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Iexp 0030pa. [IpoaHann3npoBaTh OCHOBHBIC JAaHHBIE O posnu runeprpurauuepuaemun (I'TI) B
naroreHe3e I['TI-accommupoBaHHoro octporo maHkpeatuta (OIl) u 0 cOBpeMEHHBIX METOIAX Jieye-
Hus 3Toro 3aboneBaHusl. Ilocnennne nannbie qurepatypbl. ['TT-acconmupoBannbiii OI1 BcTpevaercst B
5—15 % cnyyaeB OIl. B matorenese I'TT-accoumupoBannoro OIl Bemyiiasi posib OTBOAMTCS OOCTPYK-
umy KanuwuisipoB TT M XMJIOMUKPOHAMU, JIOKAJTbHOW WIIEMUU TOMIKEJIYIOYHOM 3KeJe3bl, a Takxke
HAaKOIUIEHUIO TOKCUYHBIX CBOOOAHBIX XXMPHBIX KHUCJIOT B pedyibrate ruaposuza TI, 4To MpUBOIUT
K TIOBPEXIEHUIO allMHAPHBIX KJIETOK M KalMJUIIPHOTO JMUTENMs, YCYTYOJSIeT aluao3, CTUMYJIUpPYeT
MPEXACBPEMEHHYIO aKTUBAIMIO TPUIICMHOTEHA C WHUIMAIIME OCTPOTO OTEYHOTO WJIM HEKPOTHYE-
ckoro maHkpeatuTa. B coBpemeHHoil cxeme jedeHust ['TT-accoumupoBanHoro OIl, Bkiovaroei
mia3macdepes 1o ypoBHst TI' B mmasme mo 300—500 mr/mi, 3aTeM — AMETy, MCKIIOUCHHME aJIKOTOJIS,
npernapaTbl OMera-3->KUpPHBIX KUCIOT, (GUOpaThl, HUKOTUHOBYIO KHCJIOTY, TUIAHMPYETCS TPOBEIcHUE
IeHHON Tepanuu AeUIUTa JTUMONPOTCUHIUIA3bl ¢ TMOMOIIBI0 WHBEKIIMI BUPYCHOTO BEKTOpA ajlv-
MoreHa TUIapBOBeKa, B PE3yJIbTaTe YEro 3HAUYMUTEJbHO YBEJMYMBACTCS AKTHBHOCTDb JIMITOTPOTEHHIIN-
nasbl, cHUkaeTcsi ypoBeHb TI U XMJIOMUKPOHOB B IJ1a3M€ M yMeHblllaeTcst yactota snu3onos OIT.

KiroueBbie €j10Ba: OCTPbIN MAHKPEATUT, TUIIEPTPUIIULIEPUICMUS, JI€UEHKE.

BrniepBeie B 1846 1. L. Speck oGHapyXui1 xu-
JIE3HYI0 (MJIEYHYIO) CBIBOPOTKY KPOBU IPH OCTPOM
mankpearure (OIl) (mur. mo [1]). B nHactosee
BpeMsI ONTMMAaJIbHBIMU JIJISI OOILEro XoJecTepuHa U
tpurnuiepunoB (TT) B ChIBOpOTKE KPOBU CUMUTAIOT-
¢ ypoBHU < 200 mr/ma (5,2 mmoinb/a) u 150 Mr/mn
(1,7 mmonb/m) coorBerctBeHHO (NCEP, 2001). Ts-
xenoit runeprpurmuuepunemueid (I'TT) HasbiBatoT
pa3InyHbIe KIMHUYECKNE COCTOSTHUSI, XapaKTepu3y-
fommecs: BbICOKUMM ypoBHsmMu TIN (>1000 mr/mn)
B IJlJa3M€, PEMHAHTOB XWIOMMKDPOHOB WJIM YaCTHUIL
MIPOMEXKYTOUYHBIX JIUIIOMPOTEMHOB HM3KOM IUIOTHO-
CTW W/WIW XWIOMHKPOHOB [2].

I'nmaBHbIe McTOUHMKM TocTyrieHus TT B miasmy
KPOBM YCJIOBHO Pa3NesisiioT Ha SHAOTEHHBIE (U3 Tie-
YeHU) U 3K30reHHbIe (MUIIEBbIC KUPbI). M3 meueHun
TT moctynaioT B cocTaBe YacTHII, COAEPXKAIINX JTH-
MOMNPOTeUHbI OYeHb HU3KOU miotHocTu (JITIOHIT),
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HayK,
TPYTIIbI
Tepanuu  LleHTpa TOCTAMIUIOMHOIO MEAMILIMHCKOTO OOpa3oBaHUsI MEIUIIMHCKO-
HCCIIeI0BATEIHCKOTO

BO BTOPOM CJTyyae — B COCTaBe XWJIOMUKPOHOB. [Tpu
MOCTYIJICHUU JIMIIONPOTEMHOB U XWJIOMUKPOHOB U3
KalMJUISIPOB B SKMPOBYIO WKW MBIIICYHYIO TKaHb
nona Bo3aelcTBUeM JunonpoTtermHaumnassl  (JITLI)
TIPOMCXONT WX THUAPOJN3 B CBOOOTHBIE SKUPHBIE
kucaothl [3]. [locne obunbHOro mpueMa muiy 60-
nee yeM 90 % TT', uMpKyIupyIOLIMX B IJIa3Me KpO-
BU, MOCTyINaeT U3 XKeJyIOYHO-KHUIIEYHOro TpakTa
(KKT) B cocraBe XWJIOMHUKPOHOB, TOTAa KakK BO
BpeMsI OrpaHMYEHHOIO IpHUeMa MUILM SHIOTEHHbIE
TL cexkpeTupyloTcs TI€YEHBIO U MPeoOIafaloT B
coctaBe JITIOHII. Takum o0pa3oMm, yBeIWYeHUE
ypoBHs TT' B TU1a3Me MPOMCXOAWT B pe3yyibTaTe WX
noBeiieHHOro obpasoBaHus B XKKT wnu B neueHu
W BCJIENCTBUE CHVDKEHUS TIPOIECCOB Tiepudepn-
YecKoro kataboausma XKUpOB (TJIaBHBIM 00pasoM B
pesynbrate cHikenust aktuBHoctu JITLT) [3]. B pe-
TYJISIIAW JIMTIONW3a W JIUTIOTeHe3a y4acTBYIOT sIaep-

npod., BEAYLIM HaydyHbII COTPYIHUK J1aboparo-
OMOXMMMYECKUX MCCIENOBAaHUNA B TracTPOIHTE-

TroCyaapCTBEHHOIO YHUBCPCUTETA,
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HBIC PELENTOPHl: aKTUBUPYEMBIE IIPOIrhepaTopoM
nepokcucoM (PPARs), meyeHouHble X-pelienTopbl
(LXRs), dapnesonn X-peunentopsl (FXRs), stmep-
Helii  ¢akTop remarouutoB-4a (HNF-40) u np.
LXRs crumynupyror nunoreHe3, toraa kak FXRs
MHTUOUPYIOT MeTaboJIMYecKue Tpouecchl [4].

Yacrora ['TI-accouuuposanHoro OIl kome6-
JIeTCS B ITOCTAaTOYHO ILIMPOKOM nuamazoHe. I'TT-
accounupoBaHHbiii OIl Bcrpewaercs y 3—38 %
namnueHToB ¢ aucaunugemusmu [1, 3]. Ha TaiiBa-
He TpeTbe MecTo B crucke mpuuyuH OIl 3aHumaer
I'TT, cocraBisisg okojo 10—15 % cpeau manyeHTOB
¢ OIT [5]. Puck pasButusi OI1 HEeBBICOK TIpU KOH-
nentpauuu TI' 5—10 MMonb/71, HO OH pPe3KO BO3-
pactaer npu ypoBHe TI'>10 mmounb/n (1000 mr/mn
cootBercTBYeT 11,3 MMOJIB/J, OTHAKO yYalle UC-
MOJB3yIOT mokazareab 10 mmonb/m), korma TI B
OCHOBHOM TIpE/ICTaBJIEHbl XWJIOMUKpOHaMu [6—8].
B Ucnanuu B uccnemoBaHuu R. Ivanova c coasrT.
(2012) I'TT-accouunponanHbiii OIl BcTpeuancss B
5 %, torma Kak mjisl OWJIMAapHBIX, AJKOTOJIbHBIX,
unuornatnyeckux OIl u OIl npyroit atronorun
yacroTta coctasisuia 53, 11, 26 u 5 % ciyyaeB co-
orBeTcTBeHHO [9]. B 2016 r. B CIIIA ObL1 mpoO-
BeIEH cucTeMaTudyeckuii o0630p 34 wucciaeaoBaHUin
3a 1972—2015 rr., BxmovyaBmnii 1340 OOJBHBIX C
I'TT-accommunpoBanHbiM OIl (B cpemHeM KOHIIEH-
tpauuss TT y Hux cocraBisuia 2622 mr/mi), B pe-
3yJbTaTeé KOTOPOTO BBISIBWIM PaCIpOCTPAaHEHHOCTh
aToro 3abojeBaHuss — 9 %, OAHAKO Cpeau Talu-
entoB ¢ ['TT pacnpoctpanenHocts OIl cocraBisiia
14 % [10]. B mpyroii paboTe pacnpoCcTpaHEHHOCTh
OIl cpenn maumeHToB ¢ I'TT cocraBmsma 10 %
[11]. B 18-1eTHeM TMPOCTIEKTUBHOM KOTOPTHOM WC-
ciaemoBaHuM, mpoBeaeHHoM B IlIBennm, moxkasaH
Beicokuii puck OIT mpu I'TT [12]. [Ipuuem nmoxa-
3aHa acCoLMAaLMs MEXIY <«IIPeIUarHOCTUYECKUMU»
(menee 1000 mr/mrn) ypoBusmMu TI m pazButuem
OIT [12]. B apyrom wuccienoBanuu cpenu 300 ma-
mueHToB ¢ I'TI>1000 mr/mn K. Bessembinders ¢
coanT. (2011) BbIABUMIM JNOKYMEHTHPOBAHHBIN IMaH-
kpeatuT B 4 % cinyyaeB. PacpocTpaHeHHOCTh IaH-
KpeatuTta pocjia ¢ ypoBHeM TI: TOKyMEHTHMPOBAaHHO
MOATBEPKACHHBIN MAHKPeaTUT ObUT OTMeYeH B 4 %
CydyaeB B TpeTheM KBapTwie KoHueHtpauuu TI
(1415—2411 mr/mn) u B 11 % ciyyaeB B 4eTBEpTOM
kBaptwie (>2411 mr/mn) [13].

T'enetnueckne npuuuHbl ['TT, acconumpoBaH-
HOW C maHkpeatuToMm [7]: cemeiliHass KOMOWHU-
poBaHHas runepiaunuaeMusi (Familial Combined
Hyperlipidemia — FCHL), cemeitnasg I'TT (Familial
Hypertriglyceridemia — FHTG), cemeiiHas nucoOe-
TaJUTIONPOTEMHEMHUSI, CUHAPOM CEMEHON XUJIOMU-
KpoHemud. Ilpy MCKIIOYCHUN TeHETUYECKMX (haK-
TOPOB TIOTEHLIMANIbHYIO 3THOJorMio B Buae I'TT y
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nmarmeHTa ¢ OI1 MOXHO 3armofgo3puTh B CIIEAYIOLINX
clyyasix ¢ yObIBarollein yactotoit [7]:

— TIpY HEKOHTPOJIMPYEMOM CaxapHOM muadeTe
(B TOM uwucCiie TIpU €r0 AUArHoCTUKe de novo) —
cpenu B3pocabix B CIIA ¢ HOpMasibHBIMU TIOKa3a-
teasamu TT yacrora nmabera cocrasiser 5,2 %, a
mpu I'TT 500—2000 mr/mr — 14,6 % (uwmrt. 1o [7]).
Mexanusm I'TT mpu nuabere cBSI3aH ¢ MHCYJMHO-
PE3UCTeHTHOCTbIO, YTO IPUBOIMUT K BO3BpaTy M3-
ObITKAa CBOOOAHBIX XUPHBIX KuUcaoT (CXKK) B me-
YeHb, ¢ yBeauueHueM npoaykuuu JITTOHIT u cHu-
JKEHUEeM CHUHTe3a aroB, u Cc runepuHCyJIuHEMUei,
KoTopasi cnocooctByeT cuHTe3y TI de novo [14];

— TIpU OTCYTCTBUM APYruX (haKTOPOB pHCKa —
HaJIMYre KaMHEe B JKEJYHOM ITy3bIpe, 3HAUYMTEIIb-
HOE TIOTpeOJIeHUE aJKOTOJIsI WM JIEKAPCTBEHHBIX
TperapaToB;

— TIpU 3JI0yMOTPEOJIEHUN aJIKOTOJIEM TallMeH-
TOM, KOTOPBIi UMEET OYeHb BBHICOKUI ypoBeHb 1T

— IpW TPUMEHEHUM JICKApCTBEHHBIX IIperrapa-
TOB, CITOCOOHBIX BBI3BIBaTH I'TI' (opaiabHBIE 3CTPO-
TreHbl, TaMOKCU(MEH, TTpornodos1, BaJablIpoeBast KUC-
JIOTa, U30TPETUHOMH, KJIoMU(eH, 0eTa-0J0KaTophl,
MHTUOUTOPBI IpoTea3, MuprazanuH); 15—20 % na-
uueHToB ¢ I'TT- accouumupoBanHbiM OIl He Goe-
0T AuMabeTOM, HE 3JIOYNOTPeOISIIOT ajJKOrojeM, He
UMEIOT U30bITOUHOro Beca, HO umetloT I'TT, nHay-
LIMPOBAHHYIO MUTAaHUEM WU MeauKameHTamu [15];

— BO BpeMs TpeTbero TpuMecTpa OepeMeHHO-
ctu [16, 17]; scTporeHnl MOBHIILIAIOT ypoBeHb TT'
BcieacTBue ctumyasauuu npoaykuuu JITTIOHIT B
neueHn [18].

YcraHOBIEHO, 4YTO HaJIUMYME TOJIBKO TEeHETH-
YECKOTO WM TOJBKO BTOPUYHOTO (hakTOpa He-
JIOCTaTOYHO JJISI TOTO, YTOOBI BBI3BATH TSKEIYIO
wm o4yeHb Tsxkenytio ['TI: maumeHTbl ¢ ypoBHEM
TIr>2000 mMr/mm OOBIYHO MMEIOT KaK TMEePBUYHBIN
FeHeTUYeCKMii nedeKkT, TaKk U BTOPUYHBIN (haKTop
pucka [7].

ITpu obcnenoBanumn 570 6onbHbIX ¢ I'TT B Pe-
ructpe I'TT McmaHckoro ooO1ecTBa Mo M3y4yeHUIO
aTepockiepo3a ObLI MPEACTABIEH <«ITOPTPET» OOJIb-
Horo ¢ I'TI™>1000 mr/ma: yaiie BCEro 3To MyxX4uuHa
40—50 yner ¢ abAOMMHAIbHBIM OXMPEHUEM, Kypsi-
LW, 3JI0YIMOTPEOISIIONINI  aJIKOTOJIeM, MaJloTIo -
BWDKHBIN, C caxapHbIM auabeToM (JacToTa caxap-
Horo auabera BapuupyeT ot 42,3 mo 72 % cpenu
6onbHbIX ¢ ['TT-accolMMpoBaHHBIM IMaHKpeaTH-
toMm) (mmt. 1o [7]). B 60 % cinyuyaeB I'TT sBasieT-
cs TIEpBUYHOI, W Hamboyiee YacThIM OCJIOXHEHU-
eM I'TI" asnsercas mmenno OIT [19]. TlepBuuHoii
I'TT’ cuuTaror BpOXIEHHbIE HapylleHUss oOMeHa
BelIECTB, Takue Kak HemocratrouyHocTh JITTJI, nrpa-
Iolllell BaXXHYIO pOJIb B YIaJeHUU XWIOMUKPOHOB
U3 CBIBOPOTKU KPOBM, ASMUIIUT arojumnonpoTernHa
C-1II, xotopsiit aktuBupyeT JIITJI, u BeIIEyTIOMSI-
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Hytyto cemeitnyio I'TT [2]. HacnemcrBennas I'TT
(runepaunonporenHemus IV Tuma) omnpenensercs
UCKJTIIOUUTEIbHO mMoBbllieHUueM ypoBHs JITTOHIT,
KOTOpbIE colepxXaT HaMHOro menelue TI', yeMm xu-
JoMukpoHbl. ['TT' HemocpencTBEHHO acCCOLUUUPYET-
Csl C HaKOIUJICHMEM PEMHAHTOB, YBEJIMYEHUEM KOH-
LICHTPaLMX HEOOJbIIMX TUIOTHBIX YACTHUIL JIUITONPO-
TeMHOB HU3KOK IioTHoctu (JITTHIT), cHuxeHuem
VPOBHSI  XOJIECTEPMHA JIUTIOTIPOTEMHOB  BBICOKOM
mwiotHocty (XC JITIBIT), yBennueHueM OKUCIU-
TEJLHOTO cTpecca, TUCHOYHKIIMEH SHIOTEeNIus, aKTh-
Balueil JISMKOIMTOB M MHCYJIMHOPE3UCTEHTHOCTHIO.
Bce oTu (hakTOphl TECHO CKOOPAMHMPOBAHBI C
pasButueM arepockieposa [20]. I'TT yBeamuuBaeT
PUCK Pa3BUTHUS CEPACUHO-COCYIUCTBIX 3a00IeBaHMIA
KaK CaMOCTOSITEJIbHbIA (akKTop U B KOMILIEKCE C
JNIPYTUMU CBSI3aHHBIMU (akTopamMu pucka, TaKUMU
Kak oxwupenue [21], meTraboiMUeCKWii CUHAPOM,
caxapHbIii auabeT, TMOBBIIIEHHbIE YPOBHM IIPOBOC-
najauTelbHbIX OMoMapkepoB [22, 23].
IMoTpebaeHre aakoroyisi U MpUeM XKUPOB, OCO-
OEHHO HACBIIIEHHBIX, COTPSIKEHBI IPYT C APYTOM:
onuvcaHa J-oOpa3Hasi 3aBUCUMOCTb MEXIY IOTpeO-
JeHueM ankoronsi U ypoBHeM TI' B mmazme [24].
DTO OOBSICHSIETCS YMEHBIIIEHUEeM pacliaga XUJIOMM-
kpoHoB 1 peMHaHTOB JITTOHII B cBSAI3M ¢ OCTpBIM
UHTUOUPYIOIIUM JEUCTBUEM aJIKOTOJISI Ha aKTUB-
Hoctb JITIJT [25, 26]. Kpome Toro, mpu ajikoroJjib-
uHayuupoBaHHoit I'TIT yBeauumBaeTcss ceKpeuusi
JITIOHII, napymiaercs JUIONM3 M PacTeT MOCTYII-
neane CXK u3 kupoBoil TKaHM B TeUeHb [25].
Yacrora ajkorojusMa ¢ NaHKPEaTUTOM YBEJIMYMBa-
ercst ¢ poctoM ypoBHs1 TIT — B 4eTBEepTOM KBapTH-
e 41 % OGOJIbHBIX 3JI0YITOTPEOISIIN aJIKOTOJIEM 10
cpaBHeHuto ¢ 14 % B mepBom KBapTwie [7].
Cucrematuueckoe  yrnorpebjeHUe  KMPHO
MUIIA TPUBOIUT K YPE3MEPHOM MPOAYKIUU TOPMO-
HOB, CTUMYJIUPYIOUIMX (DYHKIMIO TOMXKEITyI0YHOM
JKene3bl, B YaCTHOCTM XOJIELIMCTOKWHWHA, U dep-
MEHTOB TOKEIYAOUHON >KeJie3bl, YTO TPUBOIUT K
CTYLIEHUIO TaHKPEaTUYEeCKOTo COKa, HapylIeHUIO
oTToKa cekpeta W K pasutuio OIl m xpoHuue-
ckoro mankpeatuta (XIT) [27]. CoBmecTHOEe WH-
KyOMpOBaHME allMHAPHBIX KJIETOK ITOMKEITYIOYHOMN
XKeJie3bl C XWJIOMUKPOHAMHU M XOJCLUCTOKUHUHOM
npuBoauT K yBenudyeHuto CXKK B cpeae ¢ cooTBeT-
cTByOIMM cHkeHreMm ypoBHs T (mut. mo [7]).
ImmepaunupemMusi, BO3HUKAIOIIAS TIPY OXUPCHUU,
TakKe CIIOCOOCTBYET >KUPOBOU MHMWIbTPALIUM MO~
KenyaouHoi xenedbl U pazsutuio OIT n XIT [28].
Kpome Toro, rumepxojieCTepuHEMUSI CITOCOOCTBYET
TMEePEHACHIIIEHUIO XeTUMU XOJECTePUHOM U 00pa3o-
BaHMIO MEJIKMX KaMHEil B OWJIMapHOM TpakTe, YTO
Takke yBeauuyuBaeT puck pasputus XII [29]. Ilpu
oXxupeHuu eue oosiee pacteT creneHb ['TT mocne

MOTPeOJICHUST aJIKOTOJIsI U, CJeNOBATeIbHO, PHCK
passutust OIT [24, 30].

CnocoOHOCTh TOMKETYIOYHOM Kele3bl IMpo-
U3BOAUThL JMMaszy o0bscHseT cBsa3b OIl ¢ mo-
BbIIIEHHBIM ypoBHeM TI: y ©OonabHbix ¢ [TT-
aCCOLIMMPOBAHHBIM  TAHKPEATUTOM  OTMEYaeTcs
nedunur JITIJI wim anoaumnonpotenHa (apo) C
u apo E, kak snumranma mis 3axBata medyeHbto TI-
ooratbix pemHaHTOB [7, 31, 32]: cpeau OOJBHBIX C
I'TT-accounupoBaHHbiM OIl oOHapyXMBalOT Hau-
OOJIBIITYIO YACTOTY CBSI3AHHOTO C TUIIEPIMITAACMUEH
¢4 amrens reHa APOE (p < 0,05) [9], xoTst apyrue
aBTOPHI HE HAXOIAT TaKWX pasnmumii [33].

B mocrmegHme TOmBI HAXOASAT HOBBIC TEHHBI,
BHOcglIMe CcBOW Bkian B passutue [TI-acco-
nuupoBaHHOro maHkpeatuta.  Glycosylphospha-
tidylinositol-anchored  high-density  lipoprotein-
binding protein 1 (GPIHBP1) — 6enok, cBsizaHHBII
C DHIOTEJMATbHBIMU KJICTKAMU KANWIISIPOB, UMEET
peliaollee 3HauYeHUe ISl JUIIOJUTUYECKOUN Tepe-
pabotku Ooratbix TI aIUMONPOTEMHOB: OH JOCTaB-
aster JITIJT Kk MmecTy ee meiCTBUSI B KalWJIJISIPHbBIA
npocseT. GPIHBPI Takxxe cHMXaeT pa3BepThiBaHUE
Katanutudeckoro pomeHa JITTJI, Tem cambiM cTabu-
JIM3UPYS KaTaTUTUUYECKyto akTuBHOCTh JITTJI. MHoO-
IO Pa3IWYHBIX MYTAllMi BEISIBIEHO y OOJBHBIX C
Tskeso I'TTN, GOJBIIMHCTBO M3 KOTOPBIX MEIIaloT
CBEpPTHIBAHUIO O€JTKa U YCTPAHSIOT €ro CIIOCOOHOCTh
cBa3biBaTh M TpaHcnoptuposath JIIIJI [34]. B pa-
o6ore M.J. Ariza ¢ coaBr. (2016) HaiiieHbl HOBBIE
myTauuu reHa GPIHBPI y OONBHBIX C PEUUIUBU-
pytorum OIT [35]. V¥V 3Tux mamueHTOB OblIa OYeHb
Hus3kas aktuBHOCTh JITIJI, He cBsIzaHHasg ¢ MyTa-
uusmu B reHe JITTJI unu ¢ nedpunurom ApoCIl. VY
HUX ObLIO BBISIBICHBI ABE HOBBIX TOUEYHBIX MUC-
CeHCc-MyTaluu: romo3urora nmo C>A TpaHCBepCcUU B
9K30HE 3, MPMBOAAILIAS K 3aMEIIEHUI0 TPEOHWHA Ha
au3uH B nonoxeHuu 80 (p.Thr80Lys), u romo3uro-
Ta mo G>T TpaHcBepcuM B 5K30He 1, 3amyckaro-
1asi 3aMeHy MeTMOHMHA Ha usojennuH (p.Metllle)
[35]. YacToTy MyTaluii OCHOBHBIX T€HOB, CBSI3aH-
HbIX c maHkpeatutoMm (PRSSI, SPINKI, CFTR),
OMpenessiii BO MHOTUX CTpaHaX, B TOM YHUCIE U
B Poccum [36], omHako He OBUIO BBISIBJICHO KOP-
pensiumit ¢ ['TI-acconmmpoBanneiM  OIl. Xotsa B
pabore Y.T. Chang c¢ coast. (2008) ycraHoBieHO,
yto nosmMopdu3mel reHoB CFTR (M470V) u TNF
(863A) y mDaAUMEHTOB C TUIEPIMIUACMUYECKUM
mankpeaturoM (I'JIIT) mocToBepHO OTJIMYAIKUCH OT
TakoBbIX y ManueHToB ¢ ogHoit I'TT 6e3 I'JIIT [37].

TouHbBII MeXaHM3M, peaJu3yIolIuii IaToreH-
HOE BO3ACHCTBUE BBICOKOW KOHLEeHTpauuu TI B
paszsutun OIT wnm XII, mo cux mop He U3BECTEH.
OnHako cyMTaeTcsl, 4To moBbllleHue ypoBHs TI' u
XUJIOMUKPOHOB TIPUBOINUT K OOCTPYKIINM KaTWJIIsI-
poB U K JoKaibHOU wumemuu [8, 11]. Twaponus
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TI' npuBoauT K HakKoIJIeHWIO TOKcMYHBbIX CXKK,
MOBPEXIAIOIIMX MUTOXOHAPUU TyTeM MHIMOMpOBa-
HUST MMTOXOHAPUATbHBIX KoMIUIeKcoB I u V, uto
BbIpaXkaeTcss B CHWKCHUM YPOBHSI anmHapHoii AT®
1 K Hekposy kieTok [38]. CXKK Takxe omocpeny-
€T MECTHOE BOCITAJIMTEIbHOE TOBPEXIACHUE W IIU-
TOTOKCUYECKHNI «ymap» HE TOJBKO IO allMHApHBIM
KJIeTKaM, HO W TI0 KalWUISIPHOMY JIUTEIUIO, BCE
9T0, a TaKKe TOBBLIIICHUE BSI3KOCTU CEKpeTa YCy-
ryonster aummos [11]. CreactBueM 3TOTO BOCIAM-
TEJILHOTO KacKama SIBIISICTCS MpeXKIeBpeMeHHasT aK-
TUBalUs TPUIICMHOTEHA C WHHUIIMAIAEH OTCYHOTO
wm Hekporuyeckoro OIT [7, 39].

Knmnnaunueckas kaptuna I'TT-accounmnpoBaHHOTO
OIl BbIpaxkaeTcsd B aOHOMHUHAJIbHONW OOJIM, TOBBI-
LLIEHUM aKTUBHOCTM aMuiasbl, JIUMa3bl B 3—5 pas
(1 Oojiee) U B BU3yanusupylolumx mnpuszHakax OIT
[7]. Tsxxkectb TeueHusi y OoabHbix ¢ I'TI-acco-
uuupoBaHHbIM OI1, o nanHeiM X.L. Zhang ¢ coaBT.
(2015), 3HAYUTENBHO MPEBOCXOAUT TAKOBYIO C OM-
smapHbeiM (32 = 33,533, p = 0,000) 1 anKoroJbHBIM
2 =17,179, p = 0,007) OIT [1]. [Tpu 3TOM TSIKECThH
coctosiHUsT OonbHOro ¢ I'TT-accoummnpoBaHHBIM
OIT npsamo koppenupyetr ¢ ypoBHem TI' [I, 7].
Xotsa no maHHbIM P. Valdivielso ¢ coaBt. [11] knu-
Huueckue uepthl [ TT-accouumpoBanHoro OIl He
oTauyalorcss ot TakoBbIXx mnpu OIl gpyroit 3tHo-
norun, Ho I'TT-accouumpoBaHHbiii OIl mpoteka-
eT TsDKelee M ¢ OOJBIIMM YKMCIIOM OCJOXHEHU
[11]. B cucrematuuyeckom o63ope R. Carr u coasr.
(2016) TONBKO B CEMM HUCCJEIOBAHUSIX CPAaBHMBAIU
Tsokecth TeueHus I'TT-accomumpoBanHoro OIT ¢
COOTBETCTBYIOIIMMHM TtoKazaTensimu Tipu OI1 mpyroii
9TUOJIOTMU: B JIByX paboTax He OOHApyXWIU pa3-
HULIBI, & B MATU paboTax MOATBEPXKIEHO Oosiee Ts-
xkenoe TeyeHue ['TI-accommmposanHoro OIT [10].

I'TT-accounupoBanHomy OIl wyacto Tipenlie-
CTBYIOT 3IM30AMYECKasl TOIITHOTA U 3MUTracTpalbHast
00Jib, MPU ATOM aMmJia3a MO IOKa3aHMUSIM CEpOJIO-
TMYECKOI0 MCCJIEIO0BAaHMSI HaxXOAUTCS B IIpeaesnax
HopMbI [3]. TTo ApyruM MaHHBIM YpOBEHb aMUJIA3bI
un nunassl npu I'TT-accoumuupoanHom OII Bce ke
noBbIaetcst (Ha 26 u 58 %), HO He CTONb 3HAUU-
TeJbHO, Kak Mpu OunamapHo-3aBucumom OIT (58 u
79 %) [40]. 1o HamMM AaHHBIM, BBIPAXKEHHOCTD
KIIMHWYECKAX TIPOSIBIICHWI TIpM aJKOTOJIBHOM W
oumuapHom OIl 3HaunMo He paznuuanach [41].

Hwnarao3 I'TT, xak mpwuwmny OII, ycraHaBmm-
BatoT mpu KoHueHtpauuu TI > 1000 mr/mn; npu
ypoBHe TI' > 500 mr/mr cyiiecTByeT OOOCHOBaH-
HOE TIOIO3PEHME, OCOOCHHO MPHU OTCYTCTBUM IPY-
roii oueBuaHoi stuosiorun OIl. B mpeane ypoBeHb
TI' B CHIBOPOTKE KPOBU JOJKEH OBITh KaK MOX-
HO paHblle OIpeAesieH C MOMEHTa BO3HMKHOBEHUS
0011, TOCKONBbKY BbIOpoc TI-OGoraTeix XuiIoOMHU-
KPOHOB B KPOBOTOK OBICTPO YMEHBIIAETCSI B CO-
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CTOSTHUM ToJyiofia. Takum oOpa3oMm, 3ajepkKa B BbI-
TOJTHEHUM aHAJIN3a MOXET TIPUBECTU K BBISBICHUIO
JIoXXHO HU3KMX ypoBHeit TT [7, 42].

Y 11,3 % 6onbubix OIl BesBisnior I'TT > 1,7
MMOJIb/JT [43], HO maxe W TPU TaKOM YMEPEHHOM
noBeiieHu ypoBHS TI Tteuenue OIl compoBox-
JAeTCSI JIOCTOBEPHO OoJjiee YaCTBIMU JIETOUHBIMU
(25,0 mpotuB 1,4 %), cepaeYHO-COCYIUCTHIMU
(17,9 npotuB 1,4 %) u noueunsiMu (14,3 mpoTuB
1,4 %, p < 0,05 BO Bcex ciyyasix) OCJIOXHEHUSIMU
B TeueHue 72 4 mo cpaBHenuto ¢ OIl ¢ Hopmasb-
HbiM ypoBHeM TI', a Takxxe yactora oOpa3oBaHUs
MICEBAOKUCT TIOMKEIYIOUYHON >Kee3bl COCTaBIISICT
53,6 u 4,2 % COOTBETCTBEHHO B TIpyImnax 00Jb-
HbeIX OIl ¢ MOBBIILIEHHBIM W HOPMaJbHBIM YPOBHEM
TI (p < 0,05) [43]. B mpyroii paboTe Takxe OT-
MEUEH BBICOKMI YpOBEHb MECTHBIX W CHMCTEMHBIX
OCJIOXKHeHUI y 6oabHbIX ¢ ['TT-accoumupoBaHHBIM
OIl npu konHueHtpauuu TI > 2,26 Mmmoib/a [44].
M Bce Xe HauOOJBIIYIO YaCTOTy MECTHBIX OCJIOXK-
HeHuit y OosbHBIX ¢ ['TT-accomumnpoBaHHbiM OI1
HabmomaoT Tnipu copepxkanuu TI > 1000 mr/mn
[45]. 71,5 % OGoabubix ¢ I'TI-accoumupoBaHHBIM
OIl HyXnaloTcs B HEOTIOXKHON ITOMOIIM, WUMEIOT
ypoBeHb C-peakTWBHOro Oenka Ooiee 150 wmr/n
u creneHb Tsokecth C 1o mkane banrazapa [46].
B pa6ore L. Cheng c coast. (2015) y mammeHTOB
¢ owmapHbiM OIl npu wHammuum ['TIT oTMmeualor
OOJIBIIIYIO TIIONIANbL HEKpO3a, YBEIWYECHUE YaCTOTHI
MaHKpeaTUYeCcKMX abClIecCOB, a Takxke 0oyiee BbI-
COKUii ypoBeHb cMepTHocTH (17,78 mporus 9,80 %,
p < 0,05); mpuyem aBTOpPHI CUMUTAIOT ypoBeHb 1T
BaXXHBIM ITOKazaTesieM JUISl ONpelneseHus MporHosa
y nmauueHToB ¢ ounauapHeiM OIT [47].

B mpoBeneHHOM HaMM KJIMHWUYECKOM MCCIENO-
BaHUM [36] MO THUMYy «CepHsl ClyyaeB», BKITIOUAIO-
mwem 123 6onbHbix OIT u XII, cpennue ypoBuu TT'
B JIBYX TPYIIIax OOJIbHBIX MPaKTUIECKU HE pasjidya-
nuck: OIT — 1,88%0,11 u XIT — 1,86%0,1 mmoub/1,
p > 0,05. Cpenn manmenros ¢ OIT BesBieno 60 %
mun, ¢ I'TT (yposeun TI > 1,7 mmonb/n), cpemu
6oabHbIx XIT — 54 % nmuu (p > 0,05). Yacrora
KJIMHWYECKUX TIPOSIBJIEHUI BOCTIAJICHUSI TIOKENTY-
JIOYHOM Keyie3bl — 00JIEBOTO CMHIPOMA, JAUCIIEIITH-
YECKUX $BJICHUM, HApYLIEHUU CTyJa U T.A., MPaK-
TAUYECKW HE paszinyanach B TOATPYMNIax OOJIbHBIX
¢ I'TT n 6e3 Hee kKak y mamueHToB ¢ OII, Tak m
¢ XIT [28]. INomydyeHHBIE pe3yabTaThl ITOATBEPXKIA-
10T, uto cpeau OonbHbIX OIT m XII cpennHuit ypo-
BeHb KoHLeHTpauuu TI B CBIBOPOTKE KpOBU TIpe-
BolliaeT HopMmaTuBel NCEP (2001). Ilpu stom y
6onbHbIX OIl1 HeMHoro yvaiue (Ha 6 %) BbISBIsIETCS
I'TT, uem y GonbHbix XII, 4TO, BEpOSITHO, MOXKET
CBUACTEJbCTBOBATh B I0JIb3Y OIPEACICHHOro 3Ha-
yeHus1 HapyuieHuit oomeHa TI' B matoreHese OII,
XOTSI B HallleM MCCIeI0BaHUU He ObUIO OOJIBHBIX
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¢ ypoHem TT, mpesbimaromum 1000 mr/mi, 4yto
SIBJISICTCSI KpUTEpUEM IJISI YCTAHOBJIGHMSI OuarHosa
«runeprpurnuuepuaemuueckuii OIT wam XIT» [28].

Ho cux Top He CYLIECTBYEeT OOIIEMPUHSITHIX
KJIMHUYECKUX PEKOMEHAAM MO BEAECHUIO 0O0Jb-
Hbix ¢ I'TT-accoumupoBanHbiM OIT [11]. JleyeHue
I'TT-accouuupoBanHoro OIl gookHO OBITH Ha-
MpPaBJI€HO Ha CHMXeHUe cekpeuuu Ooratbix TI-
JINTIOTIPOTEMHOB, TIOBBIIIIEHUE BHYTPUCOCYIUCTOTO
JINTIONN3a W YMEHBIIEHWE KOJIWYeCTBA IUPKYINPY-
ommx pemHaHToB. [loatomy Hauano sneuenust Ol
BKJIIOUAET CO3JAaHWE TIIOKOS IS TIOMKEITYIOYHOMN
XKeJie3bl ITyTeM OTPaHMYCHUSI IePOPATbHOTO ITMTA-
HUsI, arpeCCUBHYI0O BHYTPMBEHHYIO THAPATAIIAIO U
obe3oonuBanue [7]. Ilocne Toro kak I'TT craHer
ycTaHOBJIeHHO# mnpuunHoit OIl, moakioyaloT WH-
cynuH, remapuH u adepes. Ilnasmadepes noxkaszaH
B KayecTBe CKOpPOW MEAUIIMHCKON MOMOIIU IpU
I'TT-accounupoBanHom OII, mpu KOTOpoM U3 Kpo-
BM HE TOJIBKO ymajsiercs «mpuamHa» OI1 — TT u3
JITTOHIT u XuAOMUKPOHBI, HO U MPEeAOTBpalaeTCs
reHepauuss CZXKK, o0ycloBIMBaIOIIUX MECTHbIE U
cucteMHabie 3¢ dekThl [38, 48]. IloTeHUMATBHBIMUA
KaHauaatamMu Ui adepe3a MOTYT OBITh TAlMEeHTBI
¢ nporHo3upyeMbiM TsekenbiM OIl, y KoTopbix co-
xpansiercst ['TI Boime 1000 mr/mn mocie TepBbIX
1—2 cyrok. Tlpuyem mpu Oonee paHHEM TpuUMe-
HeHMU Tuta3Madepesa JOCTUTAIOTCS HAWIydIlne pe-
3yJbTaThl, XeJlaTeJbHO B TiepBbie 48 u [11, 17, 42,
49, 50]. Ilpu mepBoM ceaHce adepesa ymansieTcs
no 66 % TI', mpu Bropom — 1o 83 % [49, 50],
HO 3TO HE Bcerga BauMseT Ha cMmepTHocTh mpu OI1
[10]. OnHako adepes sIBASIETCS AOPOTOCTOSILIEH U
PUCKOBaHHOM mipouenypoii: adepe3 TpeOyer LEeH-
TPaJbHOTO BHYTPUBEHHOIO JOCTyMNa U MPUMEHEHUS
AHTMKOATYJITHTOB C COOTBETCTBYIOIIIMMU OCJIOXKHE-
HusgMu (OakTepueMusi, TPoMOO3 IIyOOKHMX BEH U
KpoBoTeueHUs1). Iloatomy AmepukaHcKoe oOlie-
ctBo 1o adepesy (ASFA) maer pekoMeHIaIuM TIO
adepesy y 0ombHBIX ¢ ['TI-accoumupoBanubsiM OI1
tonbko 2C Kjacca, YTO TO3BOJISIET paccMaTpuBaTh
Jpyrue ajabTepHaTuBbl [S1].

IMpu I'TT-accoumuposannom OIT wiu XIT He-
00xomnuMoO M3MEHEeHHMEe o0pasza XU3HU (IPEeKpaTUTh
MOTpebIeHUEe aJIKOTOJIsI), XapaKTepa IUTaHUs, I10-
BBIIIEHUST (PU3MUECKOM aKTUBHOCTH, KOHTPOJIS
COIMMYyTCTBYIOIIMX  SHAOKPUHOIATUI  (Hampumep,
caxapHoro nuabera M TUIIOTHMpEeO3a KaK ITOTEHIIM-
anbHbIX Tpurrepos I'TT) u, mpu HeoOXOAUMMOCTH,
MeIMKAMEHTO3HOro JieyeHus [6, 52, 53].

CraHgapTHbIE TepaneBTUYECKUE TMPUHLIMIIBI IO
nedyeHuto I'TT-accouumnpoBaHHoro OIl ocHoBaHBI
Ha WCITOJIb30BAaHUU TUITOJIMITAACMUYECKUX TIpera-
paroB (cdeHodpuOpaT, HUAIIMH, OMeTa-3 TTOJIMHEHA-
CBHIIIIEHHBIE XUPHBIE KUCIOTHI), CPEAHEIIETTOYSUHBIX
TpurauiepuaoB [53], HU3KOMOJEKYJISIPHOTO Tera-

puHa [11], KOTOPBIN CTUMYJIUPYET BHICBOOOKICHUE
sHpoTeauanbHoit JIIIJI B uuUpKyasiuMio, U MHCY-
JIMHa (BHYTPUBEHHO WJM TMOAKOXHO), TaK KaK OH
YBEJIMUMBAET aKTUBHOCTb nepudepuueckoin JIIJ,
YCKOpSIET Jerpagaluio XWJIOMUKPOHOB U IOMOTaeT
BOCCTaHOBUTL (DYHKLMIO TIEUYEHU, KOTOpas Hapy-
LIaeTcs MpU MHCYJIMHOPE3UCTeHTHOCTU [2, 7, 11,
49, 52]. Uady3nn nHCYIMHA OCOOEHHO IIOJIC3HBI Y
MaIMEHTOB C IJIOXO KOHTPOJIUPYEMBIM IUA0ETOM,
KoTopble B jgomnojiHeHue K Tsokenoin I'TTT mmeror
TUTIepIIMKeMMIo. TeM He MeHee JIeYeHHe Temapu-
HoM OonbHbiX ¢ ['TI gBnsiercs cropHbIM, U He-
KOTOpbI€ aBTOPbl PEKOMEHAYIOT ero usberatb [7],
MMOCKOJbKY TIPOUCXOAUT TOJBKO TPaH3UTOPHBIM
poct ypoBHs JIIIJI ¢ mocnenyoimmnM yBeIudYeHUEM
ee Jerpagaluyd M MCTOIICHMSI €€ 3alacoB B ILIa3Me,
NpUBOAAILIMMU B pe3yabrare K aedunury JIIT u
naxe K pocty ypoBHs TT [49, 52].

®dubpatel noseimaoT yposeHb JIIJI, cHmkaior
cuHte3 TI B meyeHW TyTeM WHAYKLUU TMEYEHOU-
HOTO OKMCJEHMSI CBOOOIHBIX SKUPHBIX KUCIOT U
CTUMYJIAIIMA OOpPaTHOTO TpaHCIIOpTa XOJIeCTepUHA
[18, 49]. IpenapaTbl HUKOTMHOBOW KMUCIOTHI CHM-
xkarT cekpeunto JITTOHIT [49]. CratuHBl B BUIE
MOHOTEpaNmUM HE3HAYUTEIBHO CHIKAIOT YPOBEHBb
TT, HO, UMesT CUHEPTeTMYEeCKUI TUITOIUTTNACMUIIC-
ckuit 3(pdekT B coueTaHMu ¢ (ubpaTaMu, peKo-
MEHIOBaHbl MalMEHTaM, y KOTOpbix Tsxemas [T
HE KOHTPOJUpyeTcsl omHuUMM ¢pudparamu. Omera-
3-MoNMHEHACHILIEHHBIE KUPHBIE KUCIOTHI U (Dur-
oparel mpu I'TT gBasiorcss mpenapatamMy TepBOii
JIMHUM, XOTS 3a4acTylo TpeOyeTcs KOMOMHAIUSI CO
cTaTUHaMu U HUauuHOM [54]. OgHako ¢ubdpaTbl He
MOTYT HayaTh IECTBOBAaTh He3aMeIJIMTEIbHO, a Ta-
KHe OBICTPOIEHCTBYIOIIME MpenapaThl, KaK oMera-
3-XXUpHBIE KUCIOTHI M cpeaHelenodyeuyHeie 1T,
WHAYLUMPYIOLINE MUTOXOHIPUAJIBHOE b-OKMCIIeHNE
KMPHBIX KHUCJIOT, HEOOCTATOYHO MOIIHBIE, YTOOBI
OBICTPO CHM3WTH YPE3MEPHO IOBBIIICHHBINA ypO-
BeHb TT.

B xauecTBe HOBOIl TEXHOJOTMH WCIIOIb3YIOT
ayurioredH tTunapBoBek (AT) — mepBbIil ameHoacco-
LIMAPOBAHHBIN BHPYC, HA OCHOBE KOTOPOIO IIPO-
BOOUTCSI TeHHAs Tepamus ayTOCOMHO-PEICCCUBHO-
ro 3abosieBaHus, TpuBonsdiiero Kk aeduumty JITTJI
[55]. BHyTpuMBIlLIEUHBIE WHBEKLIMU BUPYCHOTO
BekTopa AT obecrnieunBaloT pabOTy BBICOKOIPOIYK-
tuBHoro reHa JIITJIS447X (LPL serine(447)-stop
(S447X) insert), SBISIOLIEroCsl BapMaHTOM TeHa
JITIJI, B pe3yabTare 4yero 3HaAYMUTENbHO YBEJIMUYMBa-
ercst aktuBHOCTh JITIJI, cHukaercst yposeHb TI' (Ha
40 % [56]) U XWUIOMUKPOHOB B IIa3Me M YMEHb-
maetcs vacrora anusogoB OIl. Tepanust xopollio
nepeHocurcst 6onbHbIMU B Il ase kiImHMYeCKUX
WCITBITAHWI W HE BBI3BIBACT CEPhE3HBIX, CBI3aHHBIX
¢ JleuyeHueM, mMobovHbIX 3 dexkToB [57].
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N. Ewald (2012) npenioxuna cxemy JieUeHUsI
I'TT: nmpu ypoue TI'>1000 mr/mn — mpoBeaeHue
acdepesa 10 ypoBHs TI' B rutazme <1000 mr/mi, mocie
nmoctickeHnss koHneHtpamuu T 300—500 mr/mn —
orpaHuueHust B avere a0 20 T XKUPOB B ACHb, OT-
Ka3 OT aJKorojsi, 3areM pno0aBieHWe omera-3-
XKUPHBIX KUCIOT (Oosiee 3 I 3iKO3aNeHTaeHOBON +
JIOKO3ATIEHTaeHOBOU KUCJIOTHI), 3aTeM I00aBjiIeHUe
¢udbpaTtoB u HuaumHa. [lpu peumause OIl — mo-
BTOpPHBIC ceaHCHI Ia3madepesa [49].

YunThiBas BBICOKME pacXoibl Ha 3ApaBOOX-
panenue OombHOTO [TT-accoumupoBanubiM Ol
(B CIHA pacxonbpl Ha JiedeHHE TaKoro OOJIbHOIO
B TeueHMe 12 mecsaueB coctaBuam 25 343 moim.
(33,139 pgonn. — M=£SD)) [58], mpemoTBpalleHue
OCHOBHBIX (DAaKTOPOB pHCKa 3TOr0 3ab0JIeBaHUSI
HE TOJIbKO ITO3BOJIUT CHU3UTh 3TH PacXOlbl, HO U
SIBIIICTCST 00sI3aTeNIbHBIM yCIIOBUEM 3(D(MEKTUBHOM
NMpoWIAKTUKYA 3a00JI€BaHMI ITOIKEIyTOUYHOM Ke-
JIE3BI.
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HYPERTRIGLYCERIDEMIC ACUTE PANCREATITIS: PROGRESS AND PROBLEMS
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The purpose of the review. Analyze basic data on the hypertrigliceridemia (HTG) role in the
pathogenesis of HTG-associated acute pancreatitis (AP), and the current treatment of the disease. Re-
cent literature data. HTG-associated AP met in 5—15 % of the AP cases. In the HTG-associated AP
pathogenesis leading role belongs to obstruction of capillaries by TG and chylomicrons, local ischemia
of the pancreas, as well as the accumulation of toxic free fatty acids by TG hydrolysis, resulting in
damage to the acinary cells and capillary epithelium, which exacerbates acidosis and stimulates pre-
mature trypsinogen activation with the initiation of acute edematous or necrotizing pancreatitis. Mod-
ern treatment of HTG-associated AP include plasmapheresis to the TG levels of 300—500 mg/dL,
then — diet, refuse from alcohol, drugs: omega-3 fatty acids, fibrates, nicotinic acid. Planned for
lipoprotein lipase deficiency gene therapy by injecting a viral vector alipogen tiparvovek, resulting in
significantly increasing of lipoprotein lipase activity, decreased plasma triglycerides and chylomicrons
levels and decreases the incidence of AP.

Keywords. Acute pancreatitis, hypertriglyceridemia, treatment.
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