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OTKpbITUA B MONEKYNAPHOW FreHeTVKE 1 NPOpPbIB
B TEXHONOTMAX BU3yanu3aumu, npousoLwegluve 3a
nocnefHue ABa AeCATUNETNA, MepeBEPHYIN HaLUK
npeacTaBNeHNsA O MPUYMHAX U BLUoMapKepax MnaH-
KpeaTuTa, paclimpuay 3HaHMA O MaToreHese 3a-
60neBaHNA N CNOCOBCTBOBANM MNOABNEHMNIO HOBbIX
[ONOJIHUTENbHBIX aCMEKTOB KOHCEPBATUBHOIO Jle-
yeHua. C NpakTUYeCKOM TOUKM 3peHNA Ype3Bblyai-
HO Ba)KHO, YTOObI Bpay MOHVMas 3TUONOrMi0 60-
ne3Hn. VIMeHHO MO3TOMY YXKe NMPOACIKUTENIbHOe
Bpems naeT paboTa no co3gaHunio STUONOrNYECKNX
Knaccudukaumin naHkpeatuta. epBon MexayHa-
poAHO Npu3HaHHo cuctemon ctana TIGAR-O, ysu-
nesuwas ceeT B 2001 r. bygyun abcontoTHO MHHOBA-
LMOHHOWN, OHa CTPYKTYpuUpOBana npeactaBieHns
06 3TNONOrNM XPOHNYECKOTO NaHKpeaTuTa. Bropas
Bepcua (pepakuuns) 3To cuctembl onybnnkosaHa
B 2019 . 1 Mano 3HakoMa OTe4yeCTBEHHOMY yuTa-
Tento. Mpu 3Tom, Ha Hal B3rNA4, AOKYMEHT cylie-
CTBEHHO [OMOJIHEH N BbICTPOEH TaKMM 06pa3om,
YTO6bI 6bITb MaKCUMANbHO YAOOHBIM 1 MONE3HbIM

10J10rYecKas
naHkpeaTuToB TIGAR-O
Taums ans poccumcKon

npakTukylowemy Bpady. laHHaa 0630pHas cTaTbA
COAEPXKUT KIIOYEBbIE MOJIOXKEHNA BTOPOW BepCHm
TIGAR-O 1 pekomeHaaumm No nx agantauum K poc-
CUIACKOW KNIMHNYECKON NPaKTUKe.

KnioueBble cnoBa: XpOHUYECKWN MaHKpeaTuT,
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Ka, reHeTnyeckune $pakTopbl, BHELIHECEKPETOPHaA
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XapHbI gruabet
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Knaccmdukauma nankpeatutos TIGAR-O (Bepcus 2):
afanTauma ana POCCUNCKON KINMHUYECKOV MPAKTUKM.
AnbMaHax KnnHuueckom meanLmHbl. 2020;48(6):349—
63. doi: 10.18786/2072-0505-2020-48-062.

MocTtynuna 19.08.2020; popabotaHa 17.11.2020; npu-
HATa K nybnukaummn 19.11.2020; onybnvkoBaHa OH-
nanH 10.12.2020

'TBY3 . MockBbl «MOCKOBCKNI KIMHUYECKMIA HayYHO-NPaKTuUecknii LeHTp umenn A.C. JlornHosa 13M»; 111123,

r. MockBa, Wwocce SHTy3nacToB, 86, Poccuiickaa Oepepauma

2QrbOY BO «MOCKOBCKMIN roCyAapCTBEHHbIN MEANKO-CTOMATONOMMYECKNA yHBEpCUTET uMmeHn A.U. EBAOKMOBa»
MwuH3apasa Poccuu; 127473, 1. MockBa, yn. [leneratckas, 20-1, Poccuiickaa Oepfepauma

3OrbOY BO «TBepCKO rocyapCTBEHHDIN MEANLIMHCKII yHUBepcuTeT» MuH3gpasa Poccuu; 170100, r. Teepb,

yn. Cosetckas, 4, Poccuiickaa ®epepauua

4A0 «MnbuHckasa 6onbHMLa»; 143421, MockoBcKasa obnacTb, r.o. KpacHoropck, aep. [MyxoBo, yn. Pybnesckoe npegmecTbe,

2/2, Poccuiickaa Qepepaumsa

349



@ AnbMaHax KnHuyecko meanunnbl. 2020; 48 (6): 349-363. doi: 10.18786/2072-0505-2020-48-062

puunHbl octporo mankpearuta (OII), pe-
yupysypylomero OIl (POII) u xponn-
yeckoro maHkpearuta (XII) moryT 6bITH
UAEHTUYHBIMU IS PasHbIX (HEHOTUIIOB
BOCIIA/TIATE/IPHBIX  3a00/MeBaHMUII IOMKETy[OIHO
xenesnl (IDK). BapuatuBHble KOMOMHAI[MYN TeHETH-
YECKMUX, SMUTEHETUIECKUX, METAOONMMIEeCKUX PAKTO-
POB 11 PaKTOPOB OKPY>KAIOLeil CPefbl, TO-BUFUMOMY
obmagast KyMy/IATUBHBIM 9 (eKTOM, NHULUNPYIOT
U CTUMYIUPYIOT BOCHAIUTENbHBIN MPOLECC U €ro
MIOCTIENICTBUS B HECKOJIBKMX CHUCTEMAX, OOBIYHO pe-
TYIUPYIOIINX U TMOAAePXXUBAIOIINX QYHKIIMOHUPO-
Banue IDK [1]. BsanMocBa3p Mexay ¢eHoTMIAMU
BocnanuTenpHbIx 3abonesannit [IDK noguepkuBaer-
CSl OKa3aHHBIMI PUCKaMM TPaHCHOPMAIUYU OTHOI
¢dbopmbl maHKpearuTa B apyryo. Tak, OIl nepexogut
B POIl npumepno B 20% cnyvaes, POII B XII - B 35%,
B TO BpeMsA Kak y 40% nanuentos ¢ XII B anamHese
HeT OII mnm POII n martepHbl Iporpeccun omnpefe-
JIIIOTCST MHOYKECTBEHHBIMU (aKTOPaMM PUCKa U TIa-
TOT€HEeTUYECKMMU MeXaHu3MaMu [2].

Kak 13BeCTHO, 3TMOTPOIHBII HOAX0J Hamboree
1je71ecoobpaseH 1, B KOHEYHOM nTore, 3 deKTuBeH
[ IpeNOTBpAlleHNs] TSDKENIOro TedeHus 3abore-
BaHUs U MOZUQUKALUY TAKTUKK BeJeHUs OOIbHO-
ro ¢ maHkpeaTutToM [3]. VIMeHHO I0O3TOMY Ba>kHO
IBITATbCA  OIPEfEIUTh STUOIOTUIO ITaHKpeaTuTa
U OLIEHUTD 3HAU€HE BceX (GaKTOPOB pUCKa B flebioTe
3a00JeBaHM s, YTO IO3BOMIUT [IEPCOHNPULINPOBAHHO
chopMMpoBaTh MpeACTaBIEHNE O IIPOTHO3€ U OTEH-
yuanbHoi mpodunaktuke POIT n XIT, a Tak>ke nx oc-
JIOKHEHUIT — pedpaKTepHOIT abTOMIHATIBHON 6O,
9K30KPMHHOJ HEJLOCTATOYHOCTY IO KeTyOYHO
xenespl (QHIDXK), caxapuoro guabera (CII) u paka
nomxenyrounol xxenessl (PIDK) [1]. bonpumacTBO
3TUONMOTNYECKMX (AKTOPOB MaHKpeaTuTa M Mexa-
HI3MOB [IaTOTeHe3a K HaCTOAILIeMY BpeMeHI XOPOLIO
M3y4YeHO, 4TO IO3BOJISET COCTABIATD 3¢ (HeKTUBHBIE
TepareBTUYeCKe IUIAHBI B COOTBETCTBUU C MPUH-
LMIIAMU JOKa3aTeTbHON METUI[MHBI [4].

IIpegmecTByromas Bepcus  3TUONOTMYECKONM
knaccuduxanyy TIGAR-O (Bepcus 1) omy6bnmxo-
BaHa B 2001 r. [5], ee Ha3BaHMe IpefCTABIAET COOOIL
a00peBMaTypy 1 BK/II0YAET IepBble OYKBBI IIECTHU OC-
HOBOTMONATAIIINX (aKTOPOB pUCKA MM TUOIOTH-
JeCcKMX GaKTOPOB Pa3BUTHUS IAHKPEATUTA:

o Tokcuko-mertabonuueckuit (T);

o wupuonarnaeckuit (I);

o reneruueckuii (G);

o AYTOMMMYHHBII (A);

o peunpusupyomuit (R) u tsoxensii OI;
o obcrpykTuBHbLI (O).

[Tocnepusa karteropus Oblla OTHeNTeHa OT
apyrux peducom st 060COOIEHMST ITUONIOTUN
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nospexpennsa IDK skcTpaanmHapHOM IIPUPOJBL.
CucreMa IpefHa3HavYaaach I PEeTUCTPALIVM KadK-
TOTO U3 BO3MOXKHBIX (PaKTOPOB PUCKa (IIpermaHKpea-
TUT) VI OIIPeie/IeHHBIX 9TUONTOTNIECKUX (PaKTOPOB,
CIIOCOOCTBYIOLINX €0 Pa3BUTUIO (IIOCTIIAHKPEATHT),
Ha OCHOBE HOBOTO MEXaHUCTUYECKOTrO MOAXOfa, 3a-
KJIIOYAIOIerocsi B 0OOpaTHOM IIPOEKTMPOBAHUM IIa-
TOTreHe3a CITOXXHBIX 3aboneBanuii [6]. [lepBas Bepcus
TIGAR-O mokasana cCBOI COCTOATETbHOCTD B KIIN-
HUYECKOI MpaKTUKe, MHOXeCTBe KIMHMYECKNX
U 3MMEMUOTIOIMYeCKIX UCC/IeJOBaHNI, KOHCEHCYC-
HBIX IOKYMEHTaX B PasHBIX PeTMOHAaX MIPa, BK/TI0Ya
Poccnio [7-9]. Cnenyromelt MCTOpUYECKM 3HAYMMOIL
aTuonornyeckoil Knaccueukanueit XI1, yBugenei
cset B 2007 1., ctana cuctema M-ANNHEIM [10], ko-
TOpasi BKJII0Yaja CUCTEMY KIacCUPUKALN TAXKECTH
XII [11].

B uccnenoBaHyAX NOCETHNUX OBYX JECATUICTUI
HOJTyYeHO MHOTO HOBOII MHQpopManuu o pakropax
pUCKa ITaHKpeaTUTa M MeXaHU3MaX €ro pasBUTUA.
[IpyHOUONANBHO Ba)KHO PACCMOTPETh [aHHBIE,
Kacaoluecsa  KOMMYeCTBEHHOrO  YIOTpebIeHus
aJIKOTONSA B KOHTEKCTe BOCHPUMMYMBOCTU ¥ TIO-
TEHI[MAIBHOTO IIPOTPECCUPOBAHMS  3a00IeBaAHIIS,
He3aBMCUMON PONU KypeHM s, 3HAYeHU s TUIIePTPUT-
muepugemuy  (I'TT), mopTumoB ayTOMMMYHHOrO
nankpeatuta (AVII), paga reHeTUYeCKUX aCIIEKTOB,
U HOBbIE IIPE/ICTABJICHUA O BIVMAHUY CIOKHBIX Te-
HOTUIOB, ocobenHocrell nato¢usuonoruu IDK mpu
o6cTpykTuBHBIX mankpearutax, CII u PIDK. Bee ato
CTaJI0 OCHOBOJI I/11 OOHOBJIEHVA NTepedHs (PaKTOPOB
PUCKa/3THONOTUY TAHKPEATUTOB B PAMKaX BTOPOI
Bepcun TIGAR-O V2 [1].

Crpyktypa TIGAR-O V2

Bropas Bepcms paspaborana Ha 6ase TIGAR-O
2001 r. [5] u cylecTBeHHO HOMONHeHa (Tabmuiia)
0 Mepapxmueckoit crpykrype. Oua obecmeunsa-
eT 60/bIIyI0 CHENV(PUIHOCTD ¥ TOYHOCTb B OTHO-
meHun (HAKTOPOB PUCKA/ITUONOTUN Y MALIVMEHTA.
OTMedeHO, YTO HEKOTOPBIE ATEHTHI CIY>KaT HePBUY-
HBIMU (PAaKTOpaMU IIOBPEXIEHUsI UK CTPecca, py-
re IMOBBIIIAIT BOCIPUUMYNBOCTD 32 CYET CHIDKeE-
HYS TOTIEPAHTHOCTY K HMOBPEXJIEHUIO UM CTPECCY,
a TPeThM BIVSIIOT Ha 3AI[MTHBIE PEAKI{N, IIOJAB/ISIIOT
pereHepario My BHOCAT CBOJI BK/IaJf, B IIATOTeHE3
apyrumu cnocobamm. Kaxxas us mecty KaTeropuit
U HEKOTOPBIX ITOJKATErOpMil BKIIOYaeT B cebsA pas-
e «HeyTOYHeHHbI» (aHIL not otherwise specified,
NOS), B KOTOpBIII MOXXHO ;OOABNIATb APYyTHe, B TOM
qicie HeTunu4Hele pakrTopsl. TakuM 006pasoM, Tek-
JIMCT TALMEHTa [IPeCTABIIsIeT CO60I CIMCOK PaKTO-
POB, CBA3aHHBIX C Pa3BUTHEM ITAHKPEATUTA, KOTO-
PBLIT JOIKEH JOMOMHATHCS U JATUPOBATHCS 110 Mepe

0630p



w

AnbMmaHax KnHmyeckom meanuntbl. 2020; 48 (6): 349-363. doi: 10.18786/2072-0505-2020-48-062 @

Knaccndwkaums GpakTopos prcka 1 stvonorim naHkpeatntos TIGAR-O V2 (apantposaHo no [1])

STnonornyeckne GakTopbl prcka / NoATMN XapaKTepuCTVKN N KOMMEHTapui

Tokcnueckne/metabonuyeckre pakTopbl

Ankoronb

KypeHve

mnepkanbymemma

lvnepTpurnnuepugemmns

MeankameHTbl

[pyrvie Tokcrueckmne dakTopbl

@aKTOpr, CBA3aHHble C OKNCNNTEIbHbIM
CcTpeccomMm

MeTabonnyeckure paktopbl

Manonatuueckne paktopbl
PaHHee Hauano
Mo3pgHee Hayano
leHeTnueckune dpakTopbl

Mpepnonaraembin HacneacTBeHHbINA X1

AyTOCOMHO-JOMUHaHTHble dopMmbl XTI

AyTocomHoO-peLeccusHble dopmbl XI1

bopoun [].C., Kyuepsaswiti FO.A., Kuptokosa M.A..
O6HOBNEHHan 3TMONOrMYECKan Knaccudrkauma naHkpeatntos TIGAR-O (Bepcusa 2): agantaumnsa ana POCCUINCKON KMHUYECKOM NPaKTUKK

Konuuectso ynoTtpebnsemoro ankorons:

« 0T 0 o < T cTaHAAPTHOW JO3bl aNKOroNA B AeHb (BK/OYaA He ynoTpebnaioLyxX ankorosb 1 ynoTpebnaowmnx peako)
« 1-2 cTaHfapTHble AO3bl aNIKOTONA B fieHb

« 3—-4 cTaHJapTHble AO3bl ANIKOTONSA B IEHD

« 5 unu 6onee CTaHAAPTHBIX 403 aNIKOroNA B AeHb

OueHunBaeTtcs:

+ BOCMPUMMUMBOCTD ([0 BepudUKaLuy naHKpeaTnTa)

« IporpeccrpoBaHue (Nocne BepuprKaLmm NaHKpeaTnTa)

Ecnu pa, yKasaTb MHAEKC «Mayko-neT»
He KypuT (< 100 crraper 3a BCIO XKU3Hb)
Kypun B npownom

Kyput

Apyroe

YpoBeHb 06Lero Kanbus > 12 mr/an unv 3 Mmonb/n

Pyick runeptpurnuuepugemmn (Hatowak > 300 mr/an; nocne eabl > 500 mr/gn)
Of Ha doHe runepTpurnuLepmaemMmmn B aHamHese (> 500 mr/gn B nepsble 72 yaca)
CemeliHas runepTpurnuepuaemns

CM. TeKCT CcTaTbu

XBN (5-a ctagna — TepMmuHanbHaa XbI):
« Ha Avanuse

- 6e3 ananmsa

MepeHec TpaHcnaHTaLuio NoYKn

JlyuyeBas Tepanusa/xumuotepanua
Mwemunyecknin naHkpeaTut
[Opyrue TOKCKHbI

CaxapHbill grabeT (c gaTo AMarHOCTMKK, eCIIA U3BECTHA):

« KOHTpONIMpYeTCA AneToN

« HeobxoAVMbI NepopasibHbie Npenapatbl

« HcynuHNoTpe6Hbin CL (=10 ep/a vnnn = 0,1 ep/Kr/p)

PauyoH nutaHua (KpacHoe mAco < 60 r/cyT, BereTapnaHckan /BeraHcKas aneTa)
Oxupenune (MMT > 30 Kr/m?)

BucuepanbHoe oxmpeHne

Apyroe

< 35 net

> 35 net

HeT pe3ynbTaToB Uy orpaH1YeHHble JaHHbIE FTeHETUYECKOTO UCCIIEA0BAHMNA NPV HANMYNW NPU3HAKOB HAaCe[CTBEHHOTO
xapakTtepa nopaxeHus MX

MyTauua reHa PRSST (HacnencTBeHHbIV NaHKpeaTuT)
MyTauus reHa CEL (peHoTin MODY8)

MyTauwnu reHa CFTR, 2 TAXenblX BapuaHTa B TPAHC-NONOXKEHWMN (MyKOBMCLMA03)

MyTauun reHa CFTR, < 2 TAXKesnblX BapraHTOB B TpaHc-nonoxeHun (CFTR-accoyumnpoBaHHoe 3abonesaHue)

> 1 myTauum CFTR (Bce B LMC-NONOXKEHWI) MPU MONOXMTENIbHOM MOTOBOM TECTE 1 NMOpPaXKeHU XoTA 6bl OHOIo opraHa-
muweHu (CFTR- accounmpoBaHHOe 3aboneBaHue)

MyTauwmun SPINK1, 2 natoreHHbIx BapuaHTa B TpaHc-nonoxeHun (SPINK1-accoymmpoBaHHbI ceMeliHbI NaHKpeaTyT)

lpyroe
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BapuanTbl XI1 co cnoxHbIM HacnegoBaHnem = 1 BapraHTa reHa CFTR (Bce B LC-NONOMKEHUN) NPV COMHUTENbHbIX pe3ysibTaTax MOTOBOro TecTa IM60 npu oTCyTCTBUAN
ero pesynbraToB
BapwuaHTbl reHa CTRC
BapwaHTbl reHa CASR
> 1 BapwaHTa reHa SPINKT (Bce B LMC-MONOXEHUN)
BapwuaHTbl reHa CPAT
BapwaHTbl reHa CEL unu CEL-HYB
Hpyroe

leHbl-moandriKaTopbl PRSS1-PRSST nokyc
CLDN2 nokyc
SLC26A9
GGT1
ABO - rpynna kposu B (Ill)

[Hpyroe

CemeliHadA runepTpuranuepugemma Ledvunt nunonpotenHnunassl LPL
Leduuut anonunonpoterHa C I APOC2
[pyrue cMHAPOMbI CEMENHON XUTOMUKPOHEMIMN
MHorodakTopHbIi CUHAPOM XUIOMUKPOHEMIM

[Hpyroe
Pefikne HeonyxoneBble reHeTnyecKkmn Cungpowm LLiBaxmaHa - JanmoHpga
06ycnoBneHHble HapyLleHus MK CuHppom MoxaHcoHa — baussapaa
MwuToxoHapuanbHble 3aboneBaHns
Hpyroe

AWM/ naHKpeaTnT, OTBEYAIOLWMIA Ha NleYeHne KOPTUKOCTEPONAHbIMU NpenapaTamm

AWM 1-ro Tnna - IgG4-accounnpoBaHHoe MopaxeHa nsonnposaHHo MK
3aboneBaHue MoparkeHbl Apyrue opraHbl (IgG4-accounmpoBaHHasa 60e3Hb)
AWM 2-ro Tvna MopaxeHa nsonnposaHHo MK

CoueTaeTca ¢ 6one3Hblo KpoHa
CoueTaeTca C A3BEHHbIM KONNTOM
MopaskeHbl Apyryie opraHbl

AWM HeyTOUHEHHbIN OTBevaloLmii Ha cTepourabl, HO He 1-11 1 He 2-1A Tun
POMM v taxenbin ON

on EAMHCTBEHHDBIN 3nn30A4;
+ Ol 6e3 nepcmcTMpytoLei NONVOPraHHOM HeOCTaTOUHOCTM 1 < 30% NaHKPeoHeKpo3a
« Ol 6e3 nepcUcTMpytoLLEl NOMOPTraHHON HeJOCTAaTOUHOCTH 1 > 30% NaHKPeoHeKpo3a
« Ol c nepcucTupytoLLein NONMOPraHHOM HeJOCTaTOUHOCTbIO U < 30% NaHKpPeoHeKpo3a
« Ol c nepcucTupytoLLeit NOMOPraHHOM HeOCTaTOYHOCTbIO U = 30% NaHKpPeoHeKpo3a

Ol BHenaHKpeaTn4ecKom 3T1onorum BunnapHbi naHkpeaTut
Mocne 3PXMNI
TpaBmaTnyeckmn
Nwemnyeckunin
VHEKLMOHHBDIV: BUPYCHBIN, APYroi (He BTOpUYHaA MHGeKLMA)
HeonpepeneHHbiin/ HeyTOUHEHHbII
McknioyeHbl ankoronbHaa 3TNONMOrWA, TMNepTPUrMLepuaeMns, runepKanbLmemMma n reHeTnyeckan sTronorma

O6CTPYyKTUBHbBIE haKTOPbI

Pancreas divisum
AMMYNAPHbIN CTEHO3
BupcyHronntmnas
KanbuunHatbl napeHxumbl MK
CrpuikTypbl [N
O6cTpyKums MM HoBoobpazoBaHVeM:
« PIK
- IPMN
- ipyras onyxosnb
CpaBrneHvie o6pa3oBaH/ieM HeyTOUHeHHoe
AHaTOMUYeCKne BapunaHTbl
Apyroe
IPMN - intraductal papillary mucinous neoplasm (BHyTpUnpoTOKOBble NanUANAPHO-MyLMHO3HbIE Heonnasum), AU - ayToumMmyHHbIn naHKpeaTwT, [N - rnaBHbI NaHKpeaTuyeckunii

npotok, MMT — nngekc maccbl Tena, Ol — ocTpbiii naHkpeaTuT, MK — nogxkenyaouHas xenesa, POl — peLmanBUpyoLwmii ocTpbii naHkpeatnT, PIK — pak nop»kenyaouHon xenesbl,
CJ1 - caxapHbliii grabet, XBIM - xpoHnyeckan 6one3Hb noyek, XM - xpoHuueckuii naHkpeatut, IPXMI - sHgocKonyeckaa peTporpagHas xonaHrronaHkpeartorpadvs
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HONy4YeHus] HOBOI mHpopmannm. Takoil IOAXON
obecrneunBaeT 60/Iee TOYHOE IIOHMMAHIE IIATOreHe3a
U TeYeHMsI 3a00/IeBaHMsI BO BpEMEHM Y KOHKPETHOTO
MaMeHTa " JaeT BO3MOXXHOCTh OLIEHUBATh addek-
TUBHOCTD nevenus [1].

ToKcMKo-MeTabonmyeckme GakTopsl

I'pynmna Tokcuko-metabonndeckux ¢paxktopos Goxy-
CHPYeTCsI Ha areHTaxX, KOTOpbIe CIlel[u(UIecKu Bbl-
3bIBAIOT HapylueHue GYHKLUY, WIU [OBPeXJeHue
aIMHAPHBIX / IPOTOKOBBIX KJIETOK, VIV U3MEHSIOT
peakiuIo KIeToK, cBsA3aHHbIX ¢ IDK B menouke «io-
BpeXpeHue —> BOCIajieHne — paspelieHue = pere-
HepaLus 1 ee TIOCIeACTBIS [12].

Anxozonw
XII, cBsI3aHHBII C yHOTpe6nenmeM aJIKOroJjIsd, Ha OC-
HOBaHIU psAfia CCIEOBAHMUII CTPATU(PNLNPOBAH I10
YPOBHAM:

1) ot 0 10 < 1 cTaHAPTHOI /JO3BI AJIKOTOJISI B [IEHD
WM BpeMs OT BpEMeH;

2) 1-2 craH#apTHBIE O3Bl AJIKOTOJIS B [IEHb;

3) 3—4 cTaHFapTHBIE KO3BI AJIKOTOJIA B [IeHb;

4) 5 wnnm 6ojnee CTaHZAPTHBIX [0O3 ATKOTONS
B JIEHb.

Puck XII cymiecTBeHHO BO3pacTaeT IpU yIoTpe-
OmeHyy NpUOIUSUTENbHO 4-5 U 60/Iee CTaHJAPTHBIX
[O3 aJKOTONs B AeHb (CTAHHApTHAs [j03a aIKOTO-
n=13,7 MJI 4UCTOrO CHUPTA), 0COOEHHO IIPY 3aI0-
HOM aJIKOTOJIM3Me MM JIIUTEeTbHOM YIOTpebneHnn
ankorons. ITocre mepsoro snmsopa OIl mpomomxm-
TelIbHOE YHOTpeOIeHUe aKOTOJA C J0303aBUCHMbIM
apdexrom yBemmuusaer puck POII, a Takxke cxo-
poctb mporpeccuposanus fo XII u passutua CJI
U APYrux ocnoxHeHmit [13]. besomacHbII ypoBeHb
ynotpebnenns amkorons mocne snusopa OIT 1 oco-
6enno POII 6es pucka mporpeccupoBaHus elie He
onpepiened. ¥ MHorux nauuerrtos OII, POII n XII
PasBMBAIOTCS IPU YHOTPeOIEHUN aIKOTOMsI HIKe
0KI/Ia€MOTO ITIOPOTOBOTO YPOBHA B Cllydae TsXKe-
joro ankoronusma. Ilepuopudeckoe ymnorpebieHue
QJIKOTOIS MM YIIOTpebJIeH e a/IKOTO/Ns B KOMIIaHUY
(anrm. social drinking) moBOIBPHO pacHpoCTpaHEeHO
Cpefyu B3POCIBIX NALMEHTOB, OJJHAKO NaHKPEeaTUT
Y HUX BCTpeYaeTcs PefKo — Jake Cpeiy MalMeHTOB,
YIOTPeO/sIOIUX ANKOTO/Ib B GOJBIIMX KOMMYe-
crBax. Kpome TOro, BO MHOTUX MONMYNANUAX, BK/IIO-
vast CIIIA, y 6onpiunHcTBa manuentos ¢ POIT u XII
STUOJIOTUA He CBA3aHa C aJIKOTO/IEM, YTO yKa3bIBaeT
Ha 1O, 4T0 Ayis1 passutus OII, POII un XII Heobxo-
VMBI JOTIOTTHUTENbHble (aKTOPBI MM CIy4dailHbIe
MHULMUPYIOIe cOObITUsA (TeHeTH4ecKas: Ipepac-
HOJIOKEHHOCTD Y BO3[eICTBMEe (aKTOPOB BHELIHEN

cpenpr) [1].
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Kypenue

KypeHne BbICTymaeT He3aBUCUMBIM (aKTOPOM pi-
cka passutusa POII u XII, npuyem npoposkarlne
KYPUTb TaLMeHThl MOABEPXKEHbI 0OJiee BBICOKOMY
PUCKY, 4eM OTKa3aBIUMECH OT 3TOV BPEIHON IIpu-
BBIYKM. PUCK OT KypeHus BO3pacTaeT C yBenuye-
HIeM KO/IMYeCTBA BBIKYPMBAeMBIX CUTApeT B JieHb
[3]. Onsa perucTpanuy HAaHHBIX O KypeHMM CUTap,
Tpy6OK MM MapMXyaHBl MOXXET MCIIOIb30BAThCS
pasgen «JIpyroe». Kareropusa «Kypua B NpOIITOM»
IpefHAa3HAadYeHa [/IA ONMCAaHUSA MAI[MeHTOB, paHee
MIOABEPraBIINXCA BO3/IEICTBMIO KYPEHMs, YTO MOT-
JI0 MHULIMMPOBATh IIPOIIeCC Pa3BUTHUA MAHKpPeaTUTa.
Kareropms «mpopmormKaeT KypuUTb» IIpefHasHade-
Ha [/ HaIjMeHTOB KaK KypMBLIMX B IPOIIIOM, TaK
U TIIPOJO/KAIOIMINX KYpUThb. Takoil MOAXOJ OIMNCHI-
BaeT MaTTepPH U CTeNeHb BO3MAENMCTBUA U MOXET UC-
[I0/Ib30BATHCS [IsI pacyeTa «IIadKo-neT» (Kommye-
CTBO IaveK B JIeHb X TOfbI KypeHusi) [1].

Tunepkanvyuemus

B kauectBe pakTopa pucka passutust OIT u XIT ru-
IepKajblMieMIsl pacCMaTpUBaeTCs, KOIfla YPOBEHb
o0111er0 Kanblusi KPOBM COCTaBisieT>12,0 Mr/mn
(23 mmonb/m). IlpumepHo 90% cnydaeB rumep-
KaJbLIIeMUM BBI3BAHBI IEPBUYHBIM T'UIIepIIApaATH-
peosom (III'TIT) mnu runepkanpiuemueit Ha ¢poHe
37I0Ka4eCTBEHHBIX HOBOOOPAa30BaHMIl, 11 TNLIb He-
6ornbInass [OJsI CIyd4aeB acCOLMUPOBAHA C TeHe-
TUYECKMMIU HApyHIEHUAMMU, CApKOUJ030M, XPO-
Hudeckoil 6Oomesnpio modek (XBII) m gpyrumu
NpUYMHAMMU.

['mnepnapaTnpeos BbI3bIBaeT IUII€PKaTbLIYIEMUIO,
00OBIYHO CONMpOBOXAAIyocsa runodocdaremuer,
Ho OII cpenu 6ompubix ¢ III'TIT BosHUKaeT MeHee
4eM B 7% cnydaeB. Puck OII koppenupyer ¢ caMbl-
MM BBICOKMMM YPOBHAMM Kalbli¥isl B ChIBOPOTKE
kpoBu cpenn nanuentos ¢ IITTIT [14]. Cemeitnas
TUIOKaNbIMypudeckas rUIepKanblyeMusa — ayTo-
COMHO-JJOMVHAHTHOe 3abo0JieBaHNe, CBA3aHHOE CO
crenunIecKuMy MYTalUsIMU B TeHe IIe0TpOI-
HOTO KaJIbIIMII9yBCTBUTE/IBHOTO pelentopa (aHIIL
calcium-sensing receptor gene, CASR), oTBevaroiero
3a pa3nMYHbIe peaKIn B K1eTKaX. CaMOCTOATE/IbHO
myTtanuyu CASR He BoisbiBator OII, POII n XII, Ho
eCTb flaHHble O CIy4asX AMArHOCTMKM IaHKpea-
tura y nanyueHTtos ¢ IITTIT n myranmammu CASR.
CrnenoBaTe/nbHO, KOMIIIEKCHBIN PUCK MAHKpeaTUTa,
CBAI3aHHDBIN ¢ reHerndeckumu BapuaHTtamy CASR,
MOXXET MMETb MECTO U B OTCYTCTBME I'MIIepKaJIbIIN-
emun [15]. Kareropus «JIpyroe» mpegHasHaueHa Jis
BBIABIEHHBIX IPUYMH TUNEPKAAbIMEMUN, TaKUX
KaK OIYXO/MM IIApaIllMTOBUAHBIX >Ke/le3, MHOXe-
CTBEHHas 9HJJOKPMHHAA HeoIIas3usA Tumna 1 mn 2a,
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MHO)XeCTBEHHa s MIeJIOMa VIV MHbIe pefiKIie IPUIN-
HoI [1].

JlOTIOTHNTENIBHO ClIeffyeT YYUTbIBAT TaKue (ak-
TOpPBI, KaK MOYeKaMeHHasi 00/Ie3Hb, [pyeM JIeKap-
CTBEHHBIX IPelaparoB, B TOM 9YJC/Ie IIPerapaTos
auTHA U BUTaMMHA D, a Tak)Ke OCHOBHBbIE JTabopa-
TOpHBIE ITIOKa3aTeny, BK/IOYasl YPOBHU IIapaTupe-
OMIHOTO TOpPMOHa, obmero Kampius u ¢ochopa
B CBIBOPOTKE, YPOBEHD Ka/IbIIVsI B MOYE, €C/IN [TOf0-
3peBaeTCs ceMeliHas TUITOKaIbIINy pUIecKas TUIep-
Ka/IbL[eMILSL.

Tunepmpuenuyepudemus

HeopHo3HauHble [laHHbIE pPaHHUX MCC/IENOBAHMUIA
pomm runepmummpemMyy B passutun XII cramm npu-
YYHOI TOTO, YTO B KadecTBe (paKTopa pMUCKa BMECTO
TUIIEPTUIIIEMUN CTaTN PACCMATPUBATh TUIIEPTPUT-
muuepugemMmio. IIpofomKaTcsa cropbl 0 TOM, KaKol
ypoBenb Tpurmepnunos (TT') cunrars guarnocrude-
CKUM — MMHMMAJIbHBIN (HATOLIAK) M/IM MAaKCUMaJlb-
HBIT (BO BpeMsi 60/I€BOro aMm30/a MaHKpeaTuTa 1in
Ioc/le mpueMa Iuim), mockonbKy puck OII yBenu-
YYBAIOT MMEHHO IIOCTIIpaHAManbHble 3HadeHus TT.
Tak, puck OII BospacTaeT mpu JIeTKOM ¥ YMEPEHHOM
nosbimienuy TT (>177 Mr/pin) B KpoBM IOCTIE €fibl
(orHowenue puckos (OP) 2,3 mns yposus TI 177-
265 MI/mT) 1 KOppempyeT ¢ POCTOM IOCTIPaHAMA/Ib-
Hoit I'TT (OP 2,9 nnsa yposusa TT 353-366 mr/mn, OP
3,9 mna yposHa TI' 354-442 mr/pn n OP 8,7 s ypos-
us TT > 442 mr/mgn) [15]. Baxkao ormeTuts, uto I'TT He
TOMbKO yBenumunBaeT puck passutusa OIL, POII u XTI,
HO TaloKe YCWIMBaeT TshkecTb anmu3ona Ol B oTHomIe-
HUY psAfa IapaMeTpoB, B TOM YMCIIe Pa3BUTUA IaH-
KpeOHeKpo3a, CMHAPOMa CUCTEMHOI BOCIIAIUTE/IbHOM
peakuny, IO/IMOPraHHON HeOCTaTOYHOCTY, TOCIINTA-
NMM3alMU B OTHE/eHNe PeaHMMAlM ¥ VHTeHCUBHOM
Tepanui, JINTENbHOCTU IpeObIBaHMA B CTAlMIOHAape
u cMepTHOCTH [16].

JlexapcmeenHuvie npenapamol

Puck passutua OII n XII Mo>keT MOBBIIIATHCA TIOJ,
Bo3pericTBueM 6omee 100 /1eKapCTBEHHBIX CPEICTB,
BKJIIOYas MeTVIIPEeSHM30NOH, peHopuodpar, NHIU-
OUTOPBl AHTMOTEH3UHIIPEBPAIIAIONIEr0 (pepMeHTa,
CTaTUHBI, SCTPOTEHBI, Ba/IbLIIPOEBYIO KUCIIOTY, C HAU-
6orbliIell JOKa3aTeTbHOCTIO — a3aTUONIPUH (U ero
MeTabOIUT 6-MepKaNTONypuH), 2,3-IUHe30KCUn-
HO3MH M L-acmaparmnasy. MexaHU3Mbl ITaHKpeO-
TOKCUYECKOTO JEICTBIUS MOTYT OBITH PasINIHBIMI,
IpY 3TOM IIpsAMbIE NPUYMHHO-CIe[ICTBEHHbIE CBA3Y
00BIYHO OTCYTCTBYIOT. B GOIBIIMHCTBE OMMCAHHBIX
KJIMHUYeCKUX HaOIIOfNeHMI He OBIINM MCK/TIOUEeHBI
comyTcTByIOIue (aKTOPBI, TaKue KakK, Halpumep,
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rererudeckue [17]. Vimenno nosromy B TIGAR-O V2
He CONEP)KUTCA KOHKPETHOIO CIMCKA JIEKAPCTBEH-
HBIX IIPENAPATOB C MOTEHI[MATbHBIM TTAHKPEOTOKCH-
yecKuM ferictBueM [1].

Toxcumbi

ITop ToKCMHAaMM IOApa3yMeBaeTcs 100011 areHT, I0-
TEHIIMa/lbHO BbISBIBAIOLINII IOBPEXTEHNE allMHaAp-
HBIX MM TPOTOKOBBIX KieTok IDK, 3a ncknroyeHnem
ankorons u tabaka, B Tom uucie XBI1, paxTopsr, BbI-
3bIBaIOIMie OKVMCINUTENbHBIN CTPecC, U APYyIue TOK-
CUYEeCKIe BEIeCTBa.

XpoHuueckasi 6one3Hv nouex. B mepBoit Bepcun
TIGAR-O ucnonb3oBancsa TepMUH «XpOHUYECKaAsd
moyeyHast HeJoCcTaToYHOCTb». B TIGAR-O V2 tep-
MIHOJIOI A OOHOBMIACD, M CTelleHb TsaxxecTu XBII
onpepenAeTcsa KakK CTagus 5 MM TepMMHalbHas
CTajus XPOHMYECKON IIOYEYHON HEeZOCTaTOYHO-
CTM CO CKOPOCTBIO KIy60uKOBOI (GuUIbTpannn
MeHee 15 MJI/MVMH VMM HVMOKE BHE 3aBUCHMOCTHU OT
TOTO, HAaXOAUTCA /M TAallMeHT Ha Juanyuse MU XKe
OH IlepeHeC TpaHCIIaHTauuo nodek. XbBII moxer
yrspxensatsh tedenye OIT mnu XIT BemepcTBue 1160
HEBO3MOXXHOCTHU 3/IMMUHIPOBATh METaOONMNUTEI 06-
meHa IDDK mmbo pucbamaHca 37eKTpONUTOB, Kak,
HaIllpuMep, IpM TUIepKanbUueMnuy. Y IalMeHTOB
¢ XBII TakXe BO3HUKAIOT TPYJHOCTU B KOPPEKIIUNA
BOJIHO-3/IEKTPOJIMTHBIX HAPYIIEHNI U OIleHKe 3II1-
somos OIT [1].

Daxmopol, c6A3aHHbIE C OKUCTUMENILHBIM CIIPEC-
com. OTn PaKTOphI BKIIOYEHBI B OT/C/IbHYIO KaTe-
TOpMI0 Ha OCHOBAHMM IIOJTYYEHHBIX B HEKOTOPBIX
UCC/IeJOBAaHUAX JaHHBIX 00 onpepeneHHON addek-
TUBHOCTM aHTHOKCHUJaHTOB. KpoMe Toro, B 3TOT 1Of-
pasfien OTHeCEeHbI MAaHKPeaTUThl, ACCOIMMPOBAHHbIE
C Ty4€eBOJ ¥ XMMMOTepaIye, XpOHNYeCKOI MIIeMU-
eif, a TaKXXe ¢ TI0ObIMIU (paKTOPaMM, BBI3BIBAIOIINMU
TOKCMYHOCTb 4Yepe3 MeXaHM3MBl OKVCTUTETbHOTO
CTpecca, JeliCTBIE KOTOPBIX MOXKET ObITb CMATYEHO
aHTHOKCUJAHTaMU. VIsonmpoBaHHOe BO3JeNCTBUE
HDaHHBIX (AKTOPOB HEJOCTATOUHO J/IsI TOTO, YTOOBI
BBI3BIBATD ITAHKPEATUT, HO OHM, BEPOATHO, BHOCAT
CBOIT BKJIAJ| B €T0O pasBUTVE Ha (OHE YIOTpebIeHNs
QJIKOTOJIsI, KYpeHMsI, MarbabcopOuuy win gedurmura
B palliiOHE BUTAMMHOB M aHTUOKCU/IAHTOB, U3HYPU-
TEeNMBbHBIX PU3NIECKNX YIPAXHEHWI /TN HaTWIus
reHernyeckux ¢axropos [1].

Ioppaspen «/[pyeoe» B Kateropum «TOKCHMHBI»
BKJIIOYaeT B ce0s areHTHl C [0303aBUCUMBIM MU
UOMOCUHKPA3UIIHBIM [EICTBUEM, KOTOPbIE BBI3bI-
BatoT OII, POII mnu XII 3a c4eT runepcTuMynAun
(HampuMep, A7 CKOPIIMOHA U AHTUXOIMHICTepa3Hble
nHcekTUIAbl) [18]. B aT0il mMOgKaTeropum MOX-
HO TaKXXe yKazaTb (DAaKTOPbI, KOTOpPblEe CUUTAIOTCS
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TOKCMYHBIMI U IOBBIIIAIOT PUCK, HO NMEIOT HEU3Y-
YeHHBI MeXaHM3M [IeCTBUS.

Memabonuueckue u 0pyzue paxmopot

Iro HOBas Kareropus, obbepuusomas Cll, oxunpe-
HUe, MeTabONMMYIeCKIit CUHAPOM, PAllMiOH TUTAHMS
u fpyrue ¢GakTOpbl, BEPOSATHO, CBA3aHHBIE C pas-
Butuem POII u/unu XII, npu satom I'TT BoIfgenena
BbIIIIE B OTAENbHYIO KaTETOPUIO 13-3a YHMKATBHOTO
MeXaHM3Ma IIPAMOII TOKCUYHOCTU >KMPHBIX KUCIIOT,
TOBBIIITAOIIElT 3260/IEBAEMOCTD U PUCK OCTIOKHEHUI
npu POIT u XTI [1, 16].

Caxapnoiii duabem MOXeT OBITH IIPUINHOIN
arpodun u pubposa IDK (To ecTp 9K30KpUHHOIN
naHkpeatonarun), ocnoxHennem OIT u XII, a tak-
K€ BBICTYNaTh PaHHMM JUATrHOCTUYECKMM MapKe-
pom PIDXK. ITankpeaToreHHbII caxXapHbIl guaber
(T 3¢) B psifie cIy4yaeB 1M3-3a HOTEPY OCTPOBKOBBIX
Q-K/IeTOK, IPOJyIIMPYIOIINX ITTI0OKaTOH, XapaKTepu-
3yercs NMaOMIbHBIM TeYeHMeM, OIpefeNnsAs CKIIOH-
HOCTb K Ts)Kenoil runornukeMmunu [19]. Bo Mmuorux
CIIy4asx CI0KHO OTBETUTb Ha BOIPOC, HACTYNNII
nuabeT [0 MAM TOC/Ie MHULMALUM BOCIAIEHNS,
3aTPOHYBINETO 95K30KpMHHBIN anmapar IDK, Ho
IjeJIb COCTOUT JIMIIb B TOM, YTOOBI 3apUKCUPOBATH
HajIM4uMe ¥ CTENeHb TAXKECTV SHAOKPUHHON Hemo-
cratouHoctu. O Hanuuuu CJI yMeCTHO TOBOPUTD
IIpM TOBBIUIEHMM YPOBHA ITMKOMM3MPOBAHHOTO
remMornobuua >6,5%, TIOKO3bl B IJIa3M€ HATO-
maK > 126 MI/IT UaM ypoBHA ITI0KO3bI =200 Mr/mn
yepes 2 yaca B paMKaX [JIIOKO30TOJIEPAaHTHOIO TecTa
€75 I I7II0KO3bI. TepMuH «IpefnabeT» NCIIONb3yeTCs
ISl ONMMCAHMA COCTOSAHMA, IPU KOTOPOM YPOBEHb
[IMKONM3MPOBAHHOTO TeMOITIOOMHA MU TIIOKO3bI
B CBIBOPOTKE KPOBY BBIXOAVT 32 Mpefe/Ibl HOpMaJlb-
HBIX, HO He SBNSAETCS AUATHOCTUYECKV 3HAYMMBIM
g Cll, Hampumep, YpOBeHb INMKOIU3MPOBAH-
HOTO reMorno6mHa 5,7-6,4% u I70KO3bI B IIa3Me
Hatomak 100-125 mr/mn unu 140-199 mr/mn mocie
ITII0KO30TONIEPAaHTHOTO TecTa. Ecnm pesynbTaThl
UCCIIeJOBAHUII He IAl0T OJTHO3HAYHOTO OTBETAa, UX
clefyeT HOBTOPUTD [1].

Pavuon numanus. JIyera MO)KeT ObITb Ba’KHBIM
(bakTOpOM, MEHSIOUIMM TedeHne 3a00/eBaHMsI IIps-
MO WM KOCBEHHO, HallpyMep, IIyTeM BO3JeliCTBUA Ha
MUKPOOMOM KHMINEYHVKA. PalMoH MUTaHus mamueHTa
WIN IeTa BBICTYTIAIOT OJHUM M3 CaMbIX C/TOXHBIX /1A
ouenkn ¢akropos. [Topor pucka POIT n XII 6611 06Ha-
PY>KeH Ipyu NOTpebIeHNy KPacHOTo Msica B KOMMYeCTBe
6oree yem 24,5 r/1000 kkan/cyt (OP 1,37, 95% nosepnu-
TeNbHBIN MHTepBan 1,01-1,87), Ipy 3TOM MHTEpeCHO,
YTO OH He PacTeT C yBeMdeH)eM KONMM4ecTBa KpacHo-
ro msica B paruose [20]. Okomo 60 r KpacHOro msica —
MIOPOTOBbIN YPOBeHb I panyoHa B 2300 KKan/fieHb,
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03TOMY «2 YHIUM» (~57 T) ObUIM IIPOU3BONBHO TIPH-
HSTBI B Ka4ecTBe 000CHOBAHHOTO [TOPOTOBOTO YPOBHSI
pUCKa 1 GONMBIIMHCTBA B3POCTIbIX. B cBeTe BhImecka-
3aHHOTO aBTOPBI YKa3bIBAIOT, YTO BereTapMaHCKas/ Be-
raHCKas JyeTa JO/DKHA pacCMaTPUBAThCs KaK BO3MOXK-
HBIIT 3a1MTHBI pakTtop [1].

Osxcupenue. BucuiepanbHOe OXMPEHME, TO €CTh
U30BbITOK BMCIIEPATBHON JKMPOBOI TKAaHU, CBSI3aHO
¢ puckom passutus I'TT, CJI, meTabonmyueckoro cuH-
IpoMa u fpyrux saboneBanuit [21], BKnrovas 3abore-
Banusa I1DK [22]. Ha BucuepanpHOe oxXupeHue yka-
3bIBaeT OTHOIIIEHME Tanuu K 6efpam >0,9 y My>X4nH
u > 0,85 y >xeHmuH. O6IIenpUHsITbIE BBICOKIE 3Ha-
JeHM s MHJIeKCa MAacChl TeJla, XapaKTepHbIe [/ OXKI-
peHILs, He 06513aTeIbHO UCKTIOYAI0T MA/IbHY TPULIIO
y manueHtoB ¢ 3abonmeBaHmamu IDK. ITanyeHTs
C BBICOKUM ITIOTpeb/IeH1eM IPOCTBIX YITIEBOMIOB U/IN
HU3KUM COHEp>KaHUeM >XUPOB B pallyiOHe MOTYT
UMeTb U3ObITOYHBI BeC MM OXXUPEHUe U IPU ITOM
He NPOABIATb CYUMIITOMOB MajIbJUTeCTUN, HO B TO
e BpeMs UMeThb fepuIuT OeKa 1/Uan MUKpOoasie-
MEHTOB, IIPeXKJie BCET0 >KMPOPACTBOPUMBIX BUTAMU-
HOB ¥ BUTaMuHa B,,. Takum 06pasoM, BBICOKII MH-
JIeKC MacChl Te/la He JOJ/DKeH OBITh IPUYMHOI 0TKa3a
OT IpOBEJieHMs IIOJIHOTO aHajIM3a HYTPUTUBHOTO
cTaryca mamnuenra [1, 3, 7, 23].

Viavonatnyecknii naHkpeatut

B mepsoit Bepcunm TIGAR-O wupmomnatmyecknii
MIAaHKPeATUT MOApasfe/siNny Ha 3 MOATUIIA — C paH-
HUM ¥ TO30HUM MaHM(ECTOM ¥ TPOMMYECKUIL.
B TIGAR-O V2 xaTeropuy paHHeTo 1 IO3JHEr0O Ha-
Jyaja MaHKpeaTUTa SBIAITCS OCHOBHBIMK U Aud-
¢depennupyorcsa mo Bospacty <35 u 235 ner [1].
Tponuyecknit HaHKpeaTnut, NO-BUAMMOMY, IIpef-
CTaBJIACT COOOII C/IOXKHOE FeHeTUIeCKY 00yCIOBIIeH-
Hoe 3a0071eBaHNe, OH 00CY)X/[aeTcsl fanee B pasgerne
«Peikue HeOIyXOJIeBble TE€HETNIECKN OOYCIOB/IEH-
Hble HapyIIeHV IO/ Ke/TyJOYHO XKeTle3bl».

HacneacTBeHHbIN NaHKpeaTuT

3a mocmegHme 20 7eT OGbIT HOCTUTHYT CYLIeCTBEH-
HBIJI IPOTpecC B IIOHMMAaHUY TeHeTUYEeCKUX acIleK-
TOB ITAHKPEATNTA, IPU 9TOM B OOJIBIIMHCTBE CTyda-
€B MJMOIATIYeCKOTO 1 aJIKOTOJIbHOTO MaHKpeaTnTa
OIMCaHBl Ba)kKHbIE TeHeTUYeCKMe (PaKTOPBI, OKa3bl-
BaloIINe BIMsSIHNE Ha pasBUTHE 3aboneBaHus [24].
B TIGAR-O V2 mpuBeneHO BOCEMb IeHETHYECKUX
KaTeTOpUIL.

IIpednonazaemuviti  HacnedcmeeHHvili  XPOHUUECKUTE
nawkKpeamum

IlanHas ¢opMa yCTaHAaBIMBACTCSA IIPU MONO3PEHUN
Ha HaJau4ye TeHeTNYecKuX (PaKTOpOB, BO BpeMsd
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OXXMJAHUsI Ppe3yIbTaTOB TI'€HETUYECKOrO TeCTUPO-

BaHMs, N1OO KOrja MHepBOHAYA/NbHBI TeHeTHYe-

CKMII TeCT cofiep)Kajl OrpaHMYeHHOe 4YUC/IO I1apa-

MeTpOB (HampuMep, TONbKO VCC/IeJOBaHMe YacThIX

myranuit B renax PRSSI, CFTR, SPINKI u CTRC).

leHeTM4ecKast 9TMONOTK JOMKHA PaCCMaTPUBAThCS

B C/IefyIOIUX cnydasnx [1]:

o pauHUIt Bo3pact pas3sutus XII (monoxe 35 neT);

o upuomnarmyecknii OIl, POII n XTI, korga oTcyT-
CTBYIOT JpyTHe OUeBI/HbIE IPUUINHBI (TaKye KaK
JKeTYHOKaMeHHasd 00sie3Hb MM TsKenasd abmo-
MUHa/IbHas TPaBMa);

e HAC/IeICTBEHHBI aHaMHe3 oTsaroiueH mo XII, CII,
mucnunumemun u PITK;

o VMEKTCs HeOObIYHBIE OGMOMApKEPHI, TO3BOJSIO-
mye IPeAIoNoKNTh HACTeNCTBEHHYI0 3TMOJO-
ruio 3aboneBaHus (HalpuMep, B ClIydae MyKO-
BUCLIM033);

o IIPM YCIOBMM TAXKEJIOTO IPOTPEAVMEHTHOIO Tede-
HusI 3a00/IeBaHNs WIM IIJIOXOTO OTBETa Ha IPO-
BOJMMOE JIEYEH €.

AymocomHOo-00MUHAHMHDILL nAHKpeamum

B aTy KaTeropuio BKII0YeHbI CUHIAPOMBI C MEH/JIeTIeB-
CKUM HacJIefloBaHNUeM, B TOM YUC/Ie TAaHKPeaTuT, 06-
YC/IOBJICHHBINI MyTalAMI IPpHOOpeTeHN A QpyHKIUN
(anrn. gain of-function) B rene PRSSI, u denorun
MODYS8, cBaszannbiii ¢ Bapuantamu resa CEL.

AymocomHo-peyeccusHoie 3a00/1e6aHUST
AyTocoMHoO-penieccuBHbIe 3abomepanusa IIDK ¢ men-
IeIeBCKUM Haclef[OBaHMEM BK/IIOYAIOT B cebs
KJIaccudeckyo  ¢opMmy Mykosucnuposa, CFTR-
acconMMpoBaHHbIe 3a00/1eBaHNA U OUaJIIeTbHbIE ITa-
TOreHHble MyTanuu rena SPINKI.

Myxosucyuoos u CFTR-accoyuuposantvie 3a60-
neseanus. IIpexxyie BCero CTOUT OTMETUTD, YTO BCE
myTtanuy reia CFTR B 3aBUCHMOCTY OT CBOETO 3¢-
(exTa Ha OETOK-IIPOAYKT IeHa MOAPA3AENISAIOTCS Ha
7 xnaccoB (I-VII) [25]. Myrauuu knaccos I, II, III
n VII cunTaroTca TAXKeNbIMU. Y IalMEeHTOB C [BY-
MsA natoreHHbIMu BapmaHTtamyu CFTR stmx Kiac-
COB, 3aTparuBamIUMK 0be KONMM IeHa, TO eCTh
HaXOAAMIVIMUCA B TPAHC-TIOIOKEHU, KaK IIPABUIIO,
pasBUBaeTCA KIMHNYECKasA KapTUHa KIacCUYecKoil
(OpMBI  ayTOCOMHO-PeL[eCCUBHOrO 3abo/eBaHuA
MYKOBUCIIUIO3, KOTOpas BK/IIOYaeT B cebs TUIMY-
HbIe I MYKOBUCHIVJI03a >KaJ00bl M CUMIITOMBI
CO CTOpOHBI 6olee YeM OJHOTO OpraHa-MUIIEHU
U COIPOBOXMAeTCsl HapylleHneM (QyHKIUM Oenka
CFTR. IlocnenHee MOXKeT OBITH BBISBIEHO IIyTeM
[IpOBeeHNMsI MOTOBOI mpobsl [26]. B TO ke Bpems
IIpy OOHApY>KeHNUU y IalVIeHTa HapsARy C TSAXKeJIbl-
vy myrtamuamu I, II, III u VII xmaccos myranmii
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reHa CFTR xnaccos IV, V unmu VI B TpaHc-mono-
JKeHIM OTHOCHUTENbHO JPYI APyra TaKXKe MOXKeT
ObITh YCTaHOBJIEH [MarHo3 MYKOBMCLVZI03a. ITO
BO3MOXXHO, €C/IM YKa3aHHbINl T€HOTHUII MallYeHTa
coyeTaeTcsA C HaJM4yueM y Hero KIMHUYeCKUX CUM-
IITOMOB, XapaKTePHBIX /I MyKOBUCIIMTO32, Jaxe
€C/IM TTaTOJIOTMYEeCKNIT IIPOLeCC 3aTparnBaeT NNIIb
OJMH OpraH-MuuIeHb. IIpn sTOM [714 ycTaHOBNIEHUA
IVAaTHO3a MYKOBMCLM/I032 B TaKOM CIydYae TaKxke
HeoOXOIMMO HOATBEPAUTD 3ab0IeBaHMe pe3yIbTa-
TaMM IIOTOBOJ Ipo6sI [27].

B HeKOTOpBIX chyyasAxX HOMMHMPYIOIMUM IpU-
3HaKOM 3a00/IeBaHMs y MALMEHTOB C MYTalUsAMU
rena CFTR craHoBuTCA maHKpeaTuT. COCTOAHUS,
KOTOpBble He MOTYT OBbITb OINpefeNeHbl KaK MYKO-
BUCLVZIO03 (HAaIlpMMep, MOHOCMMIITOMHBIE — 3a-
TparuBamllle TOJAbKO OJMH OpraH, Halpumep,
IDK, n umeromue 1 matoreHHsrit BapmanT CFTR
noboro kmacca), kmaccuounupyorcs kak CFTR-
acconunpoBaHuble 3aboneBanus [1]. Kak nmpasuo,
9TO CUTYalMM, KOTAA y 60IBHOTO IaTOMOIMYeCKIM
MpPOIeCCOM 3aTPOHYT /INIIb ORVH OpraH, HAIpU-
Mep, DK, To ecTb HabmofaeTcsi MOHOCHMIITOMHOE
TedeHe 3a00/IeBaHN A, IIOTOBBIN TECT MOTOXKUTETeH
WM JaeT COMHUTEIbHBIN pe3yabTaT (0OBIYHO XJI0-
pUABL mOoTa NeXxar B guamaszone 30-59 MMonb/n),
a B TeHOTUIIE BBIABJIeHA MNIIb ogHa MmyTanusa CFTR
1106010 K1acca, 1160 60NbHOI — HOCUTENb TeHHO-
ro BapumaHta CFTR HeoIlpe/ie/IeHHOTO 3HAYeHNs.
Otmernm: CFTR-accounupoBaHHBIEe 3a060/meBaHuUs
IO CYTM HeNb3sA OTHECTU K KaTeropum ayTOCOM-
HO-PeIleCCHBHBIX OO/e3Heil, TaK KaK OHU CBA3a-
HBI C HaJIM4MeM TeHHOTO fieeKTa TOJIbKO B OfIHO
kormu reHa CFTR. OpgHako He MCKIIIOYEHO, YTO
BTOpoOit BapmaHT reHa CFTR y Takux IaniMeHTOB
HPOCTO ellje He UIeHTUDUIIMPOBAH B CUIIY OTPaHU-
YeHNs NPUMEHsIEMbIX METOIMK I€HOTUIIMPOBAHNA
WU HEJOCTAaTOYHOCTM 3HAHMII B OTHOIIEHUM MO-
JIEKY/ISIPHBIX OCOOEHHOCTeN (PYHKI[MOHMPOBAHUS
CFTR na maHHBI MOMEHT. TeM He MeHee KaTeropus
CFTR-accoumnpoBaHHBIX 3ab0neBaHMil KpaiiHe
Ba)KHa, ITIOCKO/IBKY OHa MOJXXeT BJAMATb Ha BBIOOP
TepaIeBTUYECKOl TAaKTUKM BelleHMSA TalMeHTa.
Kpome mankpeatuta K CFTR-acconmumpoBaHHBIM
3a60/IeBaHMAM OTHOCIT MYXCKOil dakTop becmno-
IV M XPOHMYEeCKUIT CMHYCHT [25].

SPINKI-accoyuuposantviti cemeiiHvlii naHkpea-
mum. Crydan 3a00/eBaHMs y HALNEHTOB C ABYMsI
MaTOTeHHbIMM BapuaHTamu reHa SPINKI B TpaHc-
HOJIOKEHNN TaKXKe KIACCUPUUUPYIOTCA KaK ayTo-
COMHO-peIleCCHBHBINI aHKpeaTnuT. leTepo3uroTHoe
HOCUTE/IbCTBO NATOT€HHBIX BapuaHTOB reHa SPINKI
MOXKeT B 3HAYUTEIbHON CTENeHN yBe/IMINBaTh PUCK
pasBUTMA TAaHKpeaTUTa M BHOCUTb CBOJ BKIaf
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B pasButue XII B paMKax CTTO)KHOTO MYJIbTUT€HHOTO
B3aMIMOJIEMICTBIU .

Bapuanmor  xponuueckoeo naumkpeamuma  co
CIOHCHBIM  HACIe006aHUeM TIPEACTABISIOT  CO6OIt
Han6osee BayKHYI0 KaTeTOPUIO JI/Is BCeX TUIIOB MaH-
Kpearnta 1 gpyrux 3abonesanunit IDK. Tijarenpaoe
OIlpefie/ieH)e OT/Ie/IbHBIX IeHeTU4eckux (haKTOpoB
pucKa y HallMeHTa B KOHEYHOM UTOTe CIOCOOCTBYeT
Jy4IIeMy HMOHMMAHMIO MOJIEKY/ISIPHOTO IIaTOTeHe3a
3a00eBaHMs 1 IEPCOHATMSUPOBAHHOMY IOXOLY
B JIedeHUN OONBHOTO B KOHTEKCTe IIapajurMbl IIpe-
IIVISVIOHHON MeAMUMHBL OTa KaTeropus (OKycu-
pyeTca Ha TeHeTMYeCKMX BapMaHTaX, KOTOpbIE IIO-
BBIIIAIOT BOCIIPMMMYMBOCTL K HoBpexzenno DK
yepe3 TPUIICHH3ABUCHUMBIN IIyTb, HENPABUIbHYIO
yK1angKy (Mucdonpmur) 6enka, CBA3aHHYIO C 9HJO-
IJIa3MaTUY€CKOI CeThIO M aKTUBALMEl CUCTEMBI OT-
BeTa Ha MUCQONAVHT, VU APYTYe MEXaHU3MbI OTBe-
Ta Al[MHApPHBIX MM IPOTOKOBBIX K/IETOK Ha CTpecc
WIM TIOBPE>KJieHMe, BK/TI0Ya sl HapyIleHVe peryIalnn
Ka/IbIeBOro o6MeHa. B 3Ty KaTeropuio [OMKHBI
OBITb BK/IIOYEHBI TOJIBKO T'e€HHbIe BapMAHTBI C JJOKa-
3aHHBIM NTATOT€HHBIM 3P PEKTOM MM paccMaTpUBa-
eMble B KaueCTBe BEPOATHO IATOTeHHBIX BAPMAHTOB
(www.pancreasgenetics.org). Bmecre ¢ Tem cregyer
OTHENbHO COXPAHATb pe3yJIbTaThl TEHETUIECKOTO
MCCTIe/IOBaHMA MAI[MEHTa, TaK KaK Y HEeTO MOTYT OBITh
BbIAIB/ICHBI BAPMAHTDI, He ONJMCAaHHbIE B MUPOBOII /TN~
TepaType M T€HOMHBIX 6a3aX JJaHHBIX, OJHAKO, BO3-
MOXKHO, UMeIOI[e 3HaUYeHNUe JJIsi pasBUTUs 3aborte-
BaHMA.

B kateropmio «BapmaHTBI cO CIOXHBIM Hace-
IDOBaHMEM» NO/DKHBI OBITh BK/IIOUEHBI [1aTOTCHHBIE
VU BEpOATHO MaTOTeHHbIe BApMaHTHI TeHOB SPINKI
u CTRC, o6Hapy>KeHHbIe B IeTepO3UTOTHOI (opme.
Bapuantel rera CFTR B 3ToIl KaTeropum oTpaka-
I0TCS, B C/TyYae eC/iu BBISABIEH ONVH T'eHHBIN Bapu-
aHT B TeHe MM HeCKOJbKO IIaTOTeHHbIX BapMAHTOB
B OJHOI Komuu resHa (TO eCTb B IJMC-IIOJIOXKEHUI),
Ipy 3TOM MHpOpMAIMsA O HapylleHUM QyHKIUU
Oe/Ka-IPOAYKTa IeHa OTCYTCTBYeT (HaIpuMep, Io-
TOBas IIpoba He TPOBOANIIACD) 160 PyHKIM Oenka
coxpaHeHa (HaIpyMep, YPOBHM X/JIOpHufia HOTOBON
npo6sI < 30 MMob/m) [1].

[Moprpynna «/[pyeoe» IpepHa3HaueHa JJisl IeHe-
TUYeCKUX BapMAHTOB, HE IIepeuNC/IeHHBIX BbIIIE, HO
CUMTAIOMINXCS TeHeTMYeCKMMM (aKTOpaMm pUCKa
Pa3BNUTHMA MAHKpeaTUTA.

Tervi-mooupuxamopo.

Takye TeHbl OTINYAIOTCA OT TeHeTUYeCKNX (PaKTo-
POB IpPefpacHONIOKEeHHOCTH TeM, YTO M30IMpPOBaH-
Ho He BbIsbiBaloT POII mau XII, HO ¢enoTummye-
CKV VTSDKeAIOT TedeHue 3aboneBanms. K ux umcny

bopoun [].C., Kyuepsaswiti FO.A., Kuptokosa M.A..

O6HOBNEHHan 3TMONOrMYECKan Knaccudrkauma naHkpeatntos TIGAR-O (Bepcusa 2): agantaumnsa ana POCCUINCKON KMHUYECKOM NPaKTUKK

B HACTOsIIeNl Bepcuu KaaccupUKalyy OTHEeCEHbI
myTtanuy reHoB CLDN2 (accoumanys ¢ IpueMoM ajl-
korosns), SLC26A9 (cBA3b € TSAXKECTbIO TEUEHUS MY-
KOBMCLIMJJ032 ¥ HEJJOCTATOYHBIM OTBETOM Ha Tepa-
o), GGT1 (acconumanus ¢ MaHKPeaTUTOM U PAaKOM
ITX), a tak>ke cBss3anHble ¢ [11 rpymmoit kposu (puck
pasBuTHs maHkpeatuTa u paka [DK) [1].

Kareropus «/Ipyzoe» mpepHasHadeHa HJIs TeHe-
TUYECKUX BapMAHTOB, HE IIePEUNC/IEHHBIX BbIIIIE, HO
CUMTAIOMINXCS 3HAYMMBIMY B OTHOIIEHNM MORudum-
Kaluy Te4yeHns 3a00/1eBaHu .

Tunepmpuenuyepudemuecxue HacnedcmeenHvie
CUHOPOMDbL

I'TT otmeuena B paszerne « TOKCUKO-MeTabONMMIeCKIIE
¢dakroppl, runeprpurauiepuseMus». OpHaKo Ha-
cnenctBeHHblit reHes I'TT Tpebyer oTpakeHus
U B 9TOJI YacTU KIacCUpUKanyy JIs ONMCaHUA Ba-
PMAHTOB I'eHOB, HabO0JIee YaCTO CBA3AHHBIX C Pa3BU-
THEM CeMEeTHON XMIOMUKPOHeMUY (TeHbl IMIOIPO-
terHaunass LPL u anonunonpotenna C II APOC2)
U OPYyTMMM MeHee paclpOCTpaHEHHBIMU BapuaH-
TaMJ MyTalluil OJVHOYHBIX T€HOB MY CIIOXKHBIMM
KOMOVMHAI[MAMM BApUAHTOB [28].

MmnozopaxmopHoiii  cUHOPOM — XUTOMUKDPOHe-
Muu BKIIOYaeT KaK TreHeTHdecKume (aKTOpbl, Tak
U KO(aKTOPhI OKPY>KaIoljeil Cpefibl B MX CIOXKHBIX
KOMOMHAIMAX. DTy KaTeropuio CiefyeT OTMedYarb
y nanuenToB ¢ I'TT mocrne momy4yeHns pesynbTaToB
TeHETMYECKOTO TECTMPOBAHMA MM NIPU HANUYUK
y HanyeHTa yOeZMTeNbHBIX KIMHWYECKVX JaHHBIX
o ¢penotume I'TT Ha PoHe U3BECTHOTO CYIIIeCTBEHHO-
IO YHAaCTIeJOBAaHHOTO T€HETMYECKOTO PUCKA Pa3BU-
TUA JAHHOTO COCTOAHMA.

B xareropuio «/[pyzoe» OTHOCAT BapMaHTBL, OTMe-
JYeHHbIe B MEIVIIMHCKOM NOKyMeHTanuyu 60JIbHOTO,
HO He NOIAflaollle B BbIIIEYIOMSIHYTbIe pasfenbl.
Hamnpumep, crofa MOKHO BK/IIOYUTb T'€HHbIE Bapu-
anTel ANGPTL3, APOAS5, APOB, CELSR2, FABP4,
FADSI, -2, -3, GCKR, GPIHBP1, LMFI, MLXIPL,
PPARG u pip. [1, 28].

Peoxue Heonyxonesvle ceremuuecku 00ycnosneHHbie
HapyueHus nooxHeny00uHO Jesesvl

JlaHHasA KaTeropys — HOBas, OHAa BKJIIOYaeT B cebs
HECKOJIPKO KJIMHWMYECKUX CUHIPOMOB HapyIIEHNUA
¢dynkiuit T1K, koTopble MOryT ObITh BBI3BaHBI ITa-
TOTeHHBIMU BapMaHTaMM B OJHOM M/IV HECKOIBKUX
reHax.

Cundpom Illsaxmana - Jlatimonoa mpescTaBiaseT
co00lI penKoe ayTOCOMHO-peliecCUBHOe 3aboseBa-
HIe, CBA3aHHOE C MyTanusmu B reme SBDS u, Be-
POATHO, IpYyTUX TeHaX, TakuX kKak DNAJC21, ELFI
u SRP54, xapakTepusyeTcsi pasBUTHUEM TsXKeJON
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OHIDK 6e3 maHKpeaTuTa, reMaTOOTMYECKUMHU Ha-
pylieHyMAMYN (HaopuMep, UMK/INYecKas HeNTpoIle-
HI), HUSKUM POCTOM M flepeKTaM OIOPHO-/[BUTA-
Te/IbHOrO amnmapara [1, 29].

Cundpom Vioxancona — brussapoa — penkwii ay-
TOCOMHO-PELIECCUBHBIN CUHPOM, CBA3AHHBIN C MY-
tTauyAMM B reHe youksururnurasel E3 (UBRI1), xa-
pakrepusympomuiica munomarosom IDK ¢ passutuem
OHIDK, TunuyHpiMM dYepTaMy IMUIA, aHOMAIUAMU
3y60B, TMIIOTMPEO30M, HEIPOCEHCOPHOI TYTrOyXo-
CTBIO, feheKTaMU CKaJIblla, yPOreHUTaTbHBIMU M aHO-
PeKTa/lIbHBIMM AHOMA/IUAMYU, HU3KMM POCTOM ¥ KOT-
HUTVMBHBIMI HAPYIICHUAMU Pa3IMYHOl cTeneHu [1].

Mumoxonopuanvrote 3abonesanus. s GyHKIm-
onnposanus DK tpebyercss 60mbiioe KoImiecTBO
sHepruu. Ocoboe 3HaUYeHMe B PETyNIANMM OOMeHa
Ka/IbLus uMeeT afeHosunTpudocdar, ero gepuunt
MOXKeT IIpefpacIonaraTb K aKTMUBALIVM TPUIICHHA.
Hapymenue GyHKIMU MUTOXOH[PUIT YBeINYMBAET
puck mankpearura [28]. K aroit kareropum MOXHO,
HaIpuMmep, oTHecTM cMHApoM IImpcona, xapaxre-
PpU3YIOIINMIICA ~ HPOTPecCUpPYIOIINM HOpakeHUeM
PasINYHBIX CUCTEM OPTaHOB U IPUBOJALINI K PaH-
Hell rubenu 601bpHOrO. B 3Ty Xe Kareropuio cregyer
BKJIIOYATh ¥ APYyT¥e MyTalyM, NPUBORAIINE K pas-
BUTMIO MMTOXOHZPUATbHON MATONOTUN, Y TNallVeH-
toB ¢ POII mau XII [1].

Jpyzoe. Tponmueckuit MaHKPEATUT — UCTOPUIe-
CKIUI TepMUH, UCIIOIb3yeMblil J/Isl ONIMCAHMUSA ULU-
onaruuyeckoro XII B Tpommueckmx permoHax. Bo
MHOTUMX CIy4asAX y 9TUX HAIMeHTOB IIPUCYTCTBY-
I0T CJIOKHbIe TeHeTU4YecKue HapyIIeHMs, CXOXKIue
C IPYTMMM CIIOKHO HacnefiyeMbIMu craydasamu XII.
QeHOTUNNMYECKN BBIIEIAT [Be Pa3HOBMIHOCTI:
«TpONMYECKMil KaTbIM(PUIUPYIOMNIT TAHKPeaTUT»
U «puOpOKaNbKy/NesHbII MaHKPEaTOTeHHBIN [ua-
6er». I TOro 4TOOBI OIpENe/INTh, IPEACTABIAIOT
7 OHM c06011 pasnNYHbIe CMHIPOMBI, KOTOPbIE OT-
NMMYAIOTCA OT APYTUX CTTOKHO HAC/IeyeMbIX CTTyYaeB
MaHKpPeaTUTa, M BBIABUTb (DAKTOPBI PMCKa pasBU-
TSI JAHHON Kateropuu 3abojneBaHus1, HeOOXOXMMBbI
manbpHenme uccnegosanus 30, 31].

AyTOUMMYHHbIN NaHKPeaTuT

AWII - BocnanurenbHoe 3aboneBanue IDK ¢ arm-
IMYHBIM OTBeTOM B-mumdonuros u apdexrom npu-
MeHeHUsI KOPTUKOCTepOUJoB. PaccMmarpuBaroTcs
[iBa OCHOBHBIX TUIIA.

AWII I Tuma maToMopdomorndecKyt ONUCHIBAIOT
Kak 1MMOIIa3MOLMTAPHBI  CKI€PO3UPYIOLINIA
[IaHKPEATUT, KOTOPBIII OOBIYHO CBsI3aH C IOBBILIE-
HueM ypoBHA 1gG4 m Moxer ObIThb yacTbio IgG4-
ACCOLMMPOBAHHOTO 3a00/IeBaHMsI C IOpa’KeHNeM
APYIMX OpraHos [28].
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AWII 1I tma maToMOpQOIorndecKy XapakTepu-
3yeTCs TPaHy/IOLMTAPHOM JeCTPYKLMEN IIPOTOKOBO-
ro snurenuA. B HacTosIllee BpeMs ChIBOPOTOYHBIX
mapkepos AVII II tuma He cymectByer. [Tockonbky
MOCTaHOBKA TOYHOTO [UarHO3a C IIOMOIIbIO 611OTICHU
ITJK compsiykeHa ¢ BBICOKMM PMCKOM, YacTO Ipef-
MOYTUTENbHBIM TIPU3HAETCA HPUMEHEHME KOPTU-
KOCTEPOUJOB ex juvantibus (IpobHOe MpUMeHEHNE).
B 6onbiiom Konmuyectse HabmwogeHnit moMmumMo AVIT
II Tma y nanueHToB JUAaTHOCTUPYIOT BOCHATNTENb-
Hble 3a0071eBaHa KuIIedyHnKa [1].

AMII neymouHeHHbI — CIIOKHDbIE C/TyYau HaHK-
peaTuTa C OYE€BUJHBIM ayTOMMMYHHBIM KOMIIOHEH-
TOM, He cooTBeTCcTBYIomue kputepuam AWII I unn
IT Tumna, HO OoTBeyalollye HAa Tepalyi0 KOPTUKOCTe-
ponpamu.

PeLanBMPYIOLLMIA 1 TAXKENbIA OCTPbIN NaHKPeaTUT

K uncny Han6omnee sHauMMBbIX PaKTOPOB PUCKa pas-

Butusa XIT ornocarcsa POIT u sxensiin OIT [13]. POIT

YCTaHABIMBAKIOT B CIy4ae BTOPOTO U MOCIENYIOIMUX

annsonos OIl He3aBMCUMO OT CTENEHM TSAXKECTH, 3Ta

¢dbopMma maHKpeaTUTa CYUTACTCS TOpaszio 6omee CUIb-

HBIM (aKTOPOM pIUCKa mporpeccrpoBanus XII, uem

enuHCTBeHHBII armsox OIT [13, 32].

Tsaxenprit OIl guarHOCTMpPYeTCA HpU HaNM4NU
CUHJpOMa IIE€PCUCTUPYIOLIENl CUCTEMHOI BOCIA-
JINTENIPHONM peaKuuyu =48 4YacoB € IIOIMOPTaHHOI
HeJOCTaTOYHOCTBIO (JibIXaTe/IbHAs, CePHAEeYHO-COCY-
OMCTasg ¥ TOdYevHas), HaJMYMYU MOKa3aHWUIl K IIpe-
ObIBaHMIO B OT/IeJICHUY MHTEHCUBHOI Tepalnu, Xu-
PYPrMyYecKMM BMeELIATelIbCTBAM, a TaKXKe B Cayvae
¢dbopMupOBaHISI HOCTHEKPOTUIECKUX IICEBJOKMUCT.

K stmomornyeckum ¢akropam OII/POII, Bo3-
HUKIINM 32 IIpeJie/laMy allTHAPHOTO U IIPOTOKOBOTO
anmapara IIDK u He oTHOCAIMMCSA K TOKCMKO-MeTa-
6onmueckuM dpakTopam, IPUINUCTIAIOT:

o OwmmapHblit OIl, KOTOPBIA CIY>XUT OCHOBHBIM
aTHONOrNYecKuM pakropom tspxenoro OIT;

e TAHKPEeATMT, Pa3BUBIINMIICA IIOC/TE IPOBEJEHMNA
3H/IOCKOIIMYECKON PETPOrpajHOil X0/NIaHIMOIaH-
Kpearorpaduu (II0OCTMaHUITY AL MOHHBII);

o UHQeKUNOHHbIe HaKTOPDI — BUPYCHBIE U PyTHe
B 3aBJMCUMOCTM OT Pe3y/IbTaTOB TaOOPaTOPHBIX
UCCTIE[JOBAaHNIT ¥ BBISABICHHOTO BO30yaMTeNIA.
Bakrepun kax aTmonorndeckust ¢pakTop He CiIe-
AyeT IyTaTb CO BTOPUYHON MH}eKLMel Ipyu WH-
¢$uIMpOBaHHOM TAHKPEOHEKPO3e.

Anamus yHopManuu o nepsoM smnusoge OII,
POII u XII BakeH [/Is1 MOHUMAHMS PasBUTH 3200-
JIeBaHM Y OTAETIbHBIX ITALMI€eHTOB, MOCKO/IbKY Y He-
KoTopbIX 13 Hux nyTh k XII Beirmagut kak OIl =
POIT = XII, B To BpeMA Kak y ApPYTUX (IpUMepHO
40%) XTI pasBuBaercs 6e3 POIT unn OII B aHaMHese.
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9TO MO3BONAET INPEANONIOXKUTb, YTO CYIIECTBYeT
mpyroit MexaHusM mnaroreHesa XII. Baxxno ¢uxcu-
pOBaTb AThI M OCTOXHEHMs Kakporo snusoma OII,
a TaKoKe J00ble HOBbIE CUMITOMBL, B ToM urcie ClI,
OHIDXK wunu n3MeHeHue xapakrepa aboMIHaIbHOM
6omu. Kpome Toro, mo/mkHa ObITh OMICAHA YaCTOTA
IPUCTYIIOB. DTN JaHHbIE BOXHBI /IS OLIEHKM Tede-
HIs1 3a0071€BaHMs, Pe3yNbTaTOB U 3P PEeKTUBHOCTU
BBIIIO/JIHEHHBIX BMeEIAaTeNbCTs [32, 33].

OO6CTPYKTUBHBIV NAHKPEATUT
OcHOBHOE pasmuyue MeXHAy INepBoil M 0bcyxae-
moit BepcuaMu TIGAR-O - 3ameHa mpoTmBopeyn-
BOro TepmuHa «gucynxnusa chuukrepa Ongu» Ha
«aMITy/IAPHBLI CTEHO3» 1 paclIMpeHye TOKaIM3ay
U 9THONOrUM (HaKTOPOB, KOTOpPble MOTYT HapyIIaTb
npoxoanMocTb npoTtokoB IIDK m cmocobcrBOBath
pasBuTuio oocrpykrusaoro XII [1].
[Tarocusuonornyeckrie MexaHUSMBI 00Opas3oBa-
HUA KalbLMHATOB B mportokax IDK m3sydensr mmoxo.
Crenenp KanblyuKaLym/KaMHeoOpasoBaHyUA Ba-
PBUpPYET Cpeny MallMeHTOB, II03TOMY PacCMaTpyBaeT-
s pasjiefieHye MalMeHTOB Ha TPYIIIBI C Ka/IbI[HATa-
MU IPeMMYLIeCTBEHHO OOMbIINX (BUPCYHIONMMUTHAS)
U IpeyMyIecTBeHHO MabiX (muddysnas kanprmdu-
KaIlysa) IpoTOKOB [34]. CTpUKTYpBI IIaBHOTO ITaHKpe-
armaeckoro mpotoka (I'TIIT) cauTarTcs 3HAYNTENbHBI-
MU, €C/IY IPUCYTCTBYET ero pacliyipeHye OMCTanbHee
MecTa CyxeHusa. HoBooOpasoBaHMA TakKe MOTYT
BbI3bIBaTh 0OCTpyKuuio [TIIT ¢ mepMaHEHTHBIM IIO-
BpexxenneM tkaHelt IDK aycranpree MecTa 06CTpyK-
. IIpoTokoBas apmeHokapuunoma IDK o6praHO
VMHUIMVPYET BeCMOIUIACTUIECKYIO PeaKIiIio, KOTopas
1o cBoeli cytu He ABndercsa XII. B kauecTBe npmunH
o6crpykTuBHOro XII crefyer paccMarpuBarh TOJIb-
KO JIOKa/I30BaHHbIE IIPOTOKOBBbIE aleHOKAPLIMHOMBI
IDK ¢ obcrpyxuumeit ITIIT u ocrarounsim XIT mocre
yOATeHVs OIyXO/MU. BHYTpMUIIPOTOKOBbIE ITaNVIUIAP-
HO-MYL[MHO3HbIe HEOIUIA3MIU C AUCTA/IbHBIM pPaCIIU-
penuem I'TIIT n3-3a 06CTPYKILMM TO>KE MOTYT paccMa-
TPUBATbCA B KadecTBe NPUYMHBI OOCTPYKTMBHOTO
nma"kpearuTa. K «aHaTOMU4eckyM BapMaHTaM» OTHO-
CATCA NepUaMIy/IApHBIe KMCTDI {BEeHA/[IIATUIIePCTHOI
KIIIKM, XO/IeT0XOIene, KUCThI CAHTOPMHIEBA IIPOTOKA
(dbokampHass KUCTO3HAs AMIATALNA TEPMUHATBHOTO
orfena fobasounoro nporoka IDK), maTonornus maH-
KpeaTobumapHoro koHdoenca, KomplepuaHas IDK
u ap. Pancreas divisum - pacrpocTpaHeHHbIT Bapu-
aHT, CIYXKAILIMII TIPEIMETOM MCCIeJOBAHNUI B HACTOS-
1iee BpeMsi, — OCTAeTCs B OT/Ie/IbHOIL Kareropuu [1].

06cy)K,qe|-||/|e N 3aK/4vyeHne

Hamm sHaHMS O BOCHAIUTENbHBIX 3a00/eBaHU-
ax IDK B mocmemHme pecATMIeTHs MpeTepIien
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cepbesHble UIBMEHEH S, YTO BO MHOTOM 00BACHAETCS
OTKPBITIEM T€HETUYECKNX IIPUYNH U MHOTOTPaHHO-
CTBIO [TaTOTeHe3a MaHKpeaTuToB [35]. 910 hopmupy-
eT CJIOKHOCTY BOCIIPYTYS KIMHALUCTAMY XPOHU-
dyecknx 3abonesanuit IIDK u pemaer Heo6X0mMMBIM
IpU3HAHNE BaXXHOCTH I[eJIOCTHOTO IIOAXOAA K IIPO-
¢dunakTuKe U KOHTPOIIO 3aboneBaHmil, TpedyeT OT
JTedalrero Bpava 6ojiee ITyOOKOro IMOHMMAHUS Me-
XaHM3MOB I1aTOTeHe3a, (PaKTOPOB PUCKA/ITHONIOT UM
U KOHKPETHBIX 61I0MapKepOB aKTMBHOCTY M CTANU
3abonesanus [1, 2]. Llenp ob6HOBeHUs Kaaccudu-
kanuy TIGAR-O cocTOUT He CTONBKO B TOM, YTOObI
y4eCTb HefJaBHO OTKPBITHIE 11/V/IN OKa3aHHBIE (aK-
TOPBI PUCKa, CKOJIBKO B TOM, YTOOBI JaTh MEXaHUCTH-
YecKoe MpefiCTaB/IeHNe O PA3IMIHBIX 3a00/IeBaHMAX
IDK ¢ o6mumy XapaKTepuCTUKaMU U JIeXKaIMMU
B X OCHOBe MexaHM3Mamu. Hampumep, Hu aTpo-
¢dus, Hu Pubpos, un SHIDK, Hu nmankpearnyeckas
60mp, Hu C[] He sBistoTCS crenuuaHbMy gist XI11,
0COOEHHO Ha paHHUX CTafusAx 3aboneBaHus [36].
IuddepennnanpbHO-IMarHOCTUYECKNIT PSI, [/ BBI-
SIBJIEHVIST 9TUX K/IMHMYECKUX [IPU3HAKOB U OroMap-
kepoB BKaouaetT AUII, cCMHAPOMBI, COIPOBOXKAAIO-
muecst HeocrtatounocTbio IDK, ClI, obpasoBanms,
BBI3bIBaOLINE 06CTpyKINIo mpoTokos IIK, BHyTpH-
IIPOTOKOBBIE AL PHO-MYLITHO3HbIE HEOI/IA3NU,
PIDK n mp. Kpome Toro, y marjueHTa MOXXeT HabIio-
maTbcst 6ormee OHOrO 3a00/I€BAHMS, YTO 3ATPYLHSIET
IAMATHOCTUKY U JIeUeHMe Ha OCHOBAHUMU KIMHNYe-
CKOIT KAPTUHBI ¥ PYTUHHBIX METOJOB MCCIEOBAHIIL.
Taxum 06pasoM, BbISIBIEHNE M KIACCUUKAIS
(aKTOpOB pUCKa ¥ 3TUONOTMYECKMX (HAKTOPOB Ha
OCHOBE Ppe€3y/IbTaTOB [a/IbHEMIINX MCCIeJOBAHMI
U YCTAHOBJICHHBIX KPUTEPUEB MO3BOJISIET PAHXKIPO-
BaTb I TOATBEP)K/IATh OTHOCUTENBbHYIO BEPOSITHOCTD
3abonmeBaHMil U3 gUPepeHnnanbHO-IMATHOCTUYe-
ckoro psifa [37].

Y manueHTOB ¢ MAMONATUYECKMM IIaHKpeaTu-
TOM C/IeAyeT pacCMaTpuBaTh Bce (DAKTOPBI PUCKA.
Vctoputo 60me3HM HEOOXOLUMO JJOHMONHATH HOBOII
nHbopManyeli (HapuMmep, pe3yJIbTaTaMI reHeTIde-
CKOTO MCCTefIOBaHMA) UMM M3MEHeHUAMH B CTaTyce
(dakTOpoB prckKa (Hampumep, IpeKpaleHne Kype-
Hus, nedenve I'TT u ycrpaneHne o6cTpyKumm), fa-
TUPYS BCe MBMEHEHNs 11 JOIIOTHEHN L.

ITpodummakTuka pa3BUTHsI ¥ IIPOTPECCUPOBAHMS
3aboeBaHMs B OOJNMBILIEI CTENEHU, YeM MOATEPKI-
Baloliee jieueHne, OyJeT 3aBUCETh OT MCIIONIb30Ba-
HUS B 3][pPaBOOXPAaHEHUI HOBBIX MH(POPMAIMOHHBIX
TEXHOJIOTMII, CBA3SBIBAIOLINX JINYHOCTh IALMEHTA,
pe3y/IbTaThl ero o6cIejoBaHM s, paboTaOINX C HUM
crrenyanuctos u mup uHpopmanuu. Kpome rtoro,
3TOT MHCTPYMEHT IPEIOCTaBUT KIMHUIUCTY, Halle-
JICHHOMY Ha HalMeHT-OPMEHTVPOBAHHYI0 HOMOIIb,
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ocsAzaeMyo MHGOPMAIUIO A1 PabOThl C MaIVeH-
TaMu. Y HUX IOSBUTCS BO3MOXXHOCTH OOCYX[arhb
STMONOIMI0 ¥ (aKTOPBI PUCKA, @ TAKXKe CHOCOOBI
HEIIOCPEeICTBEHHOTO CHIDKEHUs MHMBUIYaTbHBIX

pUCKOB manyenrTa [1].

[TpenMy1ecTBO CTAaHJAPTU3MPOBAHHOTO IOJ-
xoma K 3abomeBanyaM IDK Ha paHHMX crapmsax
3aKJII09AeTCsI B OOecHedeHMM KPUTUYECKOro aHa-
nu3a B TapafiurMe TMPelMU3MOHHOM MeJUIMHBI,

JononHutenbHaa nHdopmayuma

®uHaHcMpoBaHmne
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HOro GUHAHCUPOBAHUA CO CTOPOHbI TPETLYX LY.
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The revised pancreatitis etiology-based
classification system TIGAR-0, version 2; adaptation
for the Russian clinical practice

D.S. Bordin® %2« Yu.A. Kucheryavyy**« M.A. Kiryukova'

The discoveries in molecular genetics and break-
through visualization techniques in the last
20 years have changed our understanding of the
pancreatitis causes and biomarkers, expanded
our knowledge on the pathophysiology of the
disease, and promoted the development of new
additional conservative treatments. From the
practical perspective, the physician's comprehen-
sion of the etiology is of particular importance. It
is for this reason that the activities to elaborate an
etiology-based classification of pancreatitis have
been already started since long ago. The first in-
ternationally acknowledged system was TIGAR-O
checklist, introduced in 2001. Being innovative
at the time, it structured our understanding of
the etiology of chronic pancreatitis. The revised
version (version 2) was published in 2019 and is
less known to the Russian medical community,
although from the authors' point of view, it has
been substantially extended and structured to be

maximally convenient and useful for physicians in
routine medical practice. The review presents key
provisions of the TIGAR-O, version 2 and recom-
mendations for its adaption to the Russian clinical
setting.
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