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OBILIAA XAPAKTEPUCTUKA PABOTbBI

AKTYaJIbHOCTH UCCJIEI0OBAHUSA

B coBpemenHom Mwupe mpoOiema XpoHuueckoro maHkpeatutra (XII)
npuoOpeTaeT BCE OOJBIIYI0O AKTYyaJIbHOCTh W 3HAUYUMOCTH B OOIIEH CTPYKType
XUPYPru4eCKOU IMaToJIOTUH.

XpOHUYECKUN MAHKpPEaTUT — XPOHUUYECKOE 3a00JIeBaHUE MOHKETyI0YHOM
JKEJe3bl C JIMTEIbHBIM XapaKTepOM TEUCHHUS, HEYKJIOHHBIM IPOTPECCUPOBAHUEM, C
MOP(OJOTUYECKON TEPECTPONKON MapeHXUMBbI mopkeryaounoi xkemnesbl (IDK) u ee
npotokoB (bopmaun, J[.C. c¢ coasr., 2017, WBamkua B.T. ¢ coasr., 1990). Ha
cerogHaTHUN neHb XII sSBIsSeTCS COMUANIBLHO 3HAYMMBIM 3a00JIEBAaHMEM, OTMEUACTCS
OMOJIO)KEHHE 3a00JIEBAHMSI, POCT PACHPOCTPAHEHHOCTH MPEUMYIIIECTBEHHO CPEIN JIUI]
TPYJOCIIOCOOHOTO  BO3pacTa, 4YTO SABIAETCS MPUYMHOM JIJIMTENBHBIX CPOKOB
HETPYAOCTIOCOOHOCTH MJIM MHBAIUIA3AIUH.

[lo maHHBIM cTaTUCTHYECKUX CcOOpHUKOB MuHn3apaBa Poccunm u ordera
XUPYPruyecKol CIy>KObl IEHTpa XUPYPTUU TI€YEHU, >KETUYEBBIBOIAIIMX IyTEH H
MOHKETYJOUHOM Jkene3bl, B Poccuiickoit ®denepamun u B Ps3zanckoit oOnactu
OTMEYAETCS €XKETOJHBIN POCT 3a007€BAEMOCTH MAHKPEATUTOM, Ha BHICOKOM YpPOBHE
OCTaeTCsd XHUPYypruueckas aKTUBHOCTb, HAMETWUJIACh TEHACHIUS K YBEIUYCHUIO
MPOIIEHTHOTO OTHOIICHUSI MAJIOWHBA3UBHBIX XUPYPrUYECKUX BMEIIATEIbCTB.

XIT ompenensercss Kak MyJIbTU(DAKTOPUATBEHOE U TOJIUIATOTCHETHYECKOE
3a0oneBanre. COBOKYIMHOCTh BHEIIHUX U BHYTPEHHHUX, B TOM YHCJI€ T€HETHUECKUX,
(bakTOpoB ompeensieT BEpOATHOCTh pa3BuThs XII B TeueHue KU3HU YEIOBEKa U
TsDKeCTh Xxapakrepa teuenus (A. Schneider et al, 2017).

CBoeBpeMEHHass MArHOCTHKA, paHee BbIsiBIeHUE XII M mporHo3upoBaHue
XapakTepa €ro TEYEHUsS TO3BOJIAT BBINOJHITh PAJUKAIBHOE XHPYPTHUECKOE
BMEIIATEILCTBO B ONTUMAJbHBIE CPOKM Yy TMAIMEHTOB 0€3 JeKOMIIEHCAIUU
COITYTCTBYIOIIEN COMAaTHYECKOW MATOJIOTHU U OCHOKHEHUMN XI1.

BrisiBieHe TEHETMYECKOW MPEeaApacrofioKEHHOCTH MO3BOJIUT MPEIOTBpaIlaTh
KJIMHUYECKyI0 MaHudectanuio ociokHeHHbIx (opm XIT (Weiss FU et al, 2018;

Derikx MN et al, 2015) u, Bo3M0kHO, BBIpaOOTaTh HOBbIE KOMILJICKCHBIE ITOIXOIBI K



JUArHOCTHKE, TMPOQPHUIAKTUKE M CBOEBPEMEHHOMY BBISBICHUIO TOKa3aHUN K
xupypruueckomy yedenuro XI1.
eab uccaenoBanus

VYiydiieHue METOAOB JMArHOCTUKH OCJIOKHEHHBIX KIMHHYECKHX (opM
XpOHUYECKOTO  TAaHKpeaTuTa  MNyTeM  OLEHKM  KIMHUYECKOTO  3HAauYeHUs
noJIMMOP(PU3MOB T'€HOB KaTHOHHUYecKoro TpurncuHoreHa (PRSS1), mankpearnueckoro
cekperoproro umarnoutopa TtpurncuHa (SPINK1), tpancmeMOpaHHOTO perynsropa
kucto3Horo ¢ubpoza (CFTR), anbkorompaerunporeHassl (ADH) y OombpHBIX
OCIIO)KHEHHBIMM ¥ HEOCJIO)KHEHHBIMH KIMHUYECKUMH (OpMaMH XPOHHUYECKOTO
MaHKPEaTUTA.

3anaum ucciie0BaHUA

1)  U3yuuTh pacmpoCTpaHEHHOCTh XPOHHYECKOTO IaHKpeatuta B Ps3aHCKOi
o0nacTu.
2)  IIpoBectn aHamM3 KIMHUYECKUX MPOSBICHUN (BO3pacT MaHU(DECTAIIMH, YaCTOTa
OCJIO)KHEHUH, TSHKECTh TEUEHUs) Y OOJIBHBIX C XPOHUUYECKUM MaHKPEATUTOM.
3) U3yuntp momumopdu3M TEHOB y TALMCHTOB C  OCJIOXXHCHHBIMU U
HeocsIokHEHHbIMU (popMamu XI1, 1aTh CpaBHUTENBHYIO XAPAKTEPUCTUKY M3YUEHHBIX
OJIMMOP(HHU3MOB.
4)  YTOYHUTH MPOTHOCTHYECKUE MPU3HAKH PA3BUTHS XPOHHUYECKOTO TAHKPEATHUTA.
5)  YTOYHHTPH MOKa3aHUS K XUPYPrUUECKOMY JICUCHHUIO MAIUCHTOB C XPOHHUYECKUM
NIAHKPEATUTOM C YYETOM Pe3yJIbTaTOB FT€HOTUIIMPOBAHUS.

Hay4ynasi HoBU3Ha padoThbI

Bnepsbie:

- W3y4YEHBI PaCIPOCTPAHEHHOCTh M 3aKOHOMEPHOCTU PA3BUTHUSI XPOHUYECKOIO
naHkpeaTtuta B PsizaHckoi o6macTu;

- B paMKax OJHOMOMEHTHOIO WCCJEIOBAHMS BBINOJHEH KOMILIEKCHBIN
IeHEeTUYECKUI CKPUHUHI TMAlUMEHTOB C XPOHMYECKUM MMaHKpeaTUTOM. Brepsbie
onpejereHa U CTaATUCTUYECKH 00paboTaHa 4acToTa HOCUTEILCTBA OJIMMOP(PU3MOB B
renax mykosuciuno3a—1l (CFTR-1), mykoBucuunoza—2 CFTR-2, naHkpeaTH4ecKoro

cekpetopHoro uaruomuropa TpurncuHa SPINK 1, karmonnoro tpurncunorena PRSS1,



AJIKOTOJIBACTUAPOTECHA3bl TPU  PANUYHBIX KIMHUYECKUX (POpMax XPOHUUYECKOTO
MaHKpeaTuTa y MalKueHToB cTapiie 18 jeT B poccuiicKoi nonysiuy,

- u3y4eHbl 0coO0eHHOCTH TeueHus1 X[, 0COOEHHOCTH XUPYPrUUECKOTo JICUCHHUS,
NIPOrHO3a, BO3MOXKHBIE COYETaHHbIE (DAKTOPHI pUCKAa Yy OONBHBIX C HaJIMYUEM
yKa3aHHBIX MOJUMOP(PHU3MOB.

Teopernyeckasi 3HAYUMOCTH PadOTHI

[lomydyeHHble pe3ydbTaThl IO3BOJSIIOT IO-HOBOMY B3[VIIHYTh Ha pOJIb
IreHEeTHYeCKuX (akTopoB — moJuMopdu3sMoB reHoB MykoBucuumpoza—1 CFTR-1,
mykoBuciuao3a—2 CFTR-2, maHKpeaTH4eCKOTO CEKPETOPHOTO MHTHOUTOPA TPUTICHHA
SPINK 1, xatuonHoro TtpurnicuHoreHa PRSSI1, ankoronpaerugaporeHassl B
(OpMUPOBAHUN XPOHUYECKOIO MAHKPEaTHTa, OCOOCHHOCTSAX €ro KJIMHUYECKOTO
TE€YEHUSI, B PAa3BUTUU OCJIOXKHEHHBIX KIMHUYEeCKuX ¢GopM. IlomyueHHble HaHHBIE
MOTYT IMOCTY>KUTh OCHOBOH [IJIsl MPOBEACHUS JTaJbHEHIITNX HAYYHBIX HCCIIEIOBAHUMA,
HalpaBJICHHBIX Ha W3Yy4YCHUE TEHETHMYECKUX (PAKTOPOB pHUCKA 3a00JE€BAEMOCTH
XPOHUYECKUM ITAHKPEATUTOM.

IIpakTH4yeckasi 3HAYMMOCTb PadoOThI

VY 60apHBIX XII, KOTOPBIM MTOKa3aHO JUOO MPOBEACHO XUPYPTrUUECKOE JICUCHHE,
JIOCTOBEPHO daille BcTpevyaercs Myranus reHa ADH u reHa KaTHOHHYECKOTO
TpurnicnHoreHa PRSS1 mo cpaBHEHMIO €O 340pOBBIMM IIPEACTABUTEISIMU TOIYJISILUN,
ompenensisi 0ojiee BBICOKMM PUCK CTPYKTYPHOM TMEPECTPOMKM  MapeHXHMBbI
HOJKEITYTOYHOM Kee3bl, a TaKke 00Jiee BBICOKHM PUCK OCIIOKHEHHBIX KIIMHUYECKUX
(GopM XPOHUYECKOTO MAHKPEATHUTA.

Hannume  yka3zaHHbIX — MOTUMOP(PU3MOB  SIBISIETCS  HEOJIArOMpUSTHHIM
IPOrHOCTUYECKUM (PAKTOPOM OTBETa Ha MPOBOAMMOE JICUEHHE.

[upokas BcTpeuaeMocTs mnonumoppusma reHa ADH npu nHapacraromieit
pacnpoCTpaHEHHOCTH U JIOCTYIIHOCTM TE€HETUYECKHX METOJ0B MCCIIEJOBaHUS
MO3BOJMUT BBISBIATh NanueHToB c XII, XapakTepusyromuxcsi BBICOKUM PHUCKOM
Pa3BUTHS OCIIOKHEHHUI 1 MEHee OJIaronpusiTHBIM MPOTHO30M T€UEHUS 3a00JIeBaHUSI.

[IpoBeneHHOE  HWCCIENOBAHME  IO3BOJUT  CBOEBPEMEHHO  BBINOJHSATH

PE3CKIMOHHLIC BMCIIATCIILCTBA HA I'OJIOBKE HOJI)K@HY}IO‘IHOﬁ JKCJIC3HI.



CreneHb J0CTOBEPHOCTH Pe3yIbTATOB
JlocTOBEpHOCT M1 OOOCHOBAHHOCTH IMOJYYEHHBIX PE3YJIbTATOB HCCIEIOBAHUS
OCHOBBIBAETCSI Ha INIyOOKOM aHAJIM3€ OTEYECTBEHHOHN M 3apyOe’KHOU JUTepaTypshl 10
TEME JUCCepTAllMOHHOM paboThl, JOCTATOYHOM O00bEME uccleayeMol BbIOOPKU
NAMEHTOB, CTPOrOM COOJIIOJEHUM IpaBWJI MPOBEIACHUS MPUMEHSIEMBIX METOIUK U
TOYHOM OOpabOTKE TOJYYEHHBIX pE3yJbTaTOB C IPUMEHEHHEM COBPEMEHHBIX
METOJIOB  CTaTHUCTHYECKOW 00pabOoTKH JaHHBIX. JlOCTOBEPHOCTh NEPBUYHOU

AJOKYMCHTAIIUH UCCIICAOBAHUS ITOATBCPKACHA UX C-)KCHGpTHOﬁ OH@HKOﬁ.

Ilos10:keHMs, BBIHOCMMBIE HA 3AILIUTY

1. OrmeuaeTcss poOCT pPacHpOCTPAHEHHOCTH OCJIOKHEHHBIX KIMHUYECKUX
dbopm XxpoHruueckoro nankpearuta B Poccun u Psizanckoii o6nacTu.

2. JIns  OCIIOKHEHHBIX KIMHUYECKUX (OpPM XapaKTEpHO OMOJIOKEHUE
KOHTUHI€HTa MallieHTOB.

3. TedeHne OCIOKHEHHBIX KIMHUYECKUX (HOPM XPOHHUECKOTO MaHKpeaTuTta
MMEET F€HETUYECKYIO IPEIPACIIOI0KEHHOCTb.

4. TeueHne XpOHUYECKOrO TMAHKPEATUTa MOXXHO IPOTHO3UPOBATH C
NOMOUIbIO  ONpEeNIeHUuss  MOIMMOppHU3Ma TreHa  aJIKOrOJIbJETHIpOreHas3bl
(ADH1B*2)

5. M3yueHue TeHOTUNOB MAIMEHTOB TO3BOJISIET ONTUMH3UPOBATh U
VHIUBULYAIN3UPOBATH XUPYPIHUUECKOE JICYEHUE XPOHUYECKOTO MAHKPEaTUTA.

BHenpenue pe3yJibTaTOB B IPAKTHKY

Pe3ynpraThl AuccepTallMOHHOTO HCCIEIOBaHMS BHEApPeHBI B pabdory 1,2,3-ro
xupypruueckux otaenennit 'bY PO T'K BCMII r. Pszanu. PesynbTaThl paOoTh
BKJIFOUEHBI B ME€IarOrMYECKyI0 MPakTUKy Kadenpsl rocnutanbHol xupyprun @I'bOY
BO Ps3'MY  Munszapaa Poccum u  ucnonw3yiorcs  mpodheccopeKo—
MPEernoIaBaTeIbCKUM COCTaBOM Kadenpsl Ha JEKUUSAX, 3aHATUSAX, CEMHHApax co
crynentamu V-VI| kypcoB jedeOHOro (pakynbrera, KIMHUYECKUMHU OpJUHATOPAMU U

aClIMpaHTaMHu Ka(be,upbl, YKa3aHbl B MCTOJAUYCCKHUX PCKOMCHIAIIHAX.



AnpobGanus padoThI

Pe3ynbpTaThl paboOThl JOKIAABIBAIIMCE U OOCYXKIAMUCh Ha MexIyHapoaHOM
HaydyHoM (opyme «Henmens nayku-2018» (CraBponosb, 2018), Bcepoccutickoit
HAyYHO-TIPAKTUYCCKON  KOH(MEpPEHIIMH  XHUPYpProB,  MOCBsmIEHHOW  90-meTuto
npodeccopa Anatonus JleonoBuua ['ymu (Pszans, 2019), XXII Cee3ne OOuiecTBa
sHA0CcKOonuuecko xupypruu Poccun (Mockga, 2019), Ha pernoHaNbHBIX 3aCEIaHUIX
obmectBa xupyproB r. Pssamm (Psszams, 2018); mexxkadempalbHOM COBEIIAHUH
Kageap TOCHUTAIbHOW  XUpypruu, (aKyJdbTETCKOW XUPYPTMH C  KypcoM
aHECTE3UOJIOTUM U PEAHUMATOJOTHM, OHKOJIOTMH C KYpCOM JIy4€BOW AMArHOCTUKU
®JIITO, obmeit xupypruu. [lomydyen natent P Ha monesnyro mozaenb Ne 2665972.

3aperucTpupoBaHo panroHanuzaTopckoe npemyoxenue Ne 1604 ot 13.09.2019.

O0beM u CTpPYKTYpa AUCCEPTALUU
Huccepranus u3ioxeHa Ha 123 cTpaHMIIaX NEYATHOTO TEKCTa, BKIKOYAET B
ce0s oOrjaBjieHUWE, BBEACHHE, O0030p JHUTEPaTypbl, MaTE€pUaIOB M METOJOB,
MOJyYEHHBIX AIUAEMUOJIOTMYECKUX, KIMHUKO-Ta00paTOPHBIX, T'€HOTUIHNYECKUX
PE3yJIbTaTOB M UX OOCYKICHHs, BBIBOJOB, MPAKTUYECKHX PEKOMEHJAIMI U CIHCKA
MCMOJIB3YEMOW JIUTEPATYPBI, COCTOSIIETO U3 54 OTEUYECTBEHHBIX U 93 MHOCTpPAHHBIX

HCTOYHUKOB, | IPHIIOKEHUS, IPOUJUTIOCTPUPOBaHa 22 pUCYHKaMU U 34 TaOnuiamu.
COILEPKXAHUE PABOTHI

MartepuaJjbl 1 METObI UCCJIEIOBAHUS

HccnenoBanue BBIMOMHSIOCH HAa KIMHUYECKOM Oaze 1, 2, 3 XUpyprudyeckux
oraenennit I'BY PO TI'KbBCMII r. Psazanu, ILleHTpa Xupypruu mNe€4eHHU,
MOKEYJOUHOM Kene3bl U kemueBpBoAsmmMX nyted B 2014-2019 rr. IIpoBeneno
KJIIMHUYECKOE  MCCIIEJOBAHUE C  KOHTPOJIEM, OJHOMOMEHTHO  BBIIOJHSIOCH
omnpeneneHue reHotuna v Ha l—e u 10—e CyTKM KOHTpPOJb J1TA0OPATOPHBIX
nokasaresnei, oocienoBaHo 108 00bHBIX 000MX MOJOB B Bo3pacTe OT 25 A0 65 Jer:
38 OOJBHBIX, KOTOPHIE MEPEHECIN XUPYyprudeckoe JieueHue ociioxHeHHoro XII; 20
HEONEPUPOBAHHBIX OOJBHBIX C OCIOKHEHHBIM XPOHUYECKHM MaHKpeaTuToM; S0

MaIMEHTOB C HEOCIOKHEHHBIM X1I.



[TanimenTts! mpoxuBanu B T. Psi3anu u Psa3anckoit obmactu.

PaGoTa BbIIIOJIHEHAa B COOTBETCTBUM C TpPeOOBAaHUSAMU  XEJIbCHHCKON
nexnapanun - BecemupHoit MemunuHckoi  Accouuanud  «OTHYECKUE TTPUHITUIBI
MIPOBEICHUS] MEIUIIMHCKUX MCCIICIOBAHUN C YJaCTHEM JIFOACH B Ka4eCTBE CyOBEKTOB
uccienoBanusi» ¢ nonpaskamu 2008 roma, Hammonansnoro crangapra Poccuiickoi
®denepannu «Hamnexanias kmuaundeckas npaktuka — Good Clinical Practice (GCP)
I'OCT P 52379-2005». Ha mnpoBemeHrne WCCIACAOBAHMS TIOIYyYEHO OJOOpECHUE
JlokansHoro stmyeckoro komureta ®I'bOY BO Ps3I'MY MunsapaBa Poccuu ot
2013 rona.

Kpurepuu BritoueHus: ObUH clieayronire: Bo3pacT oT 18 no 80 jier; npusHaku
XpPOHUYECKOTO TIMaHKpeaTuTa («ompeneneHHbl» win «BeposTHbi» XII  mo
kinaccupukanmu  M—ANNHEIM), nanuuue CTpyKTYpHBIX W3MEHEHHN MapeHXUMBI
[DK cormacno KemOpumxckon kiaccudukanuy; BO3MOKHOCTH 3a00pa BEHO3HOU
KpPOBH C  LEIbIO  OMNpeAeieHUus  MOIMMOP(PU3MOB  TE€HOB;  MOAMHCAHHOE
MH()OPMHUPOBAHHOE COTJIaCUE HA YYacCTUE B UCCIICIOBAHUM.

[TanyeHTsl HE BKIIOYAIUCh B HCCIEAOBAaHUE IIPU HAJWYUU  CIIEIYIOLINAX
KPUTEPUEB: TPHUCTYI, PEIUAUB OCTPOr0 MaHKpeaTUTa, MPU3HAKKA MaHKPEOHEKPO3a;
OCTpbI€ 3a00JIEBAHUS KEITYHOTO MY3bIPSI U KEITUEBBIBOAIINX MTPOTOKOB, TPeOyIOITHE
OKa3aHUsS XUPYPruuyeckoro mocoOusi (OCTpbId XOJECHHUCTUT, XOJIEAOXOIUTHA3);
ractpuoma IIDK (c—M 3osumMHrepa—3JJUIMCOHA); XPOHUYCCKHH HIICMHYCCKHMA
a100MUHATIBHBIN CUHIPOM; IUPPO3 MEYEHU B HE3aBUCUMOCTH OT NMPHUYMH U YPOBHS
KOMIICHCAllUM; XpPOHMYECKas auapesi, He cBa3aHHas ¢ XII; gekoMmeHCupoBaHHBIE
CONYTCTBYIOIIUE COMAaTHYECKHWe 3a0osieBaHMs (caxapHbI auaber, CepacuyHO—
cocynucThie 3a0ojeBaHUs, XpOHHYEcKass OOJe3HW TOUYeK U Jp.); JHoObIe
3JI0KaueCTBeHHbIC HOBoOOpaszoBanus (3HO) opraHoB mnwuieBapeHuss ¥ JAPYTUX
JIOKaNu3alui, MPOBECHHE XHUMHUOTEpalNuu WM JIy4eBOM Tepanud B aHAMHE3E,
caxapHblii 1uabet 1 Tuna; HanMuue MHGOPMALMK 00 y4acTUM MALMEHTA HA TEKYIIUN
MOMEHT B KaKUX—JIMOO KIIMHUYECKUX UCCIIEIOBAHUSIX.

Bcero B uccnenoBanue Oputo BkitoueHo 108 marmenToB. ChopmupoBaHbl 2

rpynIibl MafyeHTOB: OCHOBHAsA, B KOTOPYIO BOIIIN 58 IHanuc€HTOB C OCJIOXHCHHBIMHU



knuHn4IeckuMu Gopmamu XI1, KOTOPHIM BBITIOJIHEHA WX MIPEATOIAaraeTcsl BBITOJIHUTh
pesekuuonHoe BMmemarenbcTBO Ha IDK; mox  OCHOKHEHHBIMM  KIIMHUYECKHMM
dopMaMu MOHMMAIU XPOHUYECKUHA a0JOMMHAIBHBIA OO0JIEBOM CHUHAPOM, CHHIPOM
NOPTAIBHON THUIEPTEH3UH, CHHAPOM MEXAHUYECKOM JKEINTYyXH, IyOJECHOCTa3; H
KOHTpOJIbHAsA rpyIa, BkiItouyasmas B ceds 50 maumenToB ¢ XII peunauBupyromero
TEUYCHHSI, HE COIMPOBOXKIABIIETOCs (POPMHUPOBAHUEM BBIIICYKA3aHHBIX OCJIOKHEHHIM.
[lox pe3exuroHHBIMM BMeIIaTenbcTBaMu nonumanu pesekuuu 1DK no Frey, Beger, B
TOM umciie B bepHckol Mmoaudukanuu. Bee nanueHTsl OblM 00CiI€JOBaHbI COTTIACHO
crannaptam obcnenoanus npu XII. TlomoBo3pacTHOl cocTaB Tpymm MpeacTaBieH B
tabnuue 1.

Tabnuua 1 — Bo3pactHas u reHiepHasi XapaKTepUCTUKA MMallUEHTOB

ITapameTtpsl

1-s rpynna

2—-s rpynna

Bcero

Yucno nanueHToB, n

58

50

108

Yucno myxunn N (%)

49 (84,5%)

39 (78,0%)

88 (81,5%)

Yucno xenmu N (%)

9 (15,5%)

11 (22,0%)

20 (18,5%)

Bo3spact (M=*6), net

44,7+5,09

45,4+3,21

44,6+2.47

Kpome Toro mammentsl rpynmbel 1 (OCHOBHOHM) ObulM pas3feneHsl Ha 2
noarpynmnbsl: 1A - T[auMeHTbl, KOTOPbIM YK€ BBINOJIHEHO PE3EKIUOHHOE
BMENIATENbCTBO, U 1B - MalueHThl, KOTOPhIM MOKA3aHO BBINOJIHEHUE PAAUKAIBHOTO
XUPYPTHUUYECKOr0 JIEYEHHs, HO OHO HE BBINOJHEHO HAa MOMEHT MCCIECIOBAHMS IO
pa3IMYHBIM MPUYMHAM: MALMEHTbl MPOXOASAT NPEIONEPALMOHHYIO TMOATOTOBKY U
KOPPEKILIHIO TEPaNUU OCIOKHEHUN U COMYTCTBYIOLIMX 3a00JIEBAHUN, OTKa3aJIUCh OT
XUPYPTUYECKOr0 BMEIIATENHCTBRA M0 JIMYHBIM PUYHUHAM.

Kpome BbInosHeHus: 1a00paTopHO-UHCTPYMEHTAIBHBIX METOJI0B, BKIIOUEHHBIX
B cTaHgapT oOcienoBaHus mnanueHToB ¢ XII, BBIMOAHSIOCH —OMpesesieHue
NOJIMMOP(GHU3MOB I'€HOB.

OO0pas31ibl, UCIOIb3yEeMbIE IS MPOBEACHUS T'€HETHUYECKOrO TUIIMPOBAHNUS, ObLITU

MOJIyYeHBI W3 Tepudepuueckoldl BEHO3HOW IebHON KpoBU. 3a00op wmaTepuana



OCYIIECTBIISUT C MCIOJB30BAHUEM BAKyyMHBIX MPOOUPOK C HAHECEHHBIM HA CTEHKHU
antukoaryysituntom S/ TA-K3.

Brigenenune [JHK nnis ananuza u3 J€HKOIMTOB LIEJIBHON KPOBH MPOUCXOIUIIO C
nomoliplo pearenra «JIHK—skcnpecc—kpoBb» oTeduectBeHHOro npousBoacTsa (OO0
HII® «Jlutex», r. Mocksa). 3arem mnpoBoawiach amienb—crnenuduynas [P c
NOCIIEAYIONIMM  Pa3ACICHHEM  MPOAYKTOB  aMIUIM(UKAMM  C  THOMOUIBIO
anekTpodopesa.

C oOpasuom BoienenHor JIHK BeimonHsnu 1Be mnapajiesibHble PEaKIUU
aMIUIM(UKAIMK — [0 OJJHOW C KaXKJI0M mapou ayenb—CchenupuuHbIX mpaiimepos. Jis
paszieneHusl MPOAYKTOB peakIMu aMIUTMUKAIUK HUCHoib3oBasica 3% arapo3HbIii
rellb.

Jlnsg Bu3yanuzalMM pe3yJbTaTOB AJEKTpodope3a B KayecTBE KpACHUTENs
ucnoias3zoBaiu 1% pactBop Opomucroro stuaud. [lpumensnoce Y® — usnyuenue c
qHOM BosHbl 310 HM ¢ uensto Busyanuzauuu ¢parmentoB JIHK. Pesynbrars
aHanu3a (IyopecleHTHOrO CUrHaja JJis KakJI0ro U3 00pa3loB MO3BOJIAIOT 1aTh OTBET
0 HAJIMYUU WIM OTCYTCTBUU KaXXJOTO ajlieisi B TE€TEpO— WU FOMO3UTOTHOU (hopme.
Onpenenenue noauMoppu3MoB TMpoBoAwiIoch Ha ©Oasze llenTpansHoit Hayuno—
Uccnenoparensckoit Jlaboparopuu (ILIHUJI) ®I'BOY BO Pa3sI'MY Munzapasa
Poccun.

[Ipu npoBenenuu peakuuu ammuiidukanuu B Y®D—crekrpe onpenensiercs
CBEUEHHE OJIHOTO MJIM HECKOIBKHX YYaCTKOB.

J1st uicciienoBaHus ONPEESUINCH CIEAYIOMINE MOIUMOP(PHU3MBIL:

—MyTallu¥ B TeHe KaThoHHOTro TpuricuHoreHa PRSS1 (Argl22His);

—MyTallii B TE€HE MaHKPEATUYECKOTO CEKPETOPHOTO HWHTHOUTOpa TPHUIICHHA
SPINK1 (Asn34Ser);

—myTaruu B rene mykoBuciuao3a—1 CFTR (Phe508Del);

—MmyTanuu B rene mykoucimao3a—2 CFTR (Gly542Ter);

—MyTallui B TeHe  ankoroipAeruaporeHassl  (ADHIB  Arg47His)

(ADH2*1/ADH2*2).
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Cratuctuueckass o00pabOTKa TMOMYYEHHBIX pE3yJIbTaTOB BBIMOJHSIACH C
UCIIOJIb30BaHUEM MporpamMmHoro ooecrieuenust Microsoft Excel 2016, StatSoft
Statistica 10 Ha mNepCOHATILHOM KOMIIBIOTEPE B CpElie OIMEpPAlMOHHON CHUCTEMBbI
Microsoft Windows 10. Jlnsg xaxaoro mamueHTa Belach MOAPOOHAs 3aIucCh
KIMHUYECKUX W HMHCTPYMEHTaJIbHO—JIA00OpaTOPHBIX JaHHBIX. Jljig  omucaHus
PU3HAKOB C HOPMAJIBHBIM paclpeesieHueM, UCTI0Ib30BAINUCh cpeiHee 3HaueHue (M)
U CTaHJIapTHas omuOka cpeaHero (m) ¢ yu€étom 95% HOBEpUTENHHOTO HMHTEpBAJA,
3anuch pe3yabTaToOB AaHa B BUje M+m.

Jlnsg cpaBHEHUS JBYX TpPYII MalMEHTOB C HOPMAaJbHBIM pacrlpeiesieHueM
npuMeHsiics t—kpurepust CTbIOAEHTA, A OTIMYAIOIIMXCS OT HOpMaibHOro — U-—
Kputepuss MaHHa—YUTHH.

JInsg CcpaBHEHHS OTHOCHUTEIBHBIX [IOKa3aTelel KauyeCTBEHHBIX MPHU3HAKOB
(4acToT U A0J€i) MEXKIY ABYMsl HE3aBUCHMBIMH I'pyNIIAMH MUCHOJIb30BAJICS KPUTEPUI
x2 Ilupcoma u TouHBIM Kpurepuid Pumepa. s KOJIMYECTBEHHOM OLEHKHU
3aBHCHMOCTH BEPOSTHOCTH HCXOJa OT Hamuuus ¢akTopa MPUMEHEH IMOKa3aTelb
otHomieHus maHcoB (OR) ¢ 95% noBeputenbHbIM HHTEPBAIOM.

CTraTuCTUYECKN 3HAYMMBIMU CUYUTAIACH pas3nuns mpu p <0,05.

Pe3yabTaThl HCC/IEI0BAHMS
Brimonnen ananmu3 pacrnpoctpaneHHoctd XII nma nmpumepe PP u Psazanckou
00JIaCTH TIO0 TaHHBIM CTATUCTUYECKUX COOPHUKOB, PE3YNIbTAThl OTPAXKEHBI B TabIMIIE
2.
Ta6numa 2 — PacpocTpaHeHHOCTh 3a00JICBAaHUM MOJKETYI0YHOM KeJIe3bl B

P® u Psa3anckoii o0mactu

AOGCOIIOTHBIC YnCTa Ha 100000 B3pocioro HaceneHus

2014 2015 2016 2017 2014 | 2015 |2016 |2017
P® 1210118 | 1233399 | 1272127 | 1302237 | 1026,3 | 1046,1 | 1083,8 | 1110,8
Ps3.001. | 3343 3392 3814 4201 352,3 |357,4 |407,0 |450,0

Takum  oOpa3oMm, OTMedaeTcsi  ©XKETOAHBIM  pocT  3a00JIeBaEMOCTH
MaHKPEaTUTOM, Kak B aOCOMOTHBIX uncnax (Ha 7,61% B PD u 25,67% no Pszanckoit

obsactu), Tak U B nepecuete Ha 100 Teicsy Hacenenus (8,23% B PO u 27,73% no
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Psi3anckoii obmactn).

Xupypruyeckass akTUBHOCTh B OTHomIeHMHM XII, a Takke ero OCIIOKHEHUH,

OCTAaCTCA Ha AOCTATOYHO BBICOKOM YPOBHC Ha IIPOTAKCHHUH IIOCICOAHUX JICT (HO

JAHHBIM LEHTpAa XUPYPIUHM IMEYEHH, JKEMYEBBIBOIAIINX IYTEHM W IIOJKEITYIOYHON

*kee3sl T. Ps3anp) (Tabmuma 3).

Tabnuna 3 — Xupyprudeckas akTUBHOCTb B JICUEHUU XPOHUYECKOTO

MaHKpeaTtuTa (10 JaHHBIM LIEHTPA XUPYPIUH MEUYEHHU, KEITUYEBBIBOAAIIMNX MTyTEH U

MOHKEITYTOYHOM KeJie3bl I'. Ps3aHb)

Bun onepanuu 2014 2015 2016 |2017 |[2018
Omneparus C. Frey 14 20 12 16 10
Omnepamus Beger 4 10 8 16 8
TparcayoneHambHas MAMAUTIKTOMUS 2 - - - -
[Ipo/1obHBIN MTaHKPEaTOCIOHOAHACTOMO3 | 3 - - - -
(TTITEA)

[{ucToeroHOaHACTOMO3 2 1 1 4 8
[Ipourie MUHUUHBA3UBHBIE, OTKPBITHIC 110 114 78 65 78
JTPEHUPYIOIIUE OTepalun

Bcero 135 145 99 101 104

Bce manuieHTs! OBLTH ONPOIIIEHBI HA TpeaMeT MaHudecTamu (MosBICHUS

MEPBBIX MTPU3HAKOB 3a00JI€BaHUs ), JaHHBIC OTPAKEHBI B TAOIHIIE 4.

Ta6nuna 4 — Cpennuii Bozpact Manudectanuu XI1 u cpeaHsst AIUTeTbHOCTD

3a00J1eBaHUs
KinHu4Yeckne KpuTepun Cpennue 3HaYCHUS B Tpymax t-kpuTepus
manuenToB (M+m CrtrIO€EHTA
I'pynma 1(n=58) [['pyrna 2 (n=50)
JmuTenbHOCTh aHAMHE3a 4,4+1,9 5,9+1,8 0,57 (p=0,57)
Cpennuii Bo3pact 39,1+2,3 38.4+1,1 0,27 (p=0.78)
MaHubectamun XI1
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Takum 00pa3om, IITUTENBHOCTh aHAMHE3a Y MAlMEHTOB MEPBOM U BTOPOU Ipymil
HE HMEET CTAaTUCTUYECKH JOCTOBEPHBIX pA3IMuUid, KaK U CpPEIHUA BO3paCT
manudectaruu XI1. Crexyer OTMETUTh, UTO MAIUEHTH 00EUX TPYIIN UMENU CPeTHUN
BO3pacT MaHUdecTal B TPYJOCIHOCOOHOM BO3pacTe, YTO C YYE€TOM HHU3KOTO
Ka4yecTBa >KM3HH, OIMPEICICHHOrO MpH NMoMoIM crenrduyeckoro onpocHuka GSRS,
MPUBOJMIIO K BPEMEHHOM, a B psijie CIydaeB K CTOUKON, HETPYIOCTIOCOOHOCTH.

[Ipu ompoce Bce mnalMEHThl NPEIBABISIN >KaloObl Ha OOMUM B KUBOTE
pa3IMYHON JTOKAIU3alMA U UHTEHCUBHOCTH.

Cpenu mamueHTOB TMEpBOM Tpynmbl Haumbojee dYacThiM OB BapUaHT
onosceiBarommx Ooneit (N=29 (50,0%)), crnemayromeM Mo BCTPEYAEMOCTH SBIISLIUCH
oomu B osmuractpun (N=18 (31%)), neBom mnoapedepre (N=6 (10,4%)) u
HelloKam3oBaHHbIe 0osu (N=5 (8,6%)).

Cpenu mManyeHTOB BTOPOM TPYIIBI HauOoOJiee PACIPOCTPAHEHHBIM TaK >Ke
SBJISUICS OTOsACHIBaIoOIUi xapakrep 6omu (n=24 (48,0%)), 3ateM B anuractpuu (N=15
(30,0%)), HenokanuzoBanusie 60u (N=7 (14,0%)) u neBoM noapedepnbe (N=4 (8,0%)).
JIOCTOBEPHBIX pa3IuYuii B JIOKAIM3AIMK OOJEBOTO CHHAPOMA BBISABICHO HE OBLIO.
JInst  OIICHKM HMHTEHCHBHOCTH OOJM  HUCIIOJIB30BAJICS  OONICTIPUHATHIA  METOJ
JMAarHOCTUKH 00JIEBOTO CUHApPOMA: BU3yajbHO—aHasioropas mkaina (BAII).

Cpenu manueHToB MEPBOW TPYIIHI OblIa MPOBEACHA OLIEHKA KayecTBa YKU3HU C
MOMOIIIBI0  COBPEMEHHOTO  CHEIUAJIM3UPOBAHHOTO HA OpraHax IMHUIEBaAPEHUs
onpocauka GSRS, ¢ moMoIpi0 KOTOpPOro OBIIIO BBIABJICHO CYIIECTBEHHO Ooiee
BBICOKOE Kau€CTBO JKU3HU Yy MAllMEHTOB, IEPEHECIINX PE3EKIMOHHOE BMEIIATEIbCTBO
Ha IDK, mo cpaBHeHHMIO C HEONEpUPOBAHHBIMU TMAIMEHTAMU, MO BCEM MIKajaMm
OIIEHKH, KpOME JIMapeHHOro CHHApPOMA, 4YTO OOyCJIOBJIeHa O0oyiee aKTUBHOM
NEPUCTATBTUKON KHINIEYHUKA Toclie (OPMHUPOBAHUS TMAHKPEATOCIOHOAHACTOMO3A,
O0COOCHHO B MEPBBIH 0/ TOCTIE OMEPAIIHH.

Taxoke OBLT MPOBEACH aHAN3 JAHHBIX, TOJYYCHHBIX MPU HHCTPYMEHTATBHO—
7a00paTOPHBIX METOJIaX MCCIEMIOBAHMS: B OOIIEM aHalu3€ KPOBU M MOYHU Hauboiiee

PEHIPE3CHTATHBHBIMHU OKA3aJIMCh ITAIWMCHTBI I'PYIIIIbI IB, 10 JaHHBIM OMOXMMHYECKOTO
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aHanM3a JIOCTOBEPHBIM OKa3aJlOCh CHIKEHHWE YpPOBHA amuia3bl B TIpynme 2,
NPEBBINIEHNE HOPM AaKTUBHOCTH IIPAKTUYECKH BCEX (EPMEHTOB B rpymnmne 2 ¢
TEHJACHIIUEH K UX CHIKEHHUIO C TEUEHHUEM BPEMEHH, UYTO OOYCIIOBJIEHO CTHUXaHUEM
OCTPOTO BOCHAJIUTENBHOTrO Tmporecca npu oboctpennn XII mo Tumy octporo
nankpearuta (OII).

[Ipn cpaBHeHMM HaHHBIX yiIbTpa3BykKoBoM W MPT-—kaptun mig manueHToB
IIEPBOM I'PYIIBI OTMEYAETCS CTOMKOE yBennueHue pazmepos [DK, HepaBHOMEPHOCTH
DXOI€HHOCTH €€ TIApEeHXUMbl M 3HAYUTEIBHOE HEOJHOPOJHOE pacCIIMpEHUe
IPOTOKOBOM CUCTEMBI, YTO OOBSICHSIETCS CTOMKMMHU CTPYKTYPHBIMH MEpPECTPOMKAMU
NapeHXUMbl, pa3BuTueM ¢uodpo3a, ckiepo3a u Kanpuudukanueid. Bo Bropoil rpymme
npeobsiajaéT HEYETKOCTb, pPa3MbITOCTh KOHTypoB IDK, uTo ckopee roBopuTr o
BOCITAJINTEIIBHOM OTEKE MapEHXUMBI.

Ha ocHOBaHMM TONYyYEHHBIX KIMHUKO-JIA0OPATOPHBIX JAHHBIX MALUEHTHI
pa3IMYHBIX TIpynn ObUIM  paclpelereHbl B COOTBETCTBUM C  KIMHUYECKOU
kiaccudukanuen no byxiep (2009) (tabnauua 5), mauueHTsl 1 rpynmbl (00eux
nojarpynn) okasanuce B tune C3, mauueHTtsl 2 rpynnbl (6€3 MaHU(pECTHPOBABLIMX
OCJIO)KHEHHBIX  KJIMHMYECKMX  (OpM)  pacnpeAesuyiuCb IO  BCEM  THIIAM,
MPEUMYIIECTBEHHO THI A.

Cnenyer Takke OTMETHTb, YTO MAIMEHTHI C caxapHbIM auadbetoMm | Tuma B

HCCIICA0BAHNC HC BXOAHUIIN COTTIACHO KPUTCPHUSM HCBKITOUCHMU.

Tabnuua 5 — Pacnipenenenne maiueHToB coryiacHo kiaaccudukauu byxmaepa

Tun xponuueckoro | I'pymma 1A (n=30) | I'pynma 2b (n=28) | I'pynma 2 (n=50)
naHKpeaTuTa

A 0 (0%) 0 (0%) 27 (54%)

B 0 (0%) 0 (0%) 6 (12%)

C 30 (100%) 28 (100%) 17 (34%)

C1 0 (0%) 0 (0%) 5 (10%)

C2 0 (0%) 0 (0%) 12 (24%)

C3 30 (100%) 28 (100%) 0 (0%)
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Bcem

nmanucHTamM

OBLIIO

BBIITOJIHCHO

OIIpCACIICHUC

oIMMOPPHU3MOB

BBIIIICYKA3aHHBIX I'CHOB. Pe3y.l'II>TaTBI BBIIIOJTHCHHOI'O I'CHOTHUIIMPOBAHUA OTPAKCHBI B

tabnurre 6.

Ta6JII/IHa 6 — PCBYJIBTaTI)I aHaJIn3a 94aCTOThI BCTPCHYACMOCTHU HOJIHMOp(bI/ISMOB I'CHOB

kaTuoHnveckoro tpuricuHorena PRSS1 (R122H), nankpearnueckoro ceKpeTopHOTro

uaruouTopa TpurncuHa SPINK1 (N34S), tpancMeMOpaHHOTO peryJiiTopa KHCTO3HOTO

¢buodpoza CFTR1 (del508), rpancMeMOpaHHOTO peryasTopa KHCTO3HOro Gpudpo3a
CFTR2 (Gly542Ter), ankoronsaeruaporesazst ADH (ADH1B*2)

I'pynna 1, | Fpynna 2, | F- Kpurepuii | Koappuuuenr [ OR, P
N N KpUTepHii, xz, P CONPSIZKEHHOCT
P u [Mupcona (C)
PRSS1 (R122H)
I'eteposurora 7(12,1%) | 0 (0%) 0,014 6,453 0,237 _kk
p<0,05 p=0,012%
I'omo3urora 51(87,9%) | 50 (100%)
SPINK1 (N345S)
I'ereposurora 4 (6,9%) 2 (4,2%) 0,425 0,873 0,09 0,444
p>0,05 p=0,351 (0,078 1o
Tomo3urora 54 48 2,536) Cl
(93,1%) | (96,0%) 95%
CFTRI (del508)
['eTrepo3urora 4 (6,9%) 2 (4,2%) 0,425 0,873 0,09 0,444
p>0,05 p=0,351 (0,078 1o
Tomo3urora 54 48 2,536) Cl
(93,1%) | (96,0%) 95%
CFTR2 (Gly542Ter)
['eTrepo3urora 0 (0%) 0 (0%) 1,0 - _kk
p>0,05 p=1
I'omo3surora 58 (100%) | 50 (100%)
ADH (ADH1B*2)
['eTteposurora 21 3 (6,0%) 0,00015 14,176 0,341 8,892
(36,2%) p<0,05 p=0,001* (2,462 1o
T'omo3urora 37 47 32,114)
(63,8%) | (94,0%) C195%

*— 3HAYEHHE CTATUCTUYECKH TocTOBepHO (p<0,05)

**_ pacuer OTHOUIEHUS IIAHCOB HEBO3MOXKEH, T.K. OJIHO U3 3Ha4Y€HU poBHO 0
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Jns rena ADH mnonydensl noctoBepHble 3HaueHus kputepuss Duiepa u
[Tupcona u HauOombILIEE CpeaU BCEX APYTUX 3HaAU€HHE OoTHolIeHus maHcoB OR, uto
TOBOPUT O IIOJIOKUTENBHOW KOPPEISALUMOHHOW CBSA3M MEXIY HAJIMYUEM TaKoIo
noJmMop¢u3mMa 1 puckom pazputus XII.

[Tomumopdusma reHa kaTuoHumdyeckoro TpurncuHoreHa PRSS1 u  rena
mykoBuciuno3za—2 CFTR2 BeisiBieHo He Obulo, NpeacKazaTeibHas IEHHOCTh
yKa3aHHBIX MOJUMOP(U3MOB SIBIISIETCS HECYIIECTBEHHOH. /(s monmmmopdusma reHa
mykoBucuuo3za—! CFTRI1 BbIABICHHBIE pa3nuuus XOTb M HMMEIOT 3HAYCHHUE
oTHoweHus1 maHcoB 0,444 Bxonsiiee B JOBEPUTEIbHBIA MHTEPBAJ, HO HE SIBISIOTCA
CTaTUCTUYECKH  JIOCTOBEPHBIMU.  JIOCTOBEpHBIMH  OKa3aJdUCh  pE3yJbTaThl
UCCJIEJOBaHMSI TOTMMOP(PU3MOB F€HOB MAHKPEATUYECKOTO0 CEKPETOPHOTO MHIMOUTOpa
tpuncuHa SPINK1 u ankoronsaeruaporenasst ADH, npu 3ToM OTHOIIEHHE IIaHCOB
s ADH oka3zanoch MakCUMallbHBIM. YKa3aHHbIE MOJIUMOP(HU3MBI C BBICOKOU
CTENEHBIO JIOCTOBEPHOCTH MOTYT OBITh HCIOJb30BaHbl B KOMIUIEKCHOM JMATHOCTHKE
XPOHUYECKOIO IMMAaHKPEATUTa W MPOTHOZHPOBAHUSA PA3BUTHS €r0  OCJIOXKHEHHBIX
KIuHU4eckux ¢opMm. Crenyer Tak K€ OTMETHTh OOJIBIIYIO CTENEHb COBIAJCHUS
NOJIYYEHHBIX pPE3yJIbTaTOB C HMH(OpManuMel, BCTpeHarouleiicss B JUTEpaTrypa CTpaH
a3MaTCKOr0 pEruoHa.

VY 45 (77,6%) nanuentoB 1 Tpymnmbl 0TMEUAIOCh HAJIUYKME PETCHIMOHHBIX U
NOCTHEKPOTUYECKUX KHUCT B MapeHXUMME MOJLKEeNIyA0YHON kene3bl. Ilockonbky u3
JaHHBIX JIUTEPATYpbl U3BECTHO, YTO HAPYILIEHUE CTPYKTYpPbl U (PYHKLIHUU HEKOTOPBIX
OeJIKOB U (pepMEHTOB MOTYT MPUBOJIUTH K AyTOJIHU3Y NMAapEeHXUMbI U (POPMUPOBAHHIO
KHCT, HAMH ObljIa HCCIIeI0BaHa BO3MOKHAS CBSI3b MEXAY MOJUMOp(U3MaMU T'€HOB U
puckoM pazButusi kucto3Hoit gopmel XII. [TomyueHHble pe3yibTaThl OTPa’KEHBI B

Tadmie 7.
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Tabmuma 7 — [Tonumopdu3m TeHOB y MAITUEHTOB C KUCTO3HOW M HE KUCTO3HOM

dbopmamu XI1
[Momumopdusm | Kucrosznas | Hexucrosznas | Kpurtepuit | Kpurepuii | OR,
reHa dopma dopma (n=13) | 5 Oumiepa | OTHOUICHHE
(n=45) IIIAHCOB
SPINK1 3 (6,7%) 1 (7,7%) 0,017 1 1,2 Cl
p=0,898 | p>0,05 0,082-9,009
PRSS1 5(11,1%) |2 (15,4%) 0.174 0,6478 0,688 ClI
p=0,667 | p>0,05 0,117-4,038
CTFR-1 3 (6,7%) 1(7,7%) 0,017 1 1,2 Cl
p=0,898 | p>0,05 0,082-9,009
CTFR-2 0 (0%) 0 (0%) ke 1 kel
p>0,05
ADH* 20 (44,4%) |1 (7,7%) 5,898 0,02056 9,6
p=0,016 | p<0,05 Cl 1,149-
80,226

*— 3HAYEHHE CTaTUCTUYECKU JOCTOBEPHO
**_pacueTr 3Ha4€HUsI HEBO3MOKEH

[lo naHHBIM, NPEACTABICHHBIM B TAaOJIUIE, MOXKHO MOHSATh, YTO CTATUCTUYECKU
JIOCTOBEpHAsA CBA3b MEXIY MOJIUMOP(GU3MOM T'€Ha M PUCKOM PA3BUTHS KHCTO3HOMU
dopmbl XII cymectByet Tonbko mist ADH, nins nmonmumopduzmor SPINK1 u CTFR-1
OTHOLIEHHWE NIAHCOB IPEBBIIIAET EAUHUILY U HAXOIUTCS B JOBEPUTEIBHOM MHTEPBAJIE,
HO pPa3iMuus HE SIBJISIOTCS JOCTOBEPHBIMH. TakuM 00pa3oMm, HaJIM4YME y NalUEHTa
nosuMoppu3Ma TeHa aJKOTOJIbAETUIPOreHas3bl YBEIMYMBAET PHUCK PA3BUTHUS
KHCTO3HOU (hopMbl nopaskeHus mapeHxumsl 11K.

Takum oOpa3oM, MecTO oOmnpeaeseHdus MNOJUMOPPU3MOB B KOMIUIEKCHON
JUArHOCTUKE XPOHUYECKOTO ITaHKPEAaTHTa YKa3aHO Ha PUCYHKe | (Ha OCHOBaHUM
anroput™Ma JuarHocTuku XII W3 KIMHMUYECKUMX PEKOMEHJALMK MO JUAarHOCTHKE U
JICYEHUIO XPOHUYECKOTO TMaHkKpeaTuTa mnoj pepakuueil HMpamkuna B.T., 2013);
3apErucTpUpPOBAHO palMoHaNIn3atopckoe npemioxkenue Ne 1604 ot 13.09.2019.
«Cnoco0 MPOrHO3UPOBAHUSI OCJIOKHEHHBIX KIMHUYECKUX (POPM XPOHUYECKOTO

ITaHKpCAaTHUTa».
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BbIBO/bI
1. PacnpocTpaHeHHOCTh 3a00JIEBAEMOCTH XPOHHYECKUM IMAHKPEATUTOM
BO3pACTaeT, OTMEYAETCs] POCT KaK B aOCOJNIOTHBIX 3HaueHusx Ha 7,61% B PO u nHa
25,67% mno Ps3anckoit oOnactu, Tak U B mepecdyere Ha 100 ThiCsSy HaceneHUs Ha

8,23% B PD u Ha 27,73% no Psa3anckoii ob61acTw.
2. Pa3BuTre  OCNOXHEHHBIX  KIMHHYECKHMX  (GOPM  XPOHHUUYECKOTO
NaHKpeaTHTa He KoppeaupyeT ¢ Bo3pacTtoM MaHupectanuu (t-kpurepuii CThIOJCHTA
0,27 (p=0.78)) ¥ MNOPOJOIDKUTCILHOCThIO TeueHuss 3abosieBanus (t-kpuTepuii

Crerogenta 0,57 (p=0,57)).

3. B rpynme nanmueHToB, CTpajarouuX OCJIOKHEHHBIMU KIMHUYECKUMHU
dbopMamMH XpOHUYECKOTO MaHKpeaTUuTa, JOCTOBEPHO Yallle BCTPEUaeTcs MyTallus reHa
KAaTHOHMYECKOro TpuricuHorena PRSS1  (kputepmii  %°=6,453, p=0,012) wu
aJIKOTOJIbICTUAPOreHassl (kputepuii x°=14,176, p=0,001); yacToTa MyTaluu TeHOB
mykoBucuuno3a—1 CFTR-1 (xpurepuii °=0,873, p=0,351), MyKoBHCLHI03a—2
CFTR-2, mankpearuueckoro cekpetopHoro wunruouropa Ttpuncua SPINK1
(xpuTepuii X2=0,873, p=0,351) He WuMEIOT JOCTOBEPHBIX pA3IUYUNA B YACTOTE
BcTpeuaemoct (p>0,05).

4, [Tomumophr3MBI TEHOB aJIKOTOJIBACTUIPOTEHA3Bl M TMAaHKPEATHYECKOTO
CEKPETOPHOTO MHTUOUTOpa TPHUIICMHA OOYCIABIWBAIOT OOJBIIYI0O BEPOSITHOCTh
Pa3BUTHS OCJIOKHEHHWH, OOJBIIYI0 CKIOHHOCTh K TSDKEIIOMY XapakTepy TCUCHHSI
3a0oneBaHusl U XyAmui 3QQPeKkT oT KOHCEPBATUBHOIO JICUCHHUS, 00JIee BBIPAKCHHBIC
CTPYKTYpHBIE W3MEHEHUS B MApEHXHWME W TPOTOKOBOW CHUCTEME MOKETYT0OYHON
JKEJe3bl; MOIMMOp(U3M TEeHa aJIKOTOJIBACTHIPOTEHA3bl JTOCTOBEPHO YBEIMUYHUBACTCS
PHCK pa3BUTHs KHCTO3HOH dopmsr XI1 (kpurepwii x°=5,898, p=0,016)

S. Onpenenenne monuMopdu3Ma TeHa  aJKOTOJBIACTHIIPOTEHA3bl U
KaTHOHWYECKOTO TPHUIICHHOTCHA MOXET OBITh KCIOJB30BAaHO B KOMIUICKCHOU
JTUATHOCTUKE  XPOHUYECKOTO TAaHKpeaTUTa W  ONpeIeNieHWHd TOKa3aHuh K

XUPYPruyeCcKoMy Je4eHHUI0 nanueHToB ¢ XII.
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MNPAKTUYECKUE PEKOMEHJIALIUN

1. Y namuentoB ¢ XII onpenenars noaumopduszmbl reHoB ADH u
MaHKPEATUYECKOT0 CEKPETOPHOTO0 MHTMOUTOpA TPUIICHHA.

2. [Tpu BeIsIBIeHNM moaumopdusma reHa ADH mporrosupyercst pazButue
kucto3Ho  Gopmbl  XII, dro sBIsAETCA  JOMOJHUTENBHBIM I[OKa3aHUE K
XUPYPTHUECKOMY BMEIIATEILCTRY.

3. [TarueHTsI ¢ BBIABICHHOM MPEAPACHOI0KEHHOCThIO K KUCTO3HOM (opme
XIT TpeOytor HabmoneHusT KOHTpoJbHOTrO obcnenoBanus (Y3W OpromHoi MosocTH,
MPXIII', KT 6promHoii monoct) yepes 2-3 Mecsia.

4, BHenpuTe B KOMIUIEKC JUAarHOCTUKHU OIpEJEICHHEe MOIUMOP(PU3MOB
redkoB ADH u mnaHkpeaTH4eckoro CEKpeTOpHOTO HMHTUOUTOpa  TPUIICHHA,
WCMOJIb30BaTh B  KIMHUYECKOM TNPAKTUKE NPEIIOKEHHBIM JIHArHOCTUYECKUN
QJIITOPUTM.

S. Omnpenenenrne MnoaAMMOP(GHU3MOB TE€HOB MOXET OBITh HCIOJb30BAHA Y
MAIMEHTOB C CHHAPOMOM MEXaHWYECKOW JKENTYXH, MOPTaIbHOW THUIIEPTEH3UH,

CaxapHbIM IHA0ETOM.

CIIMCOK PABOT, OITYBJIUKOBAHHBIX 11O TEME
JAUCCEPTAIIA

1. K Bompocy o mnepcrnekTuBax OIpeneiaeHus NoJuMOop(U3MOB TE€HOB B
JMAarHOCTUKE OCJIOKHEHHBIX KIMHMYECKUX (opM XpoHHueckoro naHkpearurta / C.B.
Tapacenko, A.FO. bBboromosoB, A.A. HuxkudopoB [u gp.]. — Texkcr
HernocpencTBeHHbIN // Xupyprudyeckasi npakruka. — 2016. — Ne3. — C. 35-39. —
(Coast.: O.B. 3aiineB, A.A. Haransckuii, C.H. CoxonoBa, T.C. Paxmaes, B.II.
Kouykos, O.A. KanpikoBa).

2. Knaccudukanmonnple Kputepuu xpoHudeckoro mankpearuta / C.B.
Tapacenko, T.C. Paxmae, O.Jl. IleckoB [u ap.]. — Tekct : HemocpenCTBEHHBIN //
Poccuiickuii meqnko—Ouosiornuyecknii BecTHuk uM. akaaemuxka W.I1. IlaBioBa. —
2016. — Nel. — C. 91-97. — (Coanrt.: A.}O. boromoJios, O.B. 3aiinie, A.A. KonelikuH,
C.H. Cokonona, 1.B. bakonuna, A.A. Hatanbckuii, O.A. KagbikoBa).

3.0nTuMu3anys MPOrHO3UPOBAHUSI TEUEHHS] XPOHUYECKOrO MaHKpeaTHTa C
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UCIONIb30BaHueEM ompezenenus nomumopdusma reHos / A.HO. Boromosos, C.B.
Tapacenko, O.B. 3aiineB [u np.]. — Tekcr : HemocpeAacTBeHHBIM // Martepuabl
€XKEeroHOW Hay4dyHOU KOH(epeHIHMH Ps3aHCKOro rocyaapCTBEHHOTO METUIIMHCKOIO
yHuBepcuteta uMenu akaaemuka W.II. [TaBmoma. — 2016. — C. 211-212. — (Coasr.:
A.A. Haranbckuii, A.C. Ky3HeroBa).

4. TlomumopdusM TEHOB  aJKOTOJBIACTHIPOTECHA3bl, MYKOBHCIIHI034,
MaHKPEaTUYECKOTO0 CEKPETOPHOTO MHTMOUTOPA TPUIICHUHA, KATHOHHOTO TPUIICUHOTEHA
y 6osbHBIX XpoHudeckuM nankpeatutom / C.B. Tapacenko, A.FO. boromoJsios, A A.
Hukudopo [u ap.]. — Texct : HemocpenctBeHHbiii // Poccmiickmii mMeauko—
Onosiornyeckuii BecTHuk uM. akagemuka W.II. IlaBaoBa. — 2016. — No2. — C. 86—
91. — (Coasrt.: O.B. 3aiineB, A.A. Haransckuii, C.H. CoxonoBa, E.C. Makcumoga,
T.C. Paxmaes, O.A KaapikoBa).

5. Oco0EHHOCTH BBITIOJIHEHUS PE3CKIMOHHBIX BMEMIATEIBCTB HAa TOJIOBKE
MOJIKETTYIOYHOM KeJle3bl y OOJbHBIX XpoHM4YeckuM naHkpeatutoMm / H.A. Ilponwun,
A.A. Haransckuii, C.B. Tapacenko [u ap.]. — Tekct : HemocpeACTBEHHbINH //
Xupyprudeckasi npaktuka. — 2017. — Ne 2. — C. 26-29. — (Coant.: O.B. 3aiines,
A.10. boromoJoB, O.A. KagsikoBa, 11.B. baktHuHa).

6. OuneHka KayecTBa >KM3HM TNAlMEHTOB, OINEPUPOBAHHBIX IO IOBOIY
xponnueckoro mankpeatuta / C.B. Tapacenko, A.A. Haransckuii, O.B. 3aiines [u
ap.]. — Tekcr : Henmocpenctennsiil // Kazanckuii MmennuuHckuii skypuaji. — 2017. —
T. 98, Ne 5. — C. 709-713. — (Coagr.: C.H. Coxonora, A.IQO. BboromoJaos, T.C.
Paxmaes, 11.B bakonuna, O.A. KagpikoBa).

7.  CoOCTBEHHBIM aHamU3 XHUPYPTUYECKUX  METOIUK  (HOPMHUPOBAHMS
naHkpeato’HTepoanactomo3oB / A.A. Haransckuii, C.B. Tapacenko, H.A. Ilponun [u
np.]. — TekcT : HemocpeACTBEHHbINH // VIHHOBAIIMOHHBIE TEXHOJIOTUHU B MEAUIIUHE:
B3I Mojoaoro cnemuanucta: Marepuansl |l Bceepoccuiickoii  HaydHOU
KOH(EPEHIIMN MOJIOJBIX CIEIHAIUCTOB, aCIUPAHTOB, OPJIUHATOPOB. — Ps3ann, 2017.
— C. 8-9. — (Coant.: A.FO. BboromosoB, O.A. KaasikoBa, A.B Ilasnor, N.B.
bakonuHa).

8. CoOCTBEHHBIH ONBIT PE3EKIMOHHBIX BMEMIATENBCTB HA  TOJIOBKE
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MOJIKEITYI0YHOMN >Kene3bl y O0NbHBIX XpoHHUeckuM mnankpeatutoMm / H.A. Ilponun,
A.A. Haranwsckuit, C.B. Tapacenko [u ap.]. — TekcT : HemocpeacTBeHHbIN // BecTHUK
IKCIEPUMEHTAJIBHOI 1 KINHNYeckoii xupypruu. — 2017. — T. 10, Ne 3. — C. 207-
211. — (Coasr.: O.B. 3aiinies, A.FO. boromosoB, O.A. KanpikoBa, I1.B. bakonunna).

9. Crnoco0 dbopmupoBaHus MaHKpPEaTOIHTEPOaHACTOMO3a npu
naHkpearogyoaeHanbHor pesekiuu / C.B. Tapacenko, A.A. Haransckuii, O..
[TeckoB [ nmp.]. — Tekct : HemocpenctBenubldi // BectHuk xupypruu um. WU.HN.
I'pexoBa. — 2017. — T. 176, Ne 3. — C. 43-46. — (Coast.: A.FO. BoromoJioB, O.A.
KanwikoBa, T.C. Paxmaes).

10. XpoHuueckuii mTaHKpEaTUT KaK MYJIbTUIUCIUIMHAPHAS MEINKO-COIIMAIbHAS
npobimema / A.A. Haraneckuii, C.B. Tapacenko, O.B. 3aiinieB [u np.]. — Tekcr :
HEIMOCPEICTBEHHBIN // IKCIePUMEHTAIbHAS U KJINHUYECKAs TaCTPOIHTEPOJIOTHS.
— 2017. — Ne 6 (142). — C. 61-65. — (Coasrt.: O.J. [Tecko, A.IO. bBoromoJsios, O.A.
KanpixoBa, N.B. bakonuna).

11. XpoHHuyeckuil maHKpeaTUT: TaKTUKa MpPU KUCTO3HOU (popMe 3a00JieBaHMS:
yueOHoe mocodue / C.B. Tapacenko, T.C. PaxmaeB, A.A. Komeiikun [u ap.]. —
Psazanb: OO0 «Omnepukon», 2017. — 104 ¢. — Tekct : HenocpeacTBeHHbIN. — (CoaBT.:
N.B. bakonuna, A.FO. boromosioB, A.A. Haransckuii, O.B. 3aiines, O./1. Ileckos,
C.H. Coxonoga, O.A. Kansikora, B.I1. KouykoB).

12, BboromoJios, A.1O. I'eneTnueckue MOIUMOP(PUZMBI Kak
npeapacmnosaratomue Gpaxrtopsl xpoHnueckoro nankpeatuta / A.FO. boromonos, A.A.
Hukudopos, E.O. Apunymkuna. — Teker : HenocpeAcTBeHHbIN // Henens Hayku —
2018: marepuansl MeXTyHaApOAHOTO MOJOJIEKHOTO (opyMa, TOCBseHHOTO 80-
aetHeMy  wobOuneto  CTaBpOIOJIBCKOIO  TOCYJAapCTBEHHOTO  MEIUIMHCKOIO
yHuBepcuteta. — CraBponosns, 2018. — C. 368-369.

13. TlorpyXHO¥W KHUCETHBIM MHBAarMHAIIMOHHBIN aHACTOMO3 MPHU PE3EKIIMOHHBIX
omnepanusax Ha nokenynounoi sxenese / C.B. Tapacenko, A.A. Haransckuii, O./].
[TeckoB [u ap.]. — Tekcr : HemocpencTBeHHwll / Xupyprusi. Kypuan um. H.HU.
IMuporosa. — 2018. — Ne 9. — C. 31-35. — (Coagr.: A.FO. bBoromoJios, T.C. Paxmaes,
N.B. bakonuna, O.A. KagsikoBa).
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14. CoBpemeHHBIE KpUTEpUM BBIOOpa MaHKpPEATOIHTEpOAHACTOMO3a B
xupypruu nomkenynounon skenessl / C.B. Tapacenko, A.A. Haransckuii, H.A.
[Tponun [u np.]. — TekcT : HenmocpencTBeHHbIM // IHHOBAalMOHHBIE TEXHOJIOTMH B
MEIMLIMHE: B3IV MOJIOAOTO crienuanucTa: marepuansl [V Beepoccuiicko HayqyHOM
KOH(QEpPEeHIIUH  MOJIOABIX  CIELUUAIMCTOB,  ACHUPAHTOB,  OPAMHATOPOB  C
MexnyHapoanbsM yuactueM. — Psizanp, 2018. — C. 165-166. — (Coasr.: A.B. I1aBinos,

A.10. boromoJioB, T.C. Paxmaes, 11.B. bakonuna, O.A. KaapikoBa).

IMATEHTBI
15. IMarenr Ne 2665972 Poccuiickas ®enepamus, MIIK A61B 17/11
(2006.01). Cnoco6 dopmupoBaHusi MOTPY>KHOTO KHUCETHOTO HWHBAarMuHAIMOHHOTO
naHkpearoetoHoaHactomosa: Ne2017104691 : 3agsn. 13.02.2017 : ony6a. 05.09.2018
/  Tapacenko C.B., Harameckuii A.A., 3aiiues O.B. [mu gp.]. — Tekcr
HenocpeacTtBeHHbl. — 4 ¢. — (Coasrt.: O.J[. Ileckos, H.A. Ilpouun, N.B. bakonuna,

A.JO. BoromoioB).
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CIIACOK COKPAIIIEHUI

BAIII — Bu3yanbpHas aHAJIOrOBas IIKaia

I'3 — rerepo3urora

JA1 — noBepUTEIbHBIN UHTEPBAT

JHK — ne3oxcupuOoHyKIEHHOBAsT KUCIOTA
3HO — 3510KkauecTBEHHOE HOBOOOpa30BaHUE
KT — xomnbroTepHast Tomorpadust

MPT — MaruHuTHO-pe30HaHCHAsI TOMOTpadus
MPXTII" — marHuTHO-pE30HAHCHAS XOJaHTHONAaHKpeaTorpadus
H3 — HopmasibHas romo3urora

OII — ocTpbIii MTAHKPEATUT

[II" — marosmoruyeckas roMO3urora

ITJIP — maHkpeaToayoAcHaIbHAS PE3EKIIUS

[MTUT — mankpearnyeckuii cekpeTopHblid HHrnOUTOp Tpuncuua (PSTI win SPINK 1)

DK — nomkenynounas xene3a

[TIL{P — nonumepa3Has nenHas peakius

VY3U — yapTpa3ByKOBOE UCCIIEIOBAHUE

Y® — ynberpaduoneToBsblii

XII — XpOHUYECKHI TAaHKPEATUT

ADH — ankoronpaeruaporeHasa

CFTR — TpaHcMeMOpaHHBI  pErynasTOp MYKOBHUCIIHI03a
transmembrane conductance regulator)

OR — oTHomenue mancoB (odds ratio)

PRSS1 — katnonnyeckuii TpUIICUHOTE€H

SPINK1 — mankpeaTndeckuii CEKpETOPHBIN HHTHOUTOP TPUTICUHA
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