, u3o-
JINPOBAHHAS HEJIOCTATOYHOCTH OT/IE/IbHBIX TAHKPE-
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aTnyecknx ¢hepMeHTOB (JTUTAa3bl, KOJUIA3bl, aMH-
J1a3bl, TPUIICMHOTEHA ), CUHAPOM HEIOCTATOYHOCTH
SHTEPOKUHA3BI, MaKpoaMUia3eMus, AepUInT
o-aHtuTpuIcuHa u ap. [7]. Tenernueckn obyciios-
JIEHHBIMU SBJIATOTCA anoMmaiuu passutusa [IK:
pancreas divisum, pancreas annulare, pancreas aber-
rans, BpoxaeHHbie kuctol [IK u ap. [5].

Buepsoie HIT 6b11 omcan B 1952 1. M. W. Com-
fort u A. E. Steinberg, koTopsie 06ce10BaM OKOJIO
100 cemeil B pasHbIX cTpaHax (OOJIBIIHHCTBO 0OCIIe-
JIOBAaHHBIX TIPUHAJJIC)KATM K €BPOICHCKON pace,
TaKsKe B KOTOPTY HAOJIIOIeH T BOIILIN JKUTEN A3
u Bocrounoit npun). Mccaenosarenn yctaHOBU-
au, uro HII mmeer ayTOCOMHO-TOMUHAHTHBIN THUTT
HacJIeT0BAHUS C HETIOJTHOM MTeHETPAHTHOCTHIO (OKO-
710 80 %), TO €CTh € BEPOSATHOCTHIO PA3BUTHUSI TIPOSIB-
Jienuii 3aboJeBaHus TIPY HAJMYUN COOTBETCTBYIO-
el reHeTHYeCKOU ITpepacnonokeHHoCTH [9].

Eme no tounoro obbscHenusa marorenesa HIT
ObLIN IIPEIIOIOKEHUS O CBSA3HM 3a00/I€BAHKS C Ha-
CJIeICTBEHHON TaToJorredl TmpoTokoB. CoryacHo
ATOI TMIIOTE3€, TEPBUYHBIMU SIBJISIIOTCST aHOMAJIH
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poToKOBOM cucteMbl 17K, a pazBuTHe nmankpeatu-
Ta — BTOPUYHBIM (13-32 HAPYIIEHUSI OTTOKA TaH-
KpeaTH4yecKOro cekpera). ITa rumnoresa Obljia OCHO-
BaHa Ha ToM, uTOo ipu HII yacto BbIsBILIOTCA U3-
MeHeHUs TpoToKoBoH cuctembl [17K. bouia mpeasio-
JKeHa Takske Teopus MeunnTa aHTHOKCHIAHTOB B
tranu 17K, corsracHo KOTOpo#l OCHOBHOE 3HAaYeHUE
B TIaTOTeHe3€e MMeNT OKCUAaHTHERIH cTpecc [7].

B 1996 1. D. C. Whitcomb ¢ coast. paspaboranu
TeHHYIO Teopuio, obbsicHsonyo passurue HIT n
CBSI3BIBAIOIIYTO €TI0 C My Tall¥eil reHa, KOJUPYIOIIero
tpuncunoren [10]. beina mokazana csasp HII ¢ ma-
cJIie/IoOBaHUEM cIelu(pUIecKux MapKepoB U3BECT-
HBIX JIOKYCOB XPOMOCOM, /ToKazana accoruarus HII
¢ MyTaruei resa B IuHHOM 11ede VII xpomocombl
(735). I1pu a0l MyTaIIK MPOUCXOANT 3aMEHa ap-
TMHUHA HA TUCTUIUH B 117-M MOJI0KeHUN MOJIEKY-
aiel Tpunicnaorena — R117H (o noBoit HoMenkTa-
type — R122H) [13]. lokasaTenbcTBO reneTnye-
CKOH TPe/IpaciiooKeHHOCTH K Pa3BUTHIO MTaHKPe-
aruTa B 5 % ciydaeB 3a00JI€BaHUsT HAIILJIO OTPasKe-
HUe B KiaccuduKanmun (hakTopoB PUCKa XpOHIYe-
ckoro mankpearuta (TIGAR-O). B aroii ab6peBua-
Type GykBa «G» pacumindpoBbiBaeTcs Kak «genetic»
[10]. HIT Bbigesnsiior Takxke B KJaaccubUKAIUN
M-ANNHEIM (rae H — <hereditary») [9]. OxHoii
TEHETUYECKOH IPe/IPaCIioIOKEHHOCTH, KaK [paBu-
JI0, HEIOCTATOYHO [IJIST Pa3BUTHSA TTAaHKPEATUTa, He-
06XOIMM UHUIIMUPYIONIMIA BHENTHUH (hakTop (Uarie
BCETro — 3JI0yNoTpebIeHre aTKOToIeM, OrInapHast
[aTOJIOTHsT, BUPYCHast MHMEKIMs U JIp.), CIIOco0-
crBylonmil Manudecranuu sabosesanus. Koneuno,
TeHETUYECKasl MPEIPACIIONOKEHHOCT YBEJIUINBa-
€T PUCK Pa3BUTHS ATKOTOIBHOTO MankpeaTuTa [13].
HII oxmHakoBo 4acTo HaOMIOMAETCS Y MYKYUH U
SKEHTITUH He3aBUCUMO OT Pachl [7].

[Tosske ObLIM BBISIBIECHBI MyTaI[MK T€Ha CEPUH-
nporeastoro nuruouropa Kazasms tuma I (SPINK T)
y TAIMEeHTOB € WAMONATUYECKUM XPOHUUECKUM
MAHKPEATHTOM, /OKa3aHa CBSI3b OKOJIO TTOJIOBUHBI
CJIy4aeB TPOIUYECKOTO MAHKPEATUTA U YaCTU CJIy-
YaeB WMONATHIECKOTO XPOHMYECKOTO TTaHKpPeaTH-
ta ¢ myTtareir SPINK T (N291) [5, 9, 10, 13].

B nacrosiee BpeMst MOKHO CIUTATh, UTO TITHPO-
KWW CIIEKTP BO3MOKHBIX acCOIMalvii TeHoTHura,/
(benotrma HII BriIouaeT nmpsmbie ayTOCOMHBIE 0-
MUHUPYIOIINE 4ePThl 3200JI€BaHUS € TIOYTH TTOJTHON
MEHETPAHTHOCTHIO (JIOMUHAHTHBIE MYyTaIlUU TeHa
PRSS1), «msarkues» renerndeckue hakTopbl pUcKa
6e3 MPU3HAKOB MEH/IEJIEBCKOTO HACIe[0BaHusT (My-
tarnuu redoB SPINK I, tpancMeMGpaHHOTO peryJisti-
topa kucrozuoro ¢pubpoza (CFTR), xumorpuricu-
Horena (CTRC) u np.) [3, §, 11, 12].

Vuureisag, uto IIJK cunresupyer 6oJbiioe Ko-
JINYECTBO TUIEBAPUTEJBHBIX (PEPMEHTOB, CYIIe-

CTBYET Psijl AyOJUPYIONMX MEXaHU3MOB, IMPEIISIT-

CTBYIONINX ayTON3y TKaHu oprana (puc. 1) [13]:

- nmpoxaykiug ¢pepmerTos 17K B HeakTuBHOI hop-
Me (B ¢popme mTpohepMeHTOB);

+  pasesieHue B IPOCTPAHCTBE MPOIECCOB TIPOLYK-
mnn (B 1I7K) n aktuBanum gepmenTos (B 1Be-
HaIIATUTIEPCTHON KUIITKE T10J] IeMCTBUEM DHTE-
POKHWHA3bI);

+ Jokanuzaius (pepMeHTOB B 3MMOTE€HHBIX TPaHy-
JIaX aIlTHAPHBIX KJIETOK, TIPEIOTBPAIIATONTIX BbI-
X071 (DePMEHTOB B IUTOILIA3MY;

+ HHM3Kasd KOHICHTPAIUS MOHOB KAJbIUA B IUTO-
IJIa3Me aliMHAPHBIX KJIETOK, YTO CHUXKAET BEPO-
SATHOCTH aKTUBAIIUY TPUTICUHOTEHA;

- cekperusg SPINK I;

- crocobrocTh hepmentos 117K k ayTosnusy;

+ IPOJYKIIUS O, -AaHTUTPUIICHHA U OL,-MUKPOIJIO0Y-
JIMHA B TMEYEHH, 0OECIeYNBAOIINX CBSI3bIBAHUE
AKTUBUPOBAHHBIX MAaHKPEATUYECKUX (hePMEHTOB
B KPOBH U TIEPUTOHEATHHON JKUKOCTH.

B nipunIune, MyTtaiust Jr000T0 13 reHOB, KOJIH-
pylonmmx MexaHusMbl camosanuter 11K, moxer
[IPUBECTH K PA3BUTHIO TTAHKPEATUTA TIPU HAJTUIUN
BHENTHIX MTPOBOIUPYIOMHNX (PAKTOPOB.

[Tpoanasmsupyem moapobHee matorenes HII,
accormuupoBantoro ¢ mytamusayvu R122H u N291.
Moutekysia TPUIICHHA COCTOMT W3 JABYX CyObeau-
HUI, COEIWHEHHBIX TIOJUTIENTHAHON  IIEMbIO
(puc. 2). B nonoxxennn 117 3Toil 1ienu HaXOAUTCS
aprunuH. Mesxay AByMs CyObeuHUIAMEI TPUIICH-
Ha pacroJiaraeTcsl €ro aKTUBHBIN 1IEHTP, KOTOPbIN
c1IocoOeH pacro3HaBaTh apriHUH U JIU3UH U OCY-
HIECTBJISITH B MECTE COEIUHEHUS ITUX aMUHOKUC-
JIOT JIU3WC TOJUTICTITUAHON Tienu. VIMeHHo Takum
00pas3oM TPUIICUH, ME3OTPUIICHH U 9H3UM Y MHaK-

/.' JIusocoma

3uMoOreHHble
rPaHyJIbl
Pertukyio- @
DHJIOTEINAIbHAS
ceTh

Bakyosnb

Tonkas Kuika (] s 3¢
\TpI/IHCI/IH /

‘ ODHTEPOKMHA3a ‘

Puc. 1. MexaHH3MBI 3AIUTHI OT IIPEKIECBPEMEHHOM
axkruBanuu pepmentos ILK (1o D. B. Adams u coasr,
2017 9D
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CAT — KaTaIMTHYECKAs TPHUAZA

R117 — MeCTO MyTalMK¥ KATUOHUYECKOI'O TPUIICUHOI'CHA
N21 — mecto myranmu SPINK 1

SS — pucynbpuaHas CBA3b

E29/E24 — riyraMMHOBas KHCIOTA

C — KapOOKCHIbHBIN KOHELL O6JIACTH

N — aMHHO-KOHEII 061aCTU

Puc. 2. CTpyKTypa 4€/10B€9€CKOr0O TPHIICHHOI'CHA
(o D.B. Adams u coast., 2017 [9])

tuBupyioT 80 % MHTpAlaHKPEATUYECKUX TPUIICH-
norera u tpuncuna [9], SPINK I — ocrasurytocsa
gacTh (puc. 3).

SPINK I npeacrasisger coboii cruenuduieckuii
cybeTpar s TpUICHHA, HeoOpaTHMO CBSI3bIBaeT
CEepPUH TPUIICMHA C JU3WHOM CBOETO AaKTUBHOTO
nentpa. Basxkno, uto SPINK I cunresupyercs B ko-
audecTBe, B 20 pa3 MeHbIIIEM KOJIMYECTBA TPUIICH-
Horena, mpoxayiupyemoro 7K. B cBsasu ¢ atum
SPINK I MOsKeT MoJHOCTbIO HHTHOUPOBATH TPHII-
CUH B TKaHW OpraHa TOJbKO TOT/Ia, KOT/Ia YPOBEHb
AKTUBHOCTU TPUIICMHA HU3KUM. B aTux ciayuasx
SPINK I mpemoTBpaiaeT mocaenyionyio ayToak-
TUBAIMIO TPUIICHHOTEHA U OJOKHMPYET KacKaj ak-
TUBAIUN TTAaHKPeaTHIecKuX (pepMeHTOB U ayTOJH-
3a IIJK (puc. 4). Ilpu mHTeHCUBHOI aKTUBALIMU
tpuncunorena SPINK I ne B cocTrosanmnm ero mHak-
TUBUPOBATh. B 3TOM ciydae TPUIICUH U JPYTHUe
TPUIICHHOTIOAOOHbIE (DEPMEHTBI, KaK YHOMSHYTO
BBIIIIE, JIM3UPYIOT TTOJUIENTHAHYIO 1I€Ib, 0OBEIH-
HAIOILYIO JBe CYOBEMHUIIbI TPUIICKHA, B TTOJIOKE-
Hum 117, To ecTh B MecTe COeIMHEHUS] apTUHUHA U
gusuna. [Ipu MyTaruu KaTHOHUYECKOTO TPUIICH-
HoreHa R122H aprunun 3ameHsieTCsl Ha TUCTU/IAH,
[I09TOMY TPUIICUH He CIIOCOOEH JU3UPOBATh MOJIE-
KyJIbl TPUIICHHOTEHA M TpUIICMHA. MoIIHOCTH
SPINK I B aTuX coydasx He XBaTaeT JJIsT 6JIOKI/Ip0-
BAHUS ayTOAKTUBAIIMU TPUIICUHOTEHA, KacKaJ| aK-

AKTHUBHBINI

N-koHeIg

Puc. 3. CTpyKTypa KOMIUIEKCA TPHIICHHOI'€H —
SPINK I (110 M. S. Bhutani u coast,, 2017 [5])

TUBAIINU TTaHKPeaTuuecKuX (hepMeHTOB U ayTOJU3
[TK npopomxatores [5, 7). IIpu myranun SPINK 1
(N291) cumskaercs cTeneHb MHAKTUBAIINHT TPUTICH-
Ha U [PU BO3/EHCTBUU MOIIHOTO TIPOBOIUPYIOIIIE-
ro (axropa (amkorosn) passusacrcs HIT (puc. 5).

HII nogpasaensioT Ha:

1) xmaccnyeckuii (ayTOCOMHO-IOMUHAHTHBIMN, C
neHeTpanTHOCTHIO 80 %; TeH KAaTHOHUYIECKOTO TPHUTI-
cunorena PRSS1, R122H, N291);

2) UaAMoNaTUYECKUT.

Boizessior takske ocoosie hopmbl HIT: mankpea-
TUT C TUTIEPAaMUHOAIIUTYPHUel (BbIIeJIeHIe C MOYOI
AMMHOKHCJIOT B pe3yJibrare NeHeTHYecKoro Tyoy-
JIIpHOTO fepeKTa), TeMOPParnyecKuil maHKpeaTuT
C yBeJUYEeHUEM BBIJIEJIEHUS 3JEKTPOJIUTOB C TIO-
TOM; MaHKPEATUT, OOYCJOBJEHHBIH HapylieHueM
oOMeHa KaJIbIns.

B cBs3u ¢ HOBBIMU TIpE/CTABIEHUSIMU O POJIU
FeHHBIX MyTaI[Mil B ITaTOreHe3e XPOHUIECKOTO MaH-
KpeaTuTa, MO3KHO TIPETIONIOKUTD, YTO JIBE BELYIIINE
G opMBI UAMOMATIYECKOTO TTAaHKpeaTuTa (C pAaHHIM
U MO3/THUM HA4asioM ) 00y CJIOBJIEHBI PAa3HBIMU reHe-
TUYeCKUMH MeXaHudMaMiu. bosee Toro, BapuauT ¢
MO3/IHUM HAYajJioM MOKET ObITh MOAMMDHUIINPOBAH
dakTopamu cpebl, HaTpuMep, aaKkorojeM. B coot-
BETCTBUM C ITOW TUTIOTE30H, BO3MOKHO, UYTO CPE/N
AJIKOTOJINKOB XPOHUYECKWH TTAaHKPEATUT Pa3BUBa-
€TCsl TOJIBKO Y JIUIL C TeHETUYECKOU TIPEIPACIIOIO-
JKEHHOCTHIO K 9TOH matosoruu. /lantoe mpeanosio-
JKEHWe TOJTBEPXKAAeTCs TeM (PaKkToM, 4TO ayiKo-
FOJIBHBIN XPOHUYECKHUI TTaHKPEATUT JUATHOCTUPY-
0T JIIIB Y HeOOJIBIIOTO KOJUYECTBA JIHIL, 3JI0YIOT-
pebIAIONMX CUPTHBIME HanuTkamMu. C 9TUM CO-
rylacyercst ToT hakT, yTo KJINHUYEeCKask MaHugecta-
s gokasantoro HIT mosiBisiercst 0ObIMHO B BO3-
pacte 3—10 seT 1 UMeeT BTOPOH MUK B BO3paCTe
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[ToBpesxnenue
COCYZIOB

Paspymenne
AJTbBEOJISIPHOTO
cypdaxranTa

BuyTtpuopranzas
aKTUBaI[I TPUIICHHA

IloBbimenue
TIPOHUIIAEMOCTHU
KaIMJJIIPOB
W BeH

[ToBpexnenue
KaluJLIsIPOB

JIBC-cunnpom

JKuposoit
HEKPO3

Puc. 4. IIpOTEOTNTHIECKHH KACKaJ§, — OCHOBA AyTOIHN3a IO KETyJOYHOH >KeJIe3bI

(o M. S. Bhutani u coasr, 2017 [5])

20—25 jeT, korna GOIBIIUHCTBO MMAIIMEHTOB HauK-
HAfOT MPUeM aJKoToJIs |4, 7].

B paszsutun HII sokazano 3HaueHue u Jpyrux
myTarii [8]. Ocoboe BHUMaHUE YENSETCS MyTa-
i CFTR — rena tpaHcMeMOpPaHHOIO Perysitopa
KUCTO3HOTO (hrbpo3a. DTa MyTallusi W MyTallusi
SPINK I macrenyiorcs 1mo ayTOCOMHO-PeTleCCUBHO-
My tuny. [lpn Hasmaunm y narmenta mytanna CEFTR
pasBWBaETCAd MYKOBUCITUIO3 WJI TEHETHYECKU Jie-
TEPMUHUPOBAHHBIN TUITIODEPMEHTHBIN TAHKPEATHUT.
Taxoit BapuanT HII Bo3MoskeH Takke MpU HEJ0CTa-
TOYHOCTU TPOAYKIIMU W HAPYIIEHUM AaKTUBAIUU
Tpurcunorena [7].

Wpentndukanus HIT TpagunnonubiMu MeToa-
MU HEBO3MOJKHA, TIOCKOJIBKY CIETU(IIECKUX MOP-
dhosornyeckux 1 GHOXUMHUYECKUX MapPKEPOB He Cy-

mectByet [3]. IIpu o6eneqoBanmy nannueHTa Heoo-
XO[IIMO ITPOBOIUTH TIIATENbHBIN cOOp aHaMHe3a,
VUUTBIBATH HACJEICTBEHHOCTh, HUKOTUHOBYIO U
AJTKOTOJTBHYTIO0 3aBUCHUMOCTD, TIOTEPI0 MACCHI TeJa.
Xora HII xapakrepusyercss paHHUM HavyaJIoM
(y 80% OGOJMBHBIX TPUXOAUTCS Ha BO3PACT IO
20 j1eT), HO MPaKTUYECKU BCeTIa — TIO3/IHEl UaTHo-
CTUKOI1, 0Opa3oBanueM KasbiinpukatoB I1JK okpy-
rioii opmbr (B 50 % ciyuyaeB (puc. 6)), niceBio-
KucT. HauabHbIe ero MposiBIEHMsT CXOMHBI ¢ KITHU-
HUKOI OCTPOTO TaHKpeaTuta. THITMIHBI TOBTOPHbIE
AMM30/bI GOJIEBOTO aOIOMUHAIBHOTO ¥ JIMCIIEIITH-
YeCKOTO CHH/IPOMOB € TOCTENEHHO YBEeJNYUBAIO-
Mefcs 4acTOTOW U BBIPAKEHHOCTHIO PENUNBOB,
HapacTaHueM crerenn (PyHKIIMOHAJIBHON HefocTa-
tounoctu 17K (y 15—20 % 6osbHBIX BBISIBISETCS
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HeaxtusHblil TpUICHHOTEH

N

[Mentum AxTuBanus (ayToaKTUBAINS )
AKTUBAIUU TPUIICUHOTEHA — TIPeBpallcHIe
TPUIICUHOTEHA €r0 B TPUTICUH
G nakTupanus
- " rpumcina SPINK1
SPINK1 \
MyTarus MyTarmus rena
SPINK1/PSTI TPUIICHHOT€HA
He He unakruBupyercst
q 3» UHIUOM- 3 % MYTaHTHbBIM
pyercs TPHUIICHHOM
MyranT Myrant
SPINK1/PSTI R122H

NS

AxTuBupoBanue pepmeHTa —
ayToriepeBapuBaHie — ITAHKPeaTUT

Puc. 5. HHTpanaHKpeaTHIECKasI aKTHBAIHSL
TPHUIICHHOT€HA ¥ T€HETHYECKH JJCTEPMHHHPOBAHHBIC
AHOMAITMH MEXAHHU3MOB 3aIUTHI OT YPEe3MEPHOH
HHTPAOPTAHHOU AKTUBAIIHH 3TOr0 rmpodepmeHTa
(o D.B. Adams u coasr., 2017 [9])

BBIPAKEHHAS CcTeaTopes), YTO MPUBOAUT K Pa3BU-
TUIO0 XPOHUYECKOTO TaHKpeaTuta. C TeueHueM Bpe-
Menu st HITxapakTepHo yBejmyeHue 1M TeIbHOC-
i peMuccuii. Ha mosgnux cragusx sabojieBaHus
Pa3BUBAIOTCSI CaxapHblil ArabeT (MPUCOeANHSIETCS
gepe3 8—10 set y 20 % 60bHBIX ), TPOMOO3bBI KPYTI-
HBIX BeH (BOPOTHOM, CeJe3¢HOYHON, HUKHEH TO-
qoit), remopparuu [9]. Ilankpearuueckue aTaku
npu HII #e otsimyaioTes ot Apyrux hopM XpoHude-
ckoro nankpearuta. OHAKO HeJaBHUE MCCIeI0Ba-
HIST IOKA3aJIH, YTO HEJIb3sI CYUTATh 3JI0yOTpedie-
HUe aJIKOTOJIEM WA HaJIndue XoJeanTnasa haxro-
pamu, uckmovaiormumu HII. 9To cBumerenbcTByeT
O TOM, YTO M3MEHEHWUe TPUIICUHA SIBJISICTCS JIUIIIb
(hornom. MyTarms mpUBOANT He K yCUJIEHHON aKTH-
BallUM TPUIICUHA, a K HAPYIIEHUIO OJHOTO U3 3a-
MUTHBIX MEXaHW3MOB allMHAPHBIX KJEeTOK. Jlid
BO3HUKHOBEHUS 3200JI€BaHUST U TIOSIBJICHUST KITNH-
YECKUX CUMIITOMOB HEOOXOAMMBI (DaKTOPbI, KOTO-
pble BbI3BaJIM Obl 3Ty akTHBaIuio. [loaTomy /st Be-

Puc. 6. IIpu KOMIBIOTEPHOM TOMOTPAdHH GOTBHOTO
C HACJIEACTBEHHBIM IIAHKPEATHTOM OIIPEJE/IIIOTCA
MHOZKECTBEHHBIE KATBIIH(DHKATHI B IOJIOBKE
TO/IKETYJOYHOH >Kele3bl. B nepunaHkpeaTnyecKux
TKAHAX — CIIA€YHBIH mpouecc (110 P A. Testoni 1 coasr,

2013 [13])

pudukanuu guarnosa HIT Heo6X0a1MO BbIIBIEHUE
MyTaIuii TPUIICUHOTEHA C MOMOIIBIO TOJINMepas-
HOII 1lenHON peakiuu [2].

leneTnueckoe TecTpoBaHUe MTPHU MOJTO3PEHNN HA
HII nosBonser [10]:

- BBIICHUTH, AEHCTBUTENBHO JU MyTaIus Ka-
TUOHWYECKOTO TPUTICUHOTEHA SIBJISIETCS] IIPUIMHON
Pa3BUTHA MMAHKPEATUTA;

0060CHOBATh CUMIITOMBI Y TIAIIUEHTOB;

- IpoBecTd paHHee auarHoctupoBanue HII y
JieTell I palroOHaIbHON TAKTUKY HAOMIOAECHUS 3
HUMU,

BBISICHUTB CTEIIeHb PUCKA Y POJICTBEHHUKOB
TaIuenTa,;

MPUMEHUTD TIPEBEHTUBHYIO TEPATTUIO: U3MEHE-
HUe CTUJIS JKU3HU 11 yMEHBITIEHIST PUCKA BO3MOK-
HOTO Pa3BUTUS TAHKPEATUTA.

dpyrue meroxnsl auarHoctukn HII sasistores
TPAUINOHHBIMY JIJIsI BEPU(UKAITIU XPOHUYECKOTO
HMaHKpeaTuTa BOOOIIE.

Opnna n3 ocHoBHBIX omacHocTedt HIT — peskoe
TOBBITIIEHNEe pricka pasBuTus paka [IJK. Onumme-
muosnoruio HII nzyganu B 1ByX HE3aBUCUMBIX HC-
caepoBanugx B CIITA n EBpore. YcTanoieno mo-
BbIIIEHIE pucka pasButust paka [17K y GonbHBIX
HII B 50—70 pas. 9Tu uccaeoBaHust MPOBOIIIN
Ha ocHOBe 0a3 JaHHbIX MesKIyHAPOIHOM TPYIIIIbI
no usydennio HIT (International Hereditary Pan-
creatitis Study Group) u EBporeiickoro perucrpa
HIT u paka ITJK (European Registry of Hereditary
Pancreatitis and Pancreatic Cancer (EUROPAC)).
Puck paxa 17K noBwimaercs, naunnas ¢ 40 e, u
nocturaer 40—70 % B Bospacre 70 siet (0cOOEHHO,
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Pannwnii Bospacr

KJIMHUYECKON MaHu(ecTarmm

Bbicokuii ypoBeHb OGMEHHBIX TIPOIECCOB
Ha Gone rurnepriposdeparuy SMUTe s

Mytanuu R122H ’ +
SPINK1 u N291

OrcyTeTBre 9THOTPOIHON Teparii U yBeJandenue o0men
IIPOJIOJIKUTEIBHOCTH SKU3HU 11PU 9(DPEKTUBHOM [AaTOT€HEeTHUECKOM JIeUeHUN

JluTeIbHBIN aHaMHe3

|

3a00/1€BaHS

( Peanuzanus apdexros myraumii K-ras, p16, DCP4 u p53 >

@K l'IOIDKeJIleO‘IHOI‘/i meﬂe@

Puc. 7. IIpparHBI BBICOKOH 9YaCTOTHI PAKA IIOKEIyJOYHOH JKeJIe3bl IIPH HACIEACTBEHHOM IIAHKPEeAaTHTE
(110 P A. Testoni u coasr., 2013 [13]): K-ras — OHKOIeH, KOJUPYIOUHIi 6ETI0K, TOMOJIOIMYHBIA SITHAEPMATIbHOMY
u TpaHcopMupyromemMy pakropam pocta; pl6, p53, DPC4 — reHbI-CyIIpeccopsbl OIyXOIEBOI'O POCTA

ecu HIT mpocnexuBaeTcs 1Mo My>KCKOU JIMHUMN).
Yarre Bcero pax pa3BUBAETCS B CEMbIX C MyTallHsI-
mu R122H, N291 wau 6e3 myTaliuii, HO ¢ SIBHBIM
denorumom HII [7].

IIpu TeHETHYECKUX HCCIIEA0BAaHUSIX OOJIBHBIX C
HII namenenuii OHKOreHOB UJIM TEHOB-CYIIPECCOPOB
OITyXOJIEBOTO POCTA HE BBIABJIECHO [9]. ITO 1103BOIIS-
€T TIPEe/IOJIOKNTD, YTO TTPUIIMHA YaCTOTHI BO3HUK-
HoBenust paka 10K npu HII 3akiouaercst B 6osee
BBICOKOM YPOBHE AKTHBHOCTH BOCIAJIUTEIHLHOTO
npoiecca U OOJIbIIE ero JITUTENbHOCTH, DTO JIUIII-
HUH JOBOJ B TTOJIb3Y TOTO, YTO CAaMO XPOHMYECKOE
BOCIIAJICHWE SIBJISIETCS TIPEIPACIIOaraionM (hak-
TopoM pasButug paka [IJK. Beposrho, mmeet 3nayve-
HUE JUIUTEIbHOCTH BOCHAJIUTEIHHOTO MTPOIECCa, OT-
cyTcTBUE 9TUOTPOITHOM Tepanuu ipu HII. B apyrux
UCCJIEIOBAHUSIX TIOKa3aHo, uTo 1pu pake 117K, pas-
BuBLIeMcd BeJsieactsue HII, myTarnum onkorena K-
ras BCTPEYAIOTCS KaK B KJIETKAX OIyXOJIU, TaK U B
MpUJIeKaIuX K Hell TKausx, a Takxke npu HIT B 30-
Hax TUIepIUIa3un anuteans npotokos [10]. Myra-
IIM OHKOTEHOB MOKHO BBISBUTH 1ipu Guoricuu [1HK
WJIW TIPU MICCJIEIOBAHNH ee ceKpeTa (0OBIYHO JIJIsT €T0
TTOJTYYEHUS MCTIONTB3YIOT CEKPETUHOBBIN UJTH CEKpe-
TUH-TIAHKPEO3UMHUHOBBIH TecThl ). [laTorenes passu-
tug paka [1K mpu HII npencrasien na puc. 7.

Bouibiiast yacTh oryxosieit UCXOUT U3 IIPOTOKO-
Boro armrenus 117K, B nacrosiiee Bpems HeT gan-
HBIX, TIOATBEPKAAIONINX OTIUYUE MTATOTeHe3a paKa
ITK nipu HIT, 06b19HOM XpOHIMYECKOM ITAHKPEaTHTe
u 11pu ucxoaHo naTakTHOM 117K [7].

Ecim y 6ombroro ¢ HIT pasBuinch KIMHIIECKITE
[IPU3HAKH, TIO/I03PUTEIbHbIE B OTHOIIeHUY paka [17K,
TO HEOOXOMMO TIPOBECTH SHIOCKOUYECKYIO PETPO-
rpajsinyio xosanruornankpearorpapuio (IPXIIT)
¢ Oworicreil KJIETOK MaHKPeaTH4ecKOro MpOTOKa
[13]. [lokazaHo, 4TO TPEAPAKOBBIM COCTOSTHUEM B
oTHOIeHUN azenokaprmHoMbl [17K aBnsercs man-
KpeaTuyueckas JucIiiazus (aHKpeaTudeckast BHYT-

Puc. 8. PanIN II — quciuia3us IpoOTOKOBOTO
3IHTEINA HU3KOH cTeneHu. IIpOTOKOBBI
3IMUTEINH CJIOUCTBIH, KJIETKH YBEJIHYEHBI, SIpa
THIIEPXPOMHBIC 110 CPABHEHHIO C HOPMAJIbHBIM
IIPOTOKOBHBIM 3MHUTEIHEM (B HHXKHEM JIEBOM YITy

pHUCYHK2) [7]

Puc. 9. PanIN III — gucIuia3usa NPpOTOKOBOTO
3MUTETNA BBICOKOM CTENNEHHU (KAapIMHOMAa in situ).
O1peIessIFOTCA BBIPAKEHHBIE COCOYKOIIOTO0OHbIE
00pa3oBaHIA, A0CPPALHUH AAEP, IOTEPS
IIOIIPHOCTH KJIETOK [7]
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Puc. 10. IIpH 3HAOCKOITMIECKO¥ COHOrpacdhun

Y GOJIBHOT'O C HACJIEACTBEHHBIM IIAHKPEATHTOM
ONPEAEIAOTCA NPUIHAKH TUCIUIA3UH
IIPOTOKOBOTO SIHUTEIHA: THIIOIXOI'CHHBIE
ouard (y3€JIKH), yKa3aHHBIE CTPEJIKAMH,

M runepaxoreHHsie (hoKychl (YKa3aHBI TOJIBKO
TOJIOBKAMH CTPEJIOK) B XBOCTE ITOKETyJOUHOM
sKkesie3nl. IIpH rHCTOIOrHY€CKOM HCCIeJOBAHHU
Y GOJIBHOT'O BBIABJICHA JUCIUIA3HA B OOIBIIOM
KOJIMYECTBE IIPOTOKOB [7]

puriporokoBasi Heomnnasusi — PanIN). Beiaensior
3 crenenu PanIN [7]:
- PanIN I — wuHTpasnuTenmasbHas IIPOTOKOBAS

TUTIEPILIIA3HST;

- PanIN II — nucninasusa Huskoii crenenu (puc. 8);
- PanIN III — aucniasus BBICOKON CTelleHU WU

KapiHoMa in situ (puc. 9).

[l ckpUHUHTA IUCTIIA3UN TIPOTOKOBOTO AITNATE-
JISL U KapIiuHOMBI in situ Ha ¢hone HII mpumensitoT
9HAOCKOTHMYeCKyIo  coHorpadmio  (aumoyY 31),
IPXIII, crimpasibHyio KOMIIBIOTEPHYIO TOMOTrpabuio
(KT), ompenenenne ypoBHst Kapboanturera 19-9
(CA 19-9) wu KaprmudMOPUOHAIBHOTO AHTUTEHA
(CEA) B xpoBH, OTHAKO TOCTATOYHO MH(MHOPMATIBHBI
T06K0 3HA0Y 31 1 IPXIIT. [IpusHakamu maHkpea-
TUYIeCKON auctuia3nu mpu sua0Y 3U cuutaior rerte-
POTE€HHOCTD TTAPEHXUMbI, HAJIMYME TUIIEPIXOTEHHBIX
(hoxycoB n/mmm rumoaxoreHHBIX y3eakos (puc. 10,
11). Ilo pesyasraram IPXIII, mpusHakom, accoruu-
POBaHHBIM C AWCIIa3UEH, CUUTAIOT HEPABHOMEPHOE
pacimpenue IpOTOKOB, MHOT/IA — C MEIIKOBUIHBIMU
pactmmpenusyu (puc. 12). CuMOTOMBI ANCTIIA3UN
1poTokoBoro aruTesins 117K, KoTopbie BBISBISIOTCS
npu aHa0Y 3U u DPXIIT, nipezicraBiienbl B TabJIuIe.

B ampesie 2001 r. 8 Muane (Mrtasmst) ObLT 11pO-
Besier 1T MexiyHapo/IHbIi CUMIIO3UYM 110 HACJIe]1-
crBenHbiM 3abosesanusam 110K, ma xoropom ObLr

Puc. 11. IIpu 3HAOCKOITMIECKO¥ cCOHOrpacduu

Y GOJIBHOTO C HACJIEACTBEHHBIM IIAHKPEATHTOM
OIIPENEIACTCS I€TEPOT€HHOE IT'HII0XOI€HHOE
00pa3oBaHUE B IOJIOBKE IOIKETYTOIHOM JKeIe3bI
(crpenkn). Ilpu pe3eKIuy B IpenapaTe BbUIBICH
GOJIBIIOH yIACTOK quciviasuu (PanIN IIT —
KapIuHOMa in situ) [7]

Puc. 12. Y GOIBHOTO C HACTEACTBEHHBIM
MMAHKPEATHTOM IIPH SHTOCKOITHIECKOH
PETPOrpagHOI XOJIAHTHOIIAHKpeaTorpaduu
BBIIBJICHA HEPABHOMEPHOCTH IIPOCBETA ITTABHOTO
IPOTOKA C PACIHIHPEHHEM OOKOBBIX IIPOTOKOB

B XBOCTE ITO/IKETyJOIHOH »Keyie3sl [7]

MIPUHSAT KOHCEHCYC O MPO(MUIaKTUKE, CKPUHUHTY
u segenmio paka 17K mpu HII [7]. B xomcencyce
YKa3aHO, 4TO TPH OTCYTCTBUU KaKUX-JTMOO BAKIMH
WJIA UHBIX TPOPUIAKTHIECKUX CPEICTB IS TIPe-
orBpauienus pasputus paka 1)K Goapabivm ¢ HIT
HeoOX0MMO n30eraTh WM CTapaThCsl YMEHbIIATh
BJIUSTHUE OCHOBHBIX KaHIIEPOT€HHBIX (DaKTOPOB, Ha-
npuMep KypeHust UK 37I0YTOTPEOTIEH IS aTKOTOJTh-
HBIMHM HAlUTKaMU. JTU Mepbl, a TakKKe OObIYHbIE
npoduIaKTHIECKHe AEHCTBUST CIIOCOOCTBYIOT CHU-
JKEHWIO YaCTOThI CJIyYaeB OCTPOTO TAHKPeATUTa u
0060CTpeHIiT XPOHUYECKOTO MaHKPeaTuTa U yMeHb-
aioT puck pasButugd paka [17K.
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Tabmuia. CHMIITOMBI, ACCOITMHPOBAHHBIC
C IIPOTOKOBOM JHUCIUIA3HEH IO KETyJOYHOM
JKesie3sl [7]

IHocKonMYecKas coHorpadust

- leteporeHHOCTH TAPEHXNMBI

- Tunepaxorennbie (hoKychl B napeHXuMe

- YBesmueHue XOreHHOCTH CTEHOK TJIABHOTO
MTAaHKPEATUYeCKOTO IIPOTOKA

- [unosxorenubie y3eaku

- OuaroBble U3MEHEHUS TAPEHXNMbI

IHOCKONNYECKAs PETPOrpaHasi
XOJIaHTHOTIAHKpeaTorpadus

- HepasnomepHocTs 11pocseTa rJ1aBHOTO aHKPEaTH4ecKoro
IIPOTOKA

- HepaBromepHocTh mpocBeTa 60KOBBIX TIPOTOKOB

- Pacuipenue 60KOBbIX IPOTOKOB

- MemnikoBuiHbIe paclIMPEHNs TAHKPEATHYECKUX IIPOTOKOB

TakuM 06pa3oM, OCHOBHbBIE PEKOMEHJALUN CJIe-
JyTOTITHE:

- [IOJIHOE BO3/IEPKaHUE OT IIPUeMa aJIKOTOJIs U Ky-
pennsg;

- OTKa3 OT IMaHKPEeOTOKCHYECKHUX IIPEIapaTos;

- KOPPEKIUs MeTaboIMIeCKrX HapyuieHni (TH-

MEPTPUTIUILIEPUAEMUS NN TUIIEPKATbIIEMIST );
- mamuenTs! ¢ HII 7oKl meproandeckn mpoxo-

JIUTh MHCTPYMEHTAJIbHbIE 00CTe0BaHus (9H/I0-

Y3U, 9PXIII, KT) nig cBoeBpeMeHHOTO BHISTB-

JIEHUSI U KOPPEKITUU CTPYKTYPHBIX HAPYIIECHU

(HarmpumMep, X0JeTOXOINTHA3a, CTPUKTYPHI TIaH-

KPeaTHUYeCKOTo MPOTOKa), KOTOPbIE MOTYT CIIO-

co6CTBOBATh PEIUANBUPOBAHUIO aTaK OCTPOTO

HaHKpeaTuTa 1 TpaHcopmanuu 3aboaeBaHus B

XPOHUYECKUH TTaHKPEaTHT.

He cymectByer kakux-mu060 ahhEKTUBHBIX CXeM
CKPUHUHTA I 00C/IeI0BaHUST TTAIIMEHTOB U3 TPYII-
b PUCKA Pa3BUTHUS TTAaHKPEATUYECKOH ajieHoKap-
[UHOMBI (B yacTHOCTH, naruerTos ¢ HIT). 910 06b-
SICHSIETCSI CJIC/LYIOTIUMU TIPUIMHAMU:

1) HebOIIbIIoe KOJIMYECTBO OONBHBIX ¢ Bepudu-
nupoBadHbiM HIT;

2) HemocTaToOYHAs YYBCTBUTENHHOCTb W CITEITH-
(pmuHOCTD, 2 3HAYNT, U IPOTHOCTHYECKAST IEHHOCTD
OTIYXOJIEBBIX MAapPKEPOB 0 CPAaBHEHUIO C AUATHOC-
TUYECKUM 3HaueHUeM PaJAMOJOTUYECKUX METO0B
(3HAUUTENBHO JemieBie ObLIO Obl MCIIOJIb30BATh
JUIST CKPUHUHTA Oy XOJIEBbIE MAPKEPbI, €CJIi Obl OHU
UMeJIN TOCTaTOIHYI0 HH(POPMATUBHOCTB );

3) HEZIOCTATOYHAST UYYBCTBUTEIBHOCTD PAINOIIO-
rugeckux Metoauk (cmupanbnoit KT, saumoy 31,
IOPXIII, wmarHuTHO-pe30HAHCHOU TOMOTpadun
(MPT) un xomanruonankpeatorpadun) s BbISB-
JIEHUsT OIyXoJieil Ha pe3ekTabenbHoil ctagnu. Her

MIPOCIEKTUBHBIX UCCJIEIOBAHUN TIPEUMYIIECTB UC-
MTOJTb30BAHUS U 9KOHOMUYECKOHN BBITOHOCTH TOTO
WJIN UHOTO METO/Ia JIJIsl paHHEH JIMarHOCTUKY PaKa
ITK y 6oabubix ¢ HIT. Hegocratounas addexTus-
HOCTh MMEIONUXCS MeTomoB s ckpununra HII
00bsICHSIETCS OYEHb PAaHHUM MeTacTasMpOBaHUEM
Jaske HeOOJIBIX OIyXOJIeid, OTPaHIMYEHHBIM J[Ha-
MMa30HOM YYBCTBUTENHHOCTU METOIOB B YCJIOBUIX
XPOHUYECKOTO MaHKPeaTHTa U BBICOKOH cebecTom-
MOCTBIO TUaTHOCTHYECKUX TTPOTIENYP.

Ha cumnosuyme B MustaHe ObLIM NPUBEIEHDBI
caenyiomue manabie [7]. Eskeromusrii CKpUHUHT
250 Gosbrbix ¢ HIT B Bospacte 40—50 siet B Teue-
Hue 5 Jier ¢ wucronb3oBanueM crupaibuoit KT,
IOPXIIT, sunoyY 3U ¢ onpenenernieM YpPOBHS OHKO-
MapKepOB B CBIBOPOTKE KPOBU U TTAHKPEATHIECKOM
cekpere crous B cpexteM 362 857 mon. CIIA Ha
OJIMH YCTaHOBJIEHHBIH Ararno3 paka [17K, Torma kak
esKerojiHoe 0Oce0BaHue MO0OHOM TPYIIIbI MAIH-
€HTOB C WCIoab30BanueM sHA0Y3U u 3ab0pom
KPOBU U TIAHKPEATUIECKOTO CEKPeTa JIJIsl XPAaHEHUS
(6e3 mpoBemenns uccaegopannit) — 69 943 mour.
CIIIA na ogun auarnos paka [I7K. HecmoTpst Ha He-
OTNITUMUCTUYECKUE BBIBOJIBI, KOHCEHCYC, TPUHSTHIH
B Mutane, pexomenyer 6osbHbiM ¢ HIT crapiie
40 JTeT TPOXOINTD €KETOAHBIN CKPUHUHT B OTHOIIIE-
Huu paka [19K. B Hacrosiiiee Bpemst HanboJiee WH-
(GopMaTUBHBIM METOIOM sIBJIeTCS 9HA0Y 31, XOTs
OKOHYATEJIbHBIN BBIBOJ (DOPMYIMPOBATH €llle PaHo,
TaK KaK TPOAOJIKAIOTCS UCCIeJOBAaHUS TI0 YCOBEP-
HIEHCTBOBAHUIO JIMATHOCTUYECKUX METOIHK.

Crermudmaeckoe gedenne HIT e paspaborano.
YautbiBast ObICTPOE MPOrpeccupoBanre (HyHKIINO-
nampHolt mempoctatounoctu 117K, mokasano masma-
YeHUe 3aMEeCTUTEJIbHON (PePMEHTHO Tepanuu y:ke
Ha PaHHUX CTaAUAX 3a00JI€BAHMSL.

B psizie ciydaeB HeoOX0AMMO Ha3HAYEHIEe HeHap-
KOTUYECKUX aHAJIbIeTUKOB B GOJIBIINX 032X, B TOM
yucsie getsiM [4]. B enHumdHbIX paboTax MoKasaHo,
4TO MpueM OOJIBIINX 03 AHTHOKCUIAHTOB CII0CO0-
CTBYeT CHUJKEHWIO TIOTPEOHOCTH B aHAJIbreTHKAX.
Tax, moxazama a(hheKTUBHOCTb aHTUOKCHIAHTHOTO
BUTAMUHHO-MUHEPAJIBHOTO KOMILTeKca (cyabdae-
nosua-metnoanmH — 800 mr/cyt, Butamun C —
180 mr/cyT, Butamun E — 30 Mr/cyT, BuTamun A —
2,4 mMr/cyT, cesien — 75 MKr/cyT). BBenenue B tepa-
nuio HIT aToro koMIniekca crioco6CcTBOBAIO CHIKE-
HUIO MHTEHCUBHOCTH OOJIEBOTO CHHApPOMA W TOT-
peGHOCTH B aHATbreTHKAX [5].

IMoaxomas! k Begenuio 6ompubIx HIT ¢ agernokap-
nuHomoit II7K He oTinyaoTcs OT TaKOBBIX IIPU
onyxos otamuHoro ot HII renesa. B koncencyce
oTMeueHo, uto y narueHToB ¢ HII u anenokapiu-
Homoi TTJK Heo6XoarMMo MPOBOANUTH MaHKPeaTIK-
tomuio. llocieHIon paccMaTpuBaioT TaKKe Kak
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Mpo(UIAKTUIECKYIO MEPY TIPU BBISBJIECHUU C TI0-
MOIIbIO OGUOTICUY TAHKPEATHIEeCKOTro IIPOTOKA IIPO-
TOKOBOH JINCIJIa31H, OCOOEHHO Y TTAI[MEHTOB CTap-
e 30 sret [10]. XoTd pe3yasraThl TAKUX MEPOTIPH-
SITHI He Bepu(UITMPOBAHBI HU OHUM U3 IIPOCIIEK-
TUBHBIX MCCJIEI0BAHMUI, JIOTHKA TOBOPUT O HEOOXO-
JIMMOCTH yJIaJIeHUs BCETO oprana, Tak kak rpu HII
B Tkanu 17K mporiecchbl perenepaiiny 3HaYUTETHHO
BBIPAKEHBI U CIIOCOOCTBYIOT TIOBBIIIEHHO 4acTOTe
MaJIUTHU3AIIH.

[TpuBoAKMM Hallle KIMHUYIECKOE HAOMIOAEHIE, KO-
TOPOE, HACKOJIBKO HaM U3BECTHO, SBJISIETCS TEPBBIM
cayyaem auarnoctuku HII B Yikpaune.

Kmnanueckuii ciyyait

Bosbnasg B., 52 rofa, 3aBeyoniast MpoIyKTOBBIM
Mara3mHOM.

Kano6sl Ha neprogndeckiie 60N B SIMUTACTPUH,
JIEBOM TIozipebepbe, UPPaUUPYIOINIHe B MOSICHUILY,
OTIosChIBaTOIIMEe. Bosn yeuIMBaIoTCsT BCKOPE TOCTe
npueMa I, 0COOEHHO OCTPOM, KUPHOI, Kape-
HOM1, coajikoii. VIHOria BO3HUKAIOT OOJIU B JKUBOTE
HEOIPeAEIeHHON JTOKaIN3al[u, KOTOpble objierya-
1oTcst mocse enbl. CTys perymsipHbIii, odopMeH-
HBIH, 6€3 TTaTOJIOTHYeCKuX puMeceil. /lucnentuye-
ckux skanob Her. OTMevaeT MocTerneHHoe Moxy/a-
HUe — Ha 7 Kr 3a nocjenaue 6 Mec (CBSI3bIBAET CO
cTporoii aueroit), o6y caabocts. Becrokost
6o B cycraBax (KOJIEHHBIX, TOJIEHOCTOITHBIX),
WHOT[Aa UX mpuiyxanue. I[leproamyeckn orMedaeT
60s1b 1 AUCKOMGBOPT B 00JACTH IIOAYEIIOCTHBIX
CJTIOHHBIX KeJie3. TemmepaTypa B IIpeieiax HOPMBL.

AnaMHe3 3a60seBanusg. Cuuraer ceOst G0IbHOM ¢
35 zer (okoso 17 zer), Korga craiu GECIOKOUTH
60JIU B sKUBOTE. BB yCTaHOBJIEH INATrHO3 XOJIEIINC-
tonankpeatuta. [Ipm Y3U rameruduraruu 17K

He BbIsiBJIeHO. C Tex 1mop 4eTKuX 000CTPEeHU MaH-
KpeaTuTa He ObLIO.

B navase 2017 r. 1euniach B HEBPOJOTMIECKOM
cTaloHape Io TTOBOAY AUCITUPKYJIITOPHON 9HIe-
dasonaruu, B heBpasie TOCIUTAIN3NPOBAHA B aJl-
JIEPTOJIOTUYECKUH CTAIMOHAP TIO TIOBOY KPaIliB-
uuipl. IIpu obcrenosanuu Boigsiaena HCV-un-
deknusa. Gubpockan 8.03.2017 r. — F1—2. C map-
Ta 710 cepeaunnl uiond 2017 r. mpunnmana «lemnmm-
nat». [locne mevennsa — PHK HCV orpurnatensio
JI0 HACTOSIIIETO BpeMeHu. Bo Bpemst mpeObIBaHMsI B
AJJIEPTOJIOTMIECKOM CTaloHape ObLTa TpoBeieHa
IJIaHOBasl coHorpadus OpraHos OPIOIIHOI TOJIOC-
™ (03.02.2017) — BBIABICHBI TUITOAXOTECHHBIE
YYaCTKU C HEPOBHBIMU YETKUMM KOHTYpPaMU pa3-
mepom 16,0 x 11,0 x 7,6 Mmm, B obmactu Tera TIK —
6,4 x 3,8 MmM. BoiBoa: ocTporil mankpeatut. OpHAKO
B CBSI3W C OTCYTCTBHEM KJIMHUKO-J1aBGOPaTOPHBIX
JIAHHBIX B II0JIb3y OCTPOTO TAaHKPEATUTa TaKOMN
JIMarHo3 B BBIMTICKE He YKa3aH. Torma ke BHIIBIEHO
noBbIitieHne amuiaassl — 159 EJ[ /71 (mopma — 1o
100 E/I /) u ramoko3sl B kKpoBu — 8,09 MMomb /.
[Mpunumana <«IIpokcuyms», «/lycmaranuay, «Me-
3UM» 6e3 4yeTKoro adexTa.

[To cobcTBeHHOI WHUIMATUBE BbIMOMHWIA KT
OPIONIHON MOJOCTH ¥ 3aGPIOIIUHHOTO MTPOCTPAH-
ctBa (07.02.2017) (puc. 13). Pazmepst 117K: ronos-
Ka — 25 MM, Tesio — 22 MM, xBocT — 20 MM. CTpyk-
Typa HEOTHOPOIHAST 32 CYET MHOKECTBEHHBIX 00BI3-
BECTBJICHUIT pazMepoM 10 5 MM. TTaHKpeaTndecKmii
nporok He pacumper. CBOOOAHON JKMIKOCTU B
GPIOIITHOIT MOJIOCTH He ompeieisieTcst. Pasmep ceste-
senkn — 107 x 44 mm, 1ob6aBouHas 10JbKa — 9 MM,
nuaMeTp cene3énounoil Beabl — 10 Mm. [Iuamerp
noprasbHOl BeHbl — 14 MM. 3akiioueHune: KajabKy-
JIE3HDBIH TaHKpeaTHT.

Puc. 13. KomnsrorepHas ToMorpadus OPIONIHOM ITOJIOCTH H 3A0PIOIMIHHHOTIO IIPOCTPAHCTBA OOIBHOM B.
(6€3 KOHTPACTHPOBAHMS B CBA3H C HAUIHIHEM y HanueHTKH XITH) (0ObACHEHHE B TEKCTE)
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®ubporactpoayonetnockonust (18.05.2017) —
pedmiokc-a30darut cremenn A. IpUTEMaTO3HAS
ractponaTus Ha oHe IyoleHOTACTPATbHOTO ped-
miokca. [locTba3Bennas medopMaiiis JTYKOBUITHI
JIBEHA/IIIATUTIEPCTHON KUIITKHU, JIETKAs CTEIIEHb.

12.07.2017 STUL-tect na Helicobacter pylori —
MOJIOKUTETTbHBIH.

PesysibraThl OMOXMMHUYECKOTO aHaiu3a KPOBU
(uionn 2017 1.): amunasa B kpoBu — 154 EJ[/n
(mopma — gmo 100 ENA/7), xpeatrmHwmH —
91 mxmoub/n1 (HopMa — 10 80 MKMOJIB/JT), TIIEI0Y-
nag ¢ocdaraza — 117 E/l/n (wopma — 10
104 EJl/xn), ananmnamuHorpancdepasa, acrapra-
TaMIHOTpancdepasa, y-TaAyTaMAATPAHCIENTHIA3a,
OuMpyOMH OOIIMIA 1 TIPSIMOIA, 00T aHAI3 KPO-
BU — B IIPe/iesiax HOPMBI,

CkopocTb Kiy6oukoBoii (husisrparim — 50 Mir/MUH
(mopma — 100—120 mu/mMumn). PeBmaTtommHbii
(dakrop +, C-peaktuBHbii 6esok (C-PB) +++.

05.07.2017 r. o6parmnace B KimHuKy «uTo-Cana»
(r. Onecca) x npod. H. B. TyGeprpuit, koTopast ycTa-
HOBWJIA CJICIYIONINT TUATHO3: OMPE/IeI€HHBIN XPO-
HUYEeCKUI maHKpeaTut, Kaabiindunupyonmiit. Ha-
moMHUM, 4To 1o Kjaaccupukammun M-ANNHEIM
OTIpEJIEJIEHHBIM, TO €CThb HE BbI3bIBAIOIIUM COMHE-
HUS, TAHKPEaTUT CYMTAIOT HPU HATUYUK XOTs ObI
OJIHOTO W3 CJIEAYIONINX TPU3HAKOB: KaJbI[UDIKa-
s [17K; BeIpaskennble u3MeHeHns TaHKpeaTude-
CKUX IPOTOKOB; TsiKeJiast BHEITHECEKPETOPHAs He-
nocratounoctb [IJK (cTearopest), mopmatorascs
3aMeCTUTETbHON (PePMEHTHON Teparuu; TUCTOJIO-
rudeckne maMenenusa Tkanu [IJK, cooTBeTcTBYyTO-
e XpoHudeckomy mnankpearuty [9]. Hamuuue y
nmanuenTky Kambiudukaruu 117K saBasercsa nocta-
TOYHBIM OCHOBAHUEM JIJISI TOTO, YTOOBI CUUTATH MaH-
KpeaTuT y Hee OTPe/IeTeHHbBIM.

Anamues skusnu. Pabota ¢ husnyeckoil Harpys-
KO W TOKCUYECKUMHU BelleCTBAaMU HUKOTAA He
Obiia cBsizaHa. B Bospacte 20 JieT BbIsIBIEHa yo/ie-
HaJIbHast S13Ba, TPUIKIBI OTMEYEHbI 000CTPEHMSL.

B 2016 r. nuarHoCTUPOBAH OKOJIOYIITHBINA CHATIO-
anenut. Ilpu Y3U 24.05.2016 r. oxosoyiiHas
CJTIOHHASI JKeJie3a ClpaBa HE3HAYMTEJbHO YBeIuye-
Ha, CTPYKTypa HEOAHOPOAHASA, C yYACTKAaMH TTOHU-
JKEHHOU HXOTEHHOCTH, COAEPIKUT MEJKUE THUIIep-
3XOTEeHHBIE BKIIIOUEHNS pazMmepoM 70 0,6 mm.

MHoro JieT malrenTKa ¥ ee MaTh CTPAJIaloT Move-
KaMEHHOU GO0JIE3HBIO, YTO TOATBEPKIACTCS IPU
HEOMHOKpaTHON  coHorpacduu  (MociepHsas —
21.09.2017).

O6bextBHO. O0OI1ICE COCTOSAHME OTHOCHUTEIHHO
yzaoBJseTBOpuTENbHOE. JlocTaTouroro mutanusd. [le-
pudepuueckue auM@oy3abl He yBeandeHbl. Kox-
Hbl€ TIOKPOBBI U BUAMMbIE CJIM3UCTBIE YHCTHIE,
006brumoit okpacku. CycTaBbl BHEIIIHE HE H3MEHEHDL.

[TomuenocTHbIE U OKOJIOYIITHBIE CJAIOHHBIE JKEJIE3bI
YyBCTBUTEIBHBI TPU TAThIIAIIH.

[lepkyTopHO Haj JIETKUMU SICHBI JIETOYHBIHI
3BYK, ayCKYyJBTATUBHO JIbIXaHUE BE3UKYJSIPHOE.
Ipanuirpl OTHOCUTETBHOM TYTIOCTHU CEP/IIla B TIpeie-
JlaxX HOPMBI, eITeTbHOCTD CeP/IIla PUTMIYHAS, Yac-
TOTAa CepJICUYHbIX COKpallleHnit — 66 B MUHYTY, apTe-
puanbHoe gaBiaenne — 135/85 MM pT.cT.

SI3BIK BJIaKHBIHI, 007105K€eH OesibiM HasteToM. JKu-
BOT TP MOBEPXHOCTHON TAaJbIANU MSTKUI,
OTIPEJIeJISIETCS YYBCTBUTEIBLHOCTD B TIPOEKIIUU TeJIa
u xsocra K. TIpu raybokoii najpnarmu 6oses-
HenHocTh B 3oHax Iloddapa u Tybeprpuia—
Ckyabckoro. OTpe3Kn TOJICTOW KUIIKU OOBIYHBIX
cpoiictB. Tledenp Ha 1 cM HuKe Kpast pebepHOii
IyTH, 3acTudnas, Oe3bose3nenta, Kpail 3aKpyr-
JIeH, POBHBIN, MOBEPXHOCTDb Tyankas. CemeseHka
JeTKO He manbiupyercs. [lepudepruyecknx oTekoB
wer. Cummnrom ITacrepHankoro caabo MMOJIOKUTE-
JieH ¢ 06enX CTOPOH.

JIaHHbIe JAOIIOJIHUTEJIbHBIX METOA0B

o0cie10BaHus

21.07.2017 r. maHKpearwueckas 3jacrasa B
Kajie — 374 Mxr/T (HOpMa — Gosiee 200 MKT/T); KO-
porpaMMa — HeHTPaJIbHbII KUP He 0OHAPYIKEH.

bBuoxumnuecknii amanus kposu (15.09.2017):
amuIasa B Kposu obmas — 164 EJI/n (Hopma — 10
100 E/ /), amnnaza nmankpeatndeckasd — 34 EJ[/n
(mopma — mo 53 EJl/m), amunaza B moue — 226
E/l/n (mopma — mo 447 EJl /), numnaza B KpOBU —
33,1 E[l/n (Hopma — o 60 E/I/xn); rioko3a B Kpo-
Bu, HbAlc — B mipeziesiax HOpMBbI.

MaruuTtHo-pe3oHancHas Tomorpadusi opraHoB
OpIOIIHON ~ MOJIOCTH ¢ XOJlaHTHOTpadueit
(19.07.2017; puc. 14). Pazmepsr IIJK: romoBka —
30 MM, Tesro — 18 MM, xBocT — 16 MMm. CTpykTypa
nud@ysHO HEOAHOPOIHAS 3a CUET KaJbIIUHATOB,
KOHTYPBI YeTKHe. B Mpoeknm Tera Mo BepXHEMY
KOHTYPY €IUHUYHbIE MeJKUEe KUCTBI 10 6—7 MM
6e3 YeTKOW CBSA3M C MAHKPEATHICCKUM TIPOTOKOM.
BupcyHroB npoTox B Tejie MAKCUMaJIbHOTO /IUAMET-
pa 6,34 mM. CBOGOAHAS KUAKOCTD B OPIOIIHOM 110-
JIoCTH He oripejensieTcss. Pazmepbl cejie3eHKU —
115 x 53 x 107 MmM; graMeTp cee3éHOUHON BEeHbI —
9 mm. [loprampras Bena — 12 M. 3akiodyeHue:
MP-kapTuna KaJbIMHATOB W €JUHUYHBIX KUCT
IT7K. Critenomeranusi, KOCBeHHbIE TIPU3HAKU TTOP-
TaJbHON TUTIEPTEH3UN.

Xotst ipu KT o6GHapyskeHO paciiipeHue mop-
TaJbHON BeHbl, a npu MPT — cruieHomeranus,
y Hac He ObLIIO OCHOBAHU 3aI10I03PUTD IUPPO3 T1e-
yenu. Ero cuMnToMoB He ObLIO HU KIAUHIYECKH, HIA
no pesyJsratam ¢pubpockana (cm. Bbimie), PHK
HCV mocne mpoTuBOBUPYCHOH Tepanuy B KPOBHU
He BBISIBJIsIACh. PelieHo ObLIO KOHTPOJUPOBATDH
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Puc. 14. MarHUTHO-PE30HAHCHAS TOMOTI'Pad s OPraHOB GPIOUIHOM IIOJIOCTH OOJIBHOI B.
(o0BsicHEHHE B TeKCTe): A — MP-ntociiemoBareabHOCTH (T2-B3BENIEHHOE H300PAsKEeHHE);
b — MarHUTHO-PE30HAHCHAA XOJIAaHTHOIIaHKpeaTorpadmusa

JIaMeTp TTOPTATHHON BEHBI M pa3MePBhI Cee3eHKU
B JIMHAMUKE.

Jlnarnos orpezesleHHoOTo KadbIU(PUITIPYIOIIETO
XPOHUYECKOTO IMaHKpeaTUuTa He BBI3bIBAJ COMHE-
HUIT, HO HeOOXOAUMO OBLJIO YCTAaHOBUTD HTHOJIOIHIO
3a00J1eBaHUsL.

Jliist BbISICHEHUST DTUOJIOTUU MTAaHKPeaTuTa ObLIK
BBIIBUHYTBI CJIEYIOIINUE TUTIOTE3bI:

+  QJIKOTOJIBHBIN TaHKpeaTuT (HO TarMenTKa
370ynoTpebJIeHre aJIKOTOJIEM OTPHIIAET, Y-TJIyTa-
MUJITPAHCIENTHIAa3a B TIpeiesiaX HOPMBI TIPU HEOJI-
HOKPATHBIX UCCJIEIOBAHUSIX );

- TUTeprapaTupeos (9Ta TUTIOTE3a BHIABUHYTA B
CBS3U C COYETAHUEM KalblIU(PUIUPYIOIIEro IaH-
KpeaTnuTa ¢ MOYeKaMeHHON G0JIe3HBIO);

- BUPYCHBIN MAHKpeaTUT (CBSI3aHHBIN C BUPY-
coM maporuta (601 B 00JACTH CHIOHHBIX KEJIE3,
CUAJI0a/IeHUT B aHaMHe3e) u renatuta C);

- JIeKapCTBEHHBIN TaHKpeaTUT (TTarfueHTKa Mpu-
HUMaIa OOJIBLIOE KOJUYECTBO MEAUKAMEHTOB, HO
He Te, KOTOPBIe OTTMIAIOTCS OTUETTUBOI BEPOSTHOC-
THIO BBI3BIBATH JIEKAPCTBEHHDIN IMAHKPEATUT: BaJIb-
MPOAaThl, MOYETOHHBIE, TIe(hTPUAKCOH, a3aTHOIPHUH,
S-aMUHOCAIUIIATEL U Ap.; BiausHue Ha 110K co-
dhocOyBrpa M JIeAUNACBUPa, BXOAAINIMX B COCTaB
«lemnmuuaras, He U3y4eHO);

- ayTOMMMYHHBIH TTaHKpeaTuT (codeTanue mam-
KpeaTHTa ¢ OOJISIMKM B CyCTaBax, MOBbIIIEHUEM T10-
kasarenss C-Pb, mosokuTembHbIM PEBMATONIHBIM
akTopom);

- TPONUYECKUU MaHKpeaTuT (HO MallMeHTKa He
rocelniaja 9K30THIeCKNe CTPAHbI);

- matomoruga 17K na ¢domne XIIH Bcrenctue
MOYeKaMeHHOH O0JIe3HY;

« HII (xot4 cemeiinblil anHaMHe3 He OTATOIIEH, HO
MarenTKa 3HaeT TOJBKO POACTBEHHUKOB 10 Mare-

PUHCKOI JIMHUW; OTEI] yMep MHOTO JIeT Ha3ajl, POji-
CTBEHHUKOB 110 OTLOBCKOM JInHUN GOJIbHAS HE 3HAET).
JIJIst MCKJTIOYEHYST TUTIeprapaTupeo3a ObUIH MpPo-
BeZleHbI craenytonmme uccaenoBanusa (19.07.2017):
Kastblnii oOmmmit — 2,42 mmoib/n (Hopma — 2,15—
2,5 MMOJDb/T), KAJBIUN HWOHU3UPOBAHHBIA —
1,3 Mmoo/ (Hopma — 1,16—1,32 Mmmoss/ 1), apart-
ropmon — 33,1 ir/mut (Hopma — 15—65 rir/min). Y3U
MmapamuToBUAHGIX ;kefe3 (21.07.2017) — nopMma.

Hencuromerpus (28.07.2017) — ocreonerus mo-
SICHYHBIX TIO3BOHKOB, TPEOYIOIas MeIMKaMEeHTO3-
HOII KOppeKLuy; Ieiika Gexpa clipaBa U CjIeBa —
nopMa. OziHaKo 714 TUTIeprapaTupeo3a XapakTepeH
g dy3HBIN BBIPAKEHHBIN 0CTEOTIOPO3.

Jl1s mckiioueHus MaHKpeaTuTa, CBI3aHHOTO C
BUPYCHBIM [TAPOTUTOM, BBITIOJTHEHBI CJIE/IYIOIITHE KC-
cnemoBanusd. 19.07.2017 r.: anturena IgM k Bupycy
naporuta — 1,26 (Bbre 1,1 — 1O3UTUBHBIN pe3yb-
tar), antutena IgG k Bupycy maporura — 5,4 (Bbliie
1,1 — mosutuBHbIH pe3yssrar), 15.09.2017 r.: antu-
tea IgM & Bupycy napotuta — 0,71, anturena IgG
K BUPYCY napotuta — 3,8.

Y3U cmionnbix kene3 (21.07.2017) — martoso-
'MW HE BBISIBJIEHO.

19.09.2017 r. ocmoTpena 3aB. Kadeapoit uHdek-
UMOHHBIX Ooutesneit Omecckoro HaMOHAILHOTO
MeautHCeKoro yausepentera mpod. T. B. Haban —
KJIMHUYECKUX U JTAOOPATOPHBIX JaHHBIX B IOJIb3Y
BHUPYCHOTO mapoTtuta HeT. OfHOKpaTHOE He3HAUN-
TeJbHOE TOBBINIIeHNE YPOBHA aHTtutes [gM K Bupy-
Cy TapoOTUTa, BEPOSTHO, 00YCJIOBICHO MEPEKPECT-
HBIMU UMMYHHBIMU PEAKIUSIMH.

Yro kacaerca cBa3u mankpeatuta ¢ HCV-
nnbekImel, To oHa KpaiiHe comHUTesibHA. He omn-
caHo ctoJib Tskesoe mopakenue 17K Bupycom re-
natuta C. KpoMme Toro, B HacTosiiee BpeMs BUPYC B
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KPOBU HE OIPEIEJISIeTCs, a TTAHKPEATUT IIPOTrPeccu-
pyeT (TIOBBITIeHNE aKTUBHOCTH aMIJIa3bl B KPOBH ).

[TpoBeseHO OOC/IEIOBAHKE [JISI  UCKJIOYEHST
ayTOMMMYHHOTO TTAHKPEATUTa U CUCTEMHOTO 3a60-
JieBaHUSL: aHTUHYKJIeapHble anTuTesa Menee 1:100
(mopma) (19.07.2017); anTuTena K MUTOTIA3MAaTH-
YeCKUM aHTUTeHAM HEeUTPOMUIBHBIX TPaHYJIOIN-
T0B (p-ANCA, c-ANCA) o6Hapy:KeHbl, HO B HH3-
koM tutpe 1:10; Ig G4 — 1,4 r/n (Hopma — 1o
1,2 v/n1) — MoBBIIEHNE HE3HAUUTETBHOE, HE TMEeT
ImarHoctudeckoro 3HaveHud (26.07.2017).

Besok B cyrounoii moue (31.07.2017) — 58 mr/cyT
(aopma — menee 100 mr/cyT).

Pentrenorpacdmus  opranos
(01.08.2017) — nopma.

02.08.2017 1. KOHCYJBTHPOBAHA PEBMATOJIOTOM,
1. meq. H. T. B. AHUKeeBoIi: yuuThIBast BUPYCHBIH Te-
natuT B anamuese, Hammure ANCA ¥ MOBBITIIEHTIE
conepskanusi C-PB, MOryT ObITH 06YCIOBIIEHBI ITHM
muarHo3oM. OHaKO TOBBINIIEHUE YPOBHS KpeaTh-
HUHA U CHYKEHUE CKOPOCTH KIYyOOUKOBOM (HUJIBT-
paruu 710 50 MJI/MUH CBUIETENCTBYIOT O TIOPasKe-
nun nouek. Henp3st uckmounts ANCA-acconmn-
poBaHHBIIT BacKy/mT. HazHaueHo 1o06cieioBanme.

14.08.2017 r. C-Pb — 0,02 mr/a1 (Hopma — Me-
nee 0,5 MT/7171), TUPKYJIUPYIONIHE UMMYHHbIE KOMII-
sekcnl — 66,0 E/l (mopma — mo 120 E[T).

18.08.2017 T. BBITIOJIHEHO KAaYeCTBEHHOE OIpeiesie-
Hue p-ANCA, c-ANCA — oTpHIiatesibHbIi pe3yJibrart.

[TosTopHbBIiT ocMoTp . Mea. H. T. B. Anukeesoii:
naHHBIX B 110s1b3y ANCA-accormupoBaHHOTO Bac-
KyJuTa HeT (PEKOMEH/I0BaH MOHUTOPUHT CKOPOCTH
KJIyOOUKOBO#T (husIsTpariui, 0OIIero aHaausa Mo4H,
CYTOYHOTO aHajm3a Mouu Ha Gesnok). Ha moment
OCMOTpa JIAHHBIX, TOATBEPKAAONINX CHHIPOM
[lerpena, met (ce3mble jKee3bl QYHKITNOHUPYIOT,
CJTIOHA BBIJIEJIAETCS B JIOCTATOYHOM KOJINYECTBE, CY-
XOCTHU BO PTY HET, TPOhUIb AHTUHYKJI€APHBIX AaHTH-
TeJI OTPUTIATEIbHBIN ).

YuureiBasg MouyekameHHyio 6osesnb u XITH,
MOKHO OBLIO 3a1mogo3puth nopaxenue 110K, cBs-
3amroe ¢ XIIH. Oxmnaxo pa3BuTe Takoro maHkpea-
TUTA SBJISIETCS COMHUTEIbHBIM B TipuHITniie. Kpome
TOTO, TIaHKpeaTwyeckasg TrUmepdepMeHTeMus pas-
BUBAETCSI NIPU YPOBHE KPEATMHWHA B KPOBU BhIIIIE
300 MmxMmomb/7 [1].

Jasa nckmouenns HIT BoimosiHeHO reHeTHYeCcKoe
nccrenoBanue (11.08.2017): Trem KaTHOHUYIECKOTO
tpuncunoresa PRSS1, nomumopduzm R122H — A/a
(TeTeposurora); TeH CeKPeTOPHOrO MHIMOUTOPA TPHUII-
cura SPINK I, mosmmopdusm N34S — A/A (Hopma).

Y marepu (74 rona) m nodepu (19 set) marment-
ku nosmmopdusm R122H — A/A (ropma).

Matepu n modyepyn manueHTKA BoiTToHeHo Y 3U
opranos OpromrHoii mosoctu (21.09.2017): y nouepu

IPY/ZIHON  KJIETKH

MIPU3HAKOB CTPYKTYpHOI nmaronoruu [I7K e BbIsB-
JIeHO, B TIOUYKaX MeJKWe THIePIXOreHHble BKITIoYUe-
HUsT 2—3 MM ¢ 00€UX CTOPOH, Y MaTepu yMepEeHHbIe
maddysubie mamenenust 117K, mouekamenmas 60-
JIe3Hb, KOHKPeMEeHThI B 06enx mnoukax, XITH (uc-
TOHYEHUE TTapeHXUMBI ).

CA 19-9 (06.11.20171.) — 13,4 EA/Ma (HOP-
Ma — 710 34 E/[l /™).

Taxkum 06pa3oMm, TOCJIe TPOBEAEHHBIX HCCIIEI0BA-
HU MBI ¢POPMYINPOBATH OKOHYATEIbHBIN TUATHO3:

OCHOBHOI1: OTIpe/ieIeHHBIN KaJabIIuUITNPYIO-
MUl HaCJHeACTBEHHBIN TAHKPEaTUT B CTaAUN
obocTpeHus;

- CONYTCTBYIONMIA: MOueKaMeHHast OOJIe3Hb ¢
JIOKaJIM3aleil KOHKPEMEHTOB B 0OEUX IMOYKaX,
XITH IT ctagun. XpoHU4ecKUuil BUPYCHBIN TelaTuT
C, PHK(-). SIsBennas 60s1€3HDb ABEHAAI[ATUIIEPCT-
HOW KUMKW, HeaKTWBHas ¢asza, ¢ HATUIHEM II0-
CTHSI3BEHHO /lehopMaIiy JTyKOBUIIHI JBEHA/IIIA-
TUTIEPCTHON KUK, accormupoBannas ¢ Helico-
bacter pylori.

CunraeM HEOOXOAMMBIM OTMETUTHh HECKOJIbKO
MO3UIINIT OTHOCUTEJLHO 3a00JieBaHUS Halllell Ta-
IIHEHTKH.

Baskno, 9T0, HeCMOTPST Ha HAJIMUKE KaIbITu(pUKa-
mun 17K u pacimupenust riaBHOTO TMaHKpeaTHye-
CKOTO TIPOTOKA, Pe3yJIbTaThl (DEKAJIBHOTO 3JIaCTa3-
HOTO TeCTa OCTAIOTCS HOPMATBHBIMU. JTO YKa3bIBa-
€T Ha TO, UTO TTAHKPEATUT Pa3BUJICS HeJaBHO (BO3-
MOKHO, B (peBpasie 2017 ., Korma BrepBbie ObLIN
BBISIBJIEHBI TIOBBIIIIEHUE COJEPKAHUS aMUJIA3bl U
TJTIOKO3bI B KpoBH, udMenenus [I7K mpu comnorpa-
un). Ecoiu ObI TTaHKpeaTUT PasBUIICS PaHBbIIIE, TO €
BBICOKOI1 BEPOSITHOCTHIO MOKHO ObLIO ObI 03KUAAThH
CHUZKeHUS1 BHelmHecekpeTopHolt dynkumm [IJK
(0 maHHBIM JHUTEPATYPBI, BHENTHECEKPETOPHAS
HenoctatouHocThb IT/K npu couetanum ee Kaabiin-
duranmuu u pacuupeHus BUPCYHTOBA TPOTOKA
umeet Mecto B 90 % coyuaes [6]). Ykaszanmoe 06-
CTOSATENBCTBO (COXpaHHasl BHEIIHEeCEKPETOPHas
dyuxrms T1K) cBuzeTenbcTByeT 0 HEOOXOAUMOC-
TU BBINOJHEHUS 3(D(MEKTUBHBIX JeueOHbIX IeHCT-
Bl (cM. HUZKe) 6e3 TIPOMEIICHNSL.

KoncepBaTtuBHas Tepamnus Hallleil TaIlueHTKE,
6€e3yCJI0BHO, MaJIOTIEPCIIEKTHBHA. YUYHUTBIBasi pac-
ITUpeHre BUPCYHTOBA MPOTOKA, MBI TIPEITIONOKH-
JIA, 9TO BBICOKA BEPOSITHOCTb HAJIMYUS B HEM KOH-
KpeMeHTOB. B ¢Bs3u ¢ atuM GOJIBHOI IIpoBeieHa
augocororpadusa 117K u skemuHbIx myTel a1 mpu-
HATUS PelieHuss O HeOOXOAUMOCTH BbINOJHEHUS
IOPXIIT u sHZOCKONINYECKOTO WJIM OIEPaTUBHOTO
BMemaTebcTBa. DHA0Y 3U IIJK 1 skemansIx myTeit
Bormosinero 06.11.2017 . (puc. 15—17) B 1entpe
Olymed (r. Kues). MccrenoBanue mpoBOIIII 3aBe-
IyIOIIUM 3HAOCKOMYecKuM oTaesneHueM C. B. My-
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Puc. 15. Pe3yabrarsl 3HJOCKOIINYECKOM
coHOrpadHH NOAKETYyTOTHOH Ke1e3bI
0OIBHOM B.: AaH3XOI'€HHBIHN YIACTOK

B IapeHXHUMe

Puc. 17. Pe3yabTaThl 9HAOCKOIIMYIECKOH
coHOrpadhuH NOAKETYTOIHOH >Ke/Ie35I
001bHO¥ B.: HEpAaBHOMEPHBIH IIPOCBET IIPOTOKA,
YYACTOK PACITHPEHHA

3bika. [lo pesyssratam annoyY 31, 11K we yBesnue-
Ha, KOHTYPBI €€ POBHBIE, YeTKue. IxorenHocTs II7K
HepaBHOMEpHasi, TIPEUMYIIECTBEHHO B TOJIOBKE U
TeJle OIPEEISIIOTCST 04aroBble aHIXOTEHHbIE BKIIIO-
YeHUS Pa3MEPOM 4—5 MM, IMIIEePIXOTeHHBIE ITPOTSI-
JKCHHDIE BKJIIOYEHUS, YTOJILEHUE CTEHKU BUPCYH-
rosa 1poToka. /lnamerp mpoToKa HEepaBHOMEPHBIH

Puc. 16. Pe3yapTrarsl 9HIOCKOIMHIECKOM
coHOrpadHH MOIKETYyTOTHOH KeIe3bI
001bHO B.: THIIEPIXOreHHbIE BKIIOYEHUS,
BEPOSITHO, KATBITN(DHUKATHI

(¢ yyacTKaMu pacIHIUpeHust 10 5 MM B TOJIOBKE U
4 MM B TeJie), BKIIIOYEHUS B IPOTOKE He BU3YaTH31-
pyiorcsi. BHerledyeHOUHbIE KeTUEBBIBOJISIIIE MTPO-
TOKU He pacIiupenbl, 6e3 BKIIOUEHN. YBeJnueH-
Hble TUMQOY3JIbI B KJIETYaTKE, OKPY>KAIOIIEN JKey-
nok u 17K, ne Busyanusupyiorcs. BeiBoa: anmoco-
HOTpaduIecKye MPU3HAKKU XPOHUUECKOTO TTAHKpea-
TTa. PEKOMEHI0BaHO HaGJIOfCHNE Y TacTPOIHTE-
poJiora, angoY 31 11K B tunamuke.

Manudecrarus HIT B Bospacte 52 jieT aBisieTcs
HETUITUYHON (OOBIYHO OH MPOSIBJISIETCS] PAHBIIE).
[Ipenmomaraem, dto paspemaiomuM (HakTopom
sseuiiack HCV-undeknust u/uim npoTuBOBUPYC-
Has Teparus.

Heob6xoaumbr neproanueckue kouTpoab CA 19-9
u argoconorpadud [I7K (mpumeprio 1 pas B 6 mec).

YaureiBasi Mouekamennyio 6Gosesnb u XIIH y
MaTepy MAIlMeHTKH, Y caMoil OOIbHOM 1 MOYEKHUC-
JIBIH IMaTe3 y JI0UepH MalUueHTKU, CIUTAEM 11€JIeCO-
06pa3HBIM PEKOMEH/IOBATH yYaCTHE B TEHETHYECKON
mporpaMMe 1Mo MoYeKaMeHHOH 6oJie3Hu  (TeHbl
VEGFA — vascular endothelial growth factor A,
VDR — vitamin D receptor, TNF-a — tumor necro-
sis factor-a)), kotopast mpoBomuTcss B Hemerikom
nuarHoctuyeckom mentpe cB. [lasaa (1. Ogecca).

B nacrosiee Bpems manueHTKe Ha3HAYEHO CJIe-
nytoree gedenue: «Hompmazas 20 Mr yTpoMm u Beue-
pom 3a 30 MuH 110 enbl B Teduenne 1 mec, «byckomamy
no 1/2 tabierku 3 pasa B CyTKH 10 €/bl B TEUEHIE
1 mec, rayratuon 1o 1 kancyse (250 Mr) 2 pasa B
cytku B Teuenue 1 mec. [Ipu cHuzKeHMM TTOKa3aTesst
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(heKaJIbHOTO 9JIACTAZHOTO TECTA ¥ TTOCIe HOPMAJIH-
3al[U¥ aKTUBHOCTU aMUJIa3bl B KPOBK OYyT Ha3Ha-
4yeHbl (hepMEHTHBIE TPeNaparsl, 103a KOTOPBIX Oy-
JIeT 3aBHCETh OT CTEHNEHU TTaHKPeaTUIeCKON Helo-
cratouHoctu. dpaaukainuio Helicobacter pylori pe-
IIEHO OTJIOKUTb.

3ampelien mprueM aJKoroJist ake B MUHIMaJb-
HOM KOJIMYECTBE, a TaKKe KypeHue, IIpUeM OCTPOIi,
KHCJION, TOPbKOH, OYeHb JKUPHOU M OUE€Hb CJATKON
T,

[Ipenmonaraem, yto HII — He Takag yx penkas
naroJiorust. Bpaun M0JKHBI 3HATh O BO3MOKHOCTH
TAKOro MaHKpeaTuTa. [eHeTHYeCKe UCCIIe0BaHuUs
crajm Oosiee JOCTYNHBIME, M HYKHO ITOHUMATh, B
KaKUX CJIydasix 11eJeco00pasHo HAIPaBJISTh OOJIb-
HBIX HA COOTBETCTBYIOIIEE MCCIe0BaHIeE.

Kongauxma unmepecos nem.

Mpsr1 ctonm Tombko y uctokoB usyuenusi HII Bo
Bcex ero acriektax. HII — aTo oyHa n3 3arajjoudbIxX
CTOPOH TTAHKPEATOJIOTUH, KOTOPYIO HaM TIPEICTOUT
no3nath. OIHAKO HE CTOUT BO BCEX CIyYasX TTaHK-
pPeaTUTOB ¢ HESCHON JIJIsT Bpadya TUOJIOTHEN Cuu-
TaTh WX HACJIE/CTBEHHBIMU. [[JId TaKOTO CYKIACHUS
HEOOXOIMMBI PE3YJIBTaThl TEHETHYECKOTO TECTUPO-
BaHM:A, KOTOPOE, K CO’KAJICHUIO, B HACTOSATIIEE BPEM:T
HEJIOCTAaTOUHO HENOCTYIHO [ MPaKTUYeCKUX
Bpauell YkpauHbl. B oTCyTCTBUE TaKMX pe3yJibTa-
TOB, OMUPASACh TOJbKO HA 3MIUPUYECKUE CYKIe-
HUS, JIETKO C/IeIaTh CIEKYJAATUBHOE 3aKTI0UEHNE O
HII, Beab «reHeTrKa — HayKa, OOBSICHSIIOIIAsI, T0-
YeMy THI TIOX0K Ha CBOETO OTTIA, €CIIU TIOXO03K, 1 T0-
yeMy He MOXOK Ha Hero, ecju Tak IOJYUUTIOCh»
(Onusep Xoama).

Yuacmue asmopos: konyenuus u ousaiin ucciedosanus — H. I'.;
cbop u obpadomxa mamepuanra — H. T, H. b., A. K.; nanucanue mexcma — H. I'., II. .
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! TOHEIbKMI HAITIOHAIbHUI MEAMYHUI YHIBEpCUTET, JINMAaH

2 BararonpodinpHa KiiHika «IHTo-Canar, Oneca

CI1aIKOBUI IAHKPEATUT: OIVIA JIITEPATYPU
1 mep1u BUITAJO0K JiarHOCTUKU B YKPaAiHi

HasezneHO O], JITepaTypy, IPUCBAYEHNNI I'OJIOBHUM I'€HETUYHHUM MYTALiAM, SKi IPU3BOAATD 4O PO3BUTKY
HaHKpearury. [IpoaHaIi30BaHO IIATOI'€HES CIIAAKOBOI'O ITAHKPEATUTY i BACOKUI PU3HUK PO3BUTKY PAKY IJIUIYH-
KOBOI 32JI03U IIPU 11IbOMY 3aXBOPIOBAHHI. ONIMCAHO BJIACHE KIIIHIYHE CIIOCTEPEKEHHS KAIbITU(DIKyIOUOro MaH-
KPEATUTY, KU BUHHK Y TTAIIIEHTKU 3 MYTALi€I0 I'€Ha KATIOHIYHOIO TPUIICHHOTI€HA. O6GIOBOPEHO TAKTHKY JIKY-
BAHHSA T4 CIIOCTEPEKEHHSL.

KiIro4uoBi ¢c1oBa: MiJIIITYHKOBA 3471034, CIIAJKOBUI ITAHKPEATHUT, MyTallisl F€Hd KATiOH{YHOI'O TPUIICUHOTEHA,
PH3UK PAKY HiANUTYHKOBOI 34/103H, KIIHIYHE CIIOCTEPEKEHHL.
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Hereditary pancreatitis:
a brief review and the first case of diagnosis in Ukraine

The article presents a literature review on the main genetic mutations leading to the development of pancreatitis.
The analysis has been performed for the pathogenesis of hereditary pancreatitis and the high risk of pancreatic
cancer at this disease. The authors described their own clinical observation of calcificating pancreatitis that
developed in a patient with a mutation of the cationic trypsinogen gene and presented discussion of the treat-
ment and follow-up tactics.

Key words: pancreas, hereditary pancreatitis, mutation of the cationic trypsinogen gene, risk of pancreatic can-
cer, clinical observation.
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