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EK30Kpu1HHa HeaoCTaTHICTb MiALLNYHKOBOI 3an03u (EHIM3) € nowmpeHm KiHiYHUM CUHOPOMOM Y AiTer Ta AOPOCANX, AKMIA CyNPOBOAXYETLCS
ManbabcopOLIelo, HYTPUTUBHIMU AEDIUMUTAMM Ta SHUKEHHAM SKOCTI KUTTS.

MeTta — NpoBeCTV Or/1A4 CyHaCHVIX MiAXOAIB A0 AiarHOCTMKM Ta 3aMiCHOT hepMeHTHOT Tepanii npn EHIM3.

OCHOBHVMY €TIONOTYHVMIN YMHHMIKaMY B AITEN € MyKOBICLUIMAO3, XPOHIYHWUI NaHKPeaTUT, BDOAXEH] FeHETUYHI CUHAPOMY, Leniakid, a Takox Nicns-
onepauiini ctann. CBoevYacHa aiarHocTuka EHIM3 6a3yeTses Ha KNiHIYHOMY aHani3i, 17abopaTopHOMY OOCTEXEHHI (30KpeMa, PiBHI hekansHOT
enactasu-1) Ta oUHUI HYTPUTMBHOIO CTaTyCy. 3aMicHa (hepMeHTHa Tepanis (3D T) € KAOYOBKM KOMMOHEHTOM MikyBaHHs EHIM3. I echekTnBHICTs 3a-
NEXUTb Bifl MPaBWILHOTO A03YBaHHS, 4acy NPUItOMY (DEePMEHTIB, @ TaKOX CYMyTHbOT AIETUYHOT NIATPUMKN. [1pn 30epexXeHHi KMiHIYHKX NpOoaBIB Ha
(PoHI Tepanit HeOOXIAHO OLIHUTY O3y, PEXMM 3aCTOCYBaHHA Npenapary Ta HasgBHICTb CYMyTHIX 3aXBOPIOBAHb TPABHOMO TPaKTY.

Y3aranbHeHo Cy4acHi EBPOMNENChbKI Ta NiBHIYHOaMEPVKaHCLKI pekomeHaaLll woao 3T y Aiter, NoAaHO NpakTUYHI OPIEHTUPN AN KNIHILWCTIB.
ABTOPV 3a4BNAI0TL NPO BIACYTHICTE KOHMIKTY iHTepecis.

KniouoBi cnoBa: ek30KPVHHA HEAOCTATHICTE NIALUIYHKOBO! 387103, 3aMiCHa (DEPMEHTHa Tepanis, NaHKPeaTVH, MyKOBICUMA03, XPOHIYHMIA NaHKpe-
atuT, (bekanesHa enacrasa, 4itv, (DepMeHTHI npenapaTu.
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Exocrine pancreatic insufficiency (EPI) is a common clinical condition in both children and adults, characterized by malabsorption, nutritional deficien-
cies, and reduced quality of life.

The aim — to review modern approaches to diagnosis and enzyme replacement therapy for EPI.

In pediatric practice, the leading causes of EPI include cystic fibrosis, chronic pancreatitis, congenital genetic syndromes, celiac disease, and post-
operative conditions involving the gastrointestinal tract. Early diagnosis is based on clinical symptoms, laboratory markers (particularly fecal elastase-1),
and comprehensive nutritional assessment.

Pancreatic enzyme replacement therapy (PERT) remains the cornerstone of EPI management. Its effectiveness depends on individualized dosing,
timing of enzyme intake, and appropriate dietary support. In cases of persistent symptoms despite PERT, it is essential to evaluate dosage adequacy,
administration regimen, and the presence of comorbid gastrointestinal disorders.

This article summarizes current European and North American guidelines on PERT use in children, offering practical recommendations for clinicians.
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Beryn

I0BO, 1 KOJIM PiBeHb (hePMEHTIB, 0COOIUBO JIiIa3u —

pobyieMa €K30KPUHHOI HeJOCTaTHOCTI

migmayHkoBoi 3aso3u (EHII3) € akry-

AJIBHOTO JIJIS TIAIIEHTIB yCiX BIKOBUX Ka-
TETOpill — BiJl HOBOHAPOKEHUX 10 OCi6 TTOXMUIOTO
BiKy. O/lHaK MPUYMHU BUHUKHEHHS I[bOTO TATOJIO-
TIYHOTO CTaHYy, a TAKOXK TEMITHA HOTO TTPOrpecyBaHHS
CYTTEBO Bi/IPi3HAIOTHCS 3aJI€KHO BiJl BIKY Ta €TioJI0-
rii 3axBopioBanus [33,36].

EHII3 Bunmkae BHACHIIOK AediIUTYy OCHOBHUX
TpaBHUX (hePMEHTIB, IO TPU3BOUTH /10 TTOPYTIECHHS
IPOIECiB TPaBJeHHS Ta MaIbabCcoOPOIIii MOKMBHUX
pedoBuH. [laTosoriuanii cTaH PO3BUBAETHCA MOCTY-
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BHIKYETHCS 710 5—10% Biji HOPMAIBLHOTO, KJITHIYHO
BUSBJISIIOTHCS TaKi CUMIITOMH, SIK cTeaTopes, BTpaTa
MacH Tijia Ta 3HVKeHHST AKoCTi kutTst. Ha mepebir
EHII3 Takosx BIIMBAaE 3HUAKEHHS CEKPeTTil iHIIMNUX
(bepMeHTIB iILTYHKOBOI 3271031 Ta GikapOOHATIB.
Uepes 1ocTynmoBuil PO3BUTOK TTOPYIIEHb BAXKJIUBUM
€ panne BusgBienasa EHII3 ta cBoeuacHe mpusHa-
4eHHs 3aMiCHOI (hepMeHTHOI Tepallii, 0cobIMBO B JIi-
Teit [17,20,33,36].

[IpoTsAiroM OCTaHHIX JAECATUJIITH PO3POOIEHO
i BIPOBAIKEHO YUMAJIO METO/IIB IS JiaTHOCTUKA
EHII3, ogHak HEOOXiJHO KPUTHYHO OI[iHIOBATH
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ixHI0 iH(hOPMATUBHICTh, 30KPEMA BPAXOBYIOUH PHU-
3UK XMOHOTIO3UTUBHKX a00 XMOHOHETaTUBHUX pe-
3yJibratiB. Bask/anBo 06MpaT METOIH, SIKi Jaf0Th
3MOTy He JIUIIe BCTAHOBUTH JiaTrHO3, a U BiZICTEXY-
BaTH IMHAMIKY 3aXBOPIOBAHHS Ta OIIHIOBATH edek-
TUBHICTh 3aMicHOI (hepMeHTHOI Teparii [17].

Taxum unnowm, y namientis 3 EHII3 € aBa
KJII0YOBUX 3aB/laHHS: CBOEYACHA [/[IaTHOCTUKA Ta
MPU3HAYEHHS a/IeKBAaTHOI 3aMiCHOI Tepartii.

Mema poboTi — IPOBECTH OTJISI/L CYYACHUX TTijI-
XOJIiB IO IIaTHOCTUKH Ta 3aMiCHO1 (DepMEHTHOI Tepa-
mii mpu EHIL3.

IIpuynnu Ta natorene3 EHII3

Y niteit EHII3 Moke po3BUBaTHCS SIK HACTIIOK
HepBUHHKX (BPOJKEHKX ) a00 BTOPUHHUX (HaOyTi)
npuunH. [lepsuara EHII3 3a3Buyaii mos’si3ana 3 re-
HETHYHUMU 200 CTPYKTYPHUMU MOPYIIEHHSIMH, SIKi
6e3mocepeIHbO BIIMBAIOTH HAa (DYHKI[IOHATBHY
3MATHICTD MiIITYHKOBOI 3271031 BUPOOJISATH Ta,/ab0
tpancroprysatu dhepmentn [1,2,5,6,8,22,24,25,29—
32,34,35,40-43].

Jlo Hait6ibII TOMMPEHUX TeHETHYHUX TPUYNH
HaJIeXKaTh: MYKOBICIIU/I03 (IKUH € TPOBITHOIO MIPHU-
ynnoto EHII3 y nutsuomy Biti), curapom [1IBax-
Mana—/laliMmoH/a, CUHIPOM IZOX&HCOH&*BJIiSap[[a,
curapom ITipcona, a TakoK Bpo/KeHa arrasist abo
rinoriasig miIyHKOBO1 3271031, TaK0XK MOXKJIU-
BUI1 130/1bOBAHNUI /IeDIIUT OKPEMUX TTAHKPEATUYHUX
(hepmenTis, 1o criocrepiraerbes [1,22,34].

[H1nI010 NPUYKUHOI0 € XPOHIYHUI MTAHKPEATHUT,
KWW y JIiTell YacTO Ma€ CIAJIKOBUH XapakTep i aco-
nioerbesa 3 myTaiigsmu B reHax PRSS1, CFTR,
SPINK1 a6o CTRC. Okpim reHetndnux GpaxTopis,
EHII3 moske 3yMOBJIIOBATHCH TAKMMHU 0OCTPYK-
TUBHUMMU TIPOIlecaMH, K AuchYHKITiS chinkTepa
Oti UM HasIBHICTD JKOBYHUX KaMEHiB, 110 BJIOKY-
I0Thb BUBi/IHI MPOTOKU MiANMIJIYHKOBOI 327031
[1,8,22,24,29,40,43].

Jlo TokcnuHUX 200 MeTa0OJIYHUX YNHHUKIB Ha-
JIeXKATh TOKCUYHE YPAKEHHST 3aJ103U1, 2y TOIMYHHU I
HNaHKPeaTUT, a TAKOK 1HIII CUCTeMHi 3aXBOPIOBaHHS,
1[0 TIOPYIIYIOTh MEeTab0JIi3M. Y IesKIX BUITaKaX
EHII3 Bunukae micst XipypriyHoro BUaJIeHHs dac-
TUHU MiANTYHKOBOI 3271034, HAITPUKJIA]T, YHACI/IOK
OTIEPATHBHOTO BTPYYAHHS 3 TIPUBO/LY MTyXJIMHU 200
YCKJIQIHEHOTO XPOHIYHOTO TTaHKpeaTuTy [30].

Oxpim nepBuHHOI, icHy€e Takox BropuaHa EHII3,
SIKa PO3BUBAETLCS BHACII/IOK IOPYIIEHD 11032 CAMOI0
M IITITYHKOBOTO 32103010, OJTHUM 13 TAKUX MEXaHi3-
MiB € 3HWKEHHST CEKPellii XOJIeIUCTOKIHIHY a0o ce-
KPETUHY BHACJIIIOK XPOHIYHOTO 3allaieHHs CJINU30-
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BOI 000JIOHKU ABaHAALATAIIANO] KUIIKU. 1le Moxe
CIIOCTEPIraTucs Mpu 3aNaJbHUX 3aXBOPIOBAHHSIX
KUTIEYHWKA, 30KpeMa 1pu 1estiakii [17,20].

[Ile omuu MexaHi3M OB’ I3aHUH i3 TOPYITIEHHSIM
KOOPAWHAITT Mi>K HA/IXO/IKEHHSIM XiMYCY /10 TOHKOI
KUIIKY Ta BUIJICHHSM MAaHKPeaTuIHNX (DePMEHTIB,
10 YaCTO BUHUKAE TTCJIST ONIePATUBHUX BTPYUYaHb HA
BEPXHiX BiJI/Ii/IaX NIJTYHKOBO-KUIITKOBOTO TPAKTY, Ha-
MPUKJIA]] TACTPEKTOMIT a0 HAKJTaJIeHHSsI TACTPOEHTe-
poctomii [30].

Y nesxux punagkax npuannoio EHII3 crae nazu-
MipHa KMCJIOTHICTb HIJIYHKOBOT'O COKY, SIKa IIPU3BO-
QAT JI0 iHAKTUBAIli1 MaHKpeaTUyHoi Jina3u. [le xa-
pakKTepHO [Jd TaKUX CTaHiB, SIK CUHIPOM
3osutinrepa—Eiticona. Y HeMOBJIAT, ocaabeHux
miTeit abo MalieHTiB mic/s TpaBM Ta iH(EKIii MoKe
CIIOCTEPIraTUCS TPAH3UTOPHA, TOOTO TUMYACOBA
EHII3, 3ymoByieHa He3PisiCTIO MiAIMIYHKOBOI 3a-
JI03W, HEJJOCTATHIM XapuyBaHHIM a0 BipyCHUMM
indexmisimu [25,32].

Taxwum unHoM, matorene3 EHII3 y miteii € 6arato-
(bakTOpHUM i OXOTIITIOE SIK CTPYKTYPHI 3MiHH CaMOi
3aJ1031, TaK 1 CKJIaJ[Hi TOPYIIEHHs PEeTyJIsIlii TpaB-
JIeHHS, 1110 (POPMYIOTHCS 11032 MeKaMH ITi/IIIITYHKO-
Boi 3a7103u. 17151 BUGOPY e(heKTUBHOI TepaneBTHYHOI
cTpaTerii HA/[3BUYAIHO BAXKJINBO TOYHO i/IeHTU(DIKY-
Batu etiosoriunnii unaauk EHII3 [1,5,6,8,22,24,
29,34,40—-43].

Haiinomupenimi npuynaun EHIT3

XpoHiyHuit TaHKpeaTuT

Xponiunnii nankpeatut (XII) — 11e mporpecytoue
3anajieHHs MiANTYHKOBOI 3271031, 1110 CYTTPOBOJIXKY -
€Tbest (hibpO30M, BTpaTaMi eK30KPHHHOI TKAaHUHU Ta
B KiHIleBOMY pe3yJibrati — po3sutkoM EHII3. OchHo-
BHI €TiOJIOTTYHI YNHHUKY — QJIKOTOJIb, TEHETUYHI MY-
Tallii, ayTOIMyHHi ITportecu Ta 00CTPYKIList TPOTOKIB
[8,22,24,29,40,43]. Y miTeit yacrilie JOMiHYIOTb Te-
HetnuHi iprawrHu. [Ipu TpuBasoMy mepebiry XBopo-
6u y nanienTis i3 XIT maiizke 3aB&K/I1 PO3BUBAETHCS
EHII3, onnak cTpoxy ii BAHUKHEHHS BapifOIOTHCS.

Mexanizmu EHII3 npu XII 11e 3mMeHIIeHHS ce-
Kpettii hepmenTiB (JTinasa, aminasa, TpoTeasn ), 3HN-
JKeHHsI piBHsT OikapOOHATIB i3 HACTYITHUM TTOPYTITeH-
HaMm pH y kumeynnky, iHakTuBaIli€io hepMeHTiB,
MTOPYIIEHHSIM PETYJIAII1 BUBIIbHEHHS (DepMEHTIB
yepes3 ypakeHHs BarycHux nuisxis. IIpu samyiie-
HUX hopMax GopMyeThes aTpodis allMHAPHOI TKa-
HUHY [43].

Ile TpuBasmii 3anaapHUI TPOIEC i3 PO3BUTKOM
HE0O0POTHUX MOP(MOTIOTIYHNX 3MiH MANLIYHKOBOT
3aJ103U Ta BiJ[ITOBITHO 3aMillleHHSAM [TapeHXiMU CII0-
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JIYYHOIO TKAaHWHOIO. B OCHOBI € Tpu rpynu MyTaliii
(PRSS1, SPINK1 i CFTR), sii 3amyckamTh maTo-
TeHEeTUYHUH MTPOoIlec i3 PO3BUTKOM TOKCUKO-MeTa-
GOIIYHUX MTOPYIIIEHB, 0OCTPYKIIEIO MPOTOKIB Ta PO3-
BUTKOM HeKpo3y i ¢ibposy [8,43].

EHII3 po3BuBaETHCS MOCTYIOBO TPUOIU3HO
B KOXKHOTO T1'siToro nariienta. J.M. Lohr Ta cniiBaBr.
BUSIBUJIN, 1110 B CEPETHBOMY Yac BiJl TTOYATKY CUMII-
tomiB 10 po3Butky EHII3 € 6isbin TpuBaim mpu
PaHHBOMY iZIiOTTIATUYHOMY MTAaHKPEATUTI, HisK TPU
Mi3HbOMY UM ajkorojibHoMy X1 [24].

MyKoBiciu03 K NpUYNHA €K30KPUHHOI HE10-
CTaTHOCTI MiIILTYHKOBOI 321031

MyxoBicuuno3z (MB) — 1e Baxkke, XpoHiuHe,
MYJIBTUCUCTEMHE CIIa/IKOBe 3aXBOPIOBaHHS, 1110 I1e-
pelaeThes 32 Ay TOCOMHO-PEIECUBHUM THUTIOM i 3Y-
mosstere myTaitiero B redi CFTR (Cystic Fibrosis
Transmembrane Conductance Regulator), posramio-
BaHOMY Ha JIOBTOMY IJIe4i CbOMOI XPOMOCOMH
(7q31.2). Ileit ren xko/ye OLIOK, SKUH (DYHKITIOHYE
AK KaHaJI U1 XJIOPU/IHUX 10HIB, 3a/Iy4eHUI y pery-
JISA1II0 BOAHO-EJIeKTPOJIITHOTO TPAHCIIOPTY Yepes
ariKaabHy MeMOpaHy emiTesiaTbHUX KIITHH €K30-
KPUHHUX 327103 [ 34].

Cranom Ha cworofai onmcano nonay; 2000 Bapian-
tiB MmyTaniit CFTR, npore KIiHIYHO 3HAaYyHIUMHU
BBAKAIOTbCA KiTbKa COTeHb. IX kaacudikyoTsh Ha
ITiCTh OCHOBHUX KJIACiB 3aJI€5KHO Bifl MEXaHI3MY TT0-
pyueHHs GyHKIi 6inka [5].

He3zasexxHo Bii KOHKPETHOTO MTaTOTEHETUIHOTO
MeXaHi3My KiHIIeBUM HACJiIKOM € OPYIIeHHS ce-
Kpellii XJIOpUIiB Ta HATPIilO, 3HUKEHHS TiJipaTallii
cu3y, 36ibIeHHs fioro B'si3kocTi Ta 3mina pH
y IIPOCBITi MPOTOKIB 32/103. ¥ MiANIYHKOBIH 3271031
1€ TTPU3BOIUTD 10 (hOPMYBAHHS TYCTOTO, B’ I3KOTO
CEKpeTY, AKKit 00CTPYKTUBHO GJIOKYE BUBI/IHI TIPO-
TOKHU. BHACHiJOK 1[bOr0 Bi0YBAETHCS IIOCTYIIOBE
PYIHYBaHHS allAHAPHUX KJIITHH, PO3BUTOK (hibpo3y
Ta, Ak Hacaigok — EHII3 [41].

EHII3 € oxnielo 3 malivuactimux Marigecrarii
MYKOBICII/I03Y, 11[0 3HAYHOIO MipOIO BILJIMBA€E Ha HY-
TPUTUBHUH cTaTycC, picT i PO3BUTOK NAI[IEHTIB.
Y GisbIocTi BUMTAKIB IOPYIIEHHST €K30KPUHHOT
dynxuii 113 nasgBHe Bxke npu HaposkenHi. Tak, 3a
naaumMu focrimpkenns D.L. Waters ta criBasr. [41],
63% HOBOHAPOKEHUX i3 MiZATBEPKEHUM JliaTHO30M
MyKOBicIu03y Masm o3Haku EHII3 B:ke Ha MOMeHT
HeoHaTaJabHOTrO cKpuHinry. Y 30% niteil, y skux
(dYHKILA ATy HKOBOI 3271031 OyJ1a 30epeskeHa pu
HapoJkeHHi, kiiHiuHi npogsu EHII3 po3suBanucs
BIITPOIOBIK TIEPIINX 36 MiCSTIIB JKUTTS.
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Tunosumu kainivnumu npogsamu EHII3 mpu
MB € cteatopest, nosidekaris, 3y TTs JKUBOTA, T10-
raHe 3aCBOEHHS )KUPOPO3YMHHUX BiTaMiHiB (A, D,
E, K), rimonporeinemis, gedinut MikpoeseMeHTiB Ta
3aTpuMKa (Hi3UuHOTO PO3BUTKY. PaHH4 fiarHOCTHKA
Ta CBOEYACHE MPU3HAYEHHS 3aMiCHOI (DepMEeHTHOT
teparii (3MT) € kaouoBUMHU (haKTOPaMU TTOKpa-
HIEHHS SKOCTI1 JKUTTA Ta MPOTHO3Y MaIli€HTIB 3 MyKO-
Biciin030M [6,42].

Cunapowm IllIBaxmana—/laiiMmoHa Ak mpuynHa
€K30KPUHHOI HeIOCTaTHOCTI MiIILTYHKOBO1 32103

Cungpom [IBaxmana—/laitmonia (Shwachman—
Diamond Syndrome, SDS) — pizakicte ayTocomHo-
pellecuBHE CIAJIKOBE 3aXBOPIOBAHHS 3 OPIEHTOBHOIO
gacroroio 1:76 000 HoBoHapoKeHnx. Xoda XBopoba
3ycTpivaeTbes B 000X cTareil, 3a IeIKUMU JTaHUMI
MepeBakae y XJIom4ukiB. SDS HaleXUTh 10 TPyTIN
CITa/IKOBUX 3aXBOPIOBAHD, 1110 XapaKTePU3YIOThCS
MYJIBTUCUCTEMHUM YPa)KEHHSM i3 MOPYITIEHHSIM
(yHKITi#t TpaBHOI, KiCTKOBO-M SI30BO1, IMYHHOI Ta
KPOBOTBOpPHOI cucteM [1].

[TpoBigHOIO Ta paHHBOIO MaHi(ecTaITiEI0 CUHIPO-
my € EHII3, sixa 3a3Buvaii BUSBASIETHCS BKe B Iep-
111 MicsIIti sKUTTs. Y OLIbIIOCTI HAIiEHTIB cIIocTepi-
ra€ThCs 3HaYHe 3HMUKeHHs abo IOBHA BiZICYTHICTh
AKTUBHOCTI aHKpeaTUYHNX (hePMEHTIB, 110 KITiHI4-
HO MTPOSIBJIIETHCS CTEATOPEEI0, XPOHIYHOIO Jliape€lo,
3AYTTSM KUBOTA, Bi/ICTABAaHHSM y Maci Tijia Ta 3poc-
Ti. [Ipuunnoto EHII3 y SDS € rinomnazis abo
K Maii;Ke TTIOBHA BiZICYyTHICTD alflMHAPHUX KJTITUH TTi/]I-
IIIJTYHKOBOI 3271031 1TPU 30€pPeKeHOMY OCTPIBIIEBOMY
arapari Ta TpoTOKax, 1Mo MOP(OJIOTITIHO MiATBEP-
JKYETHCST B OibIocTi BUTazaKis [1].

HyTpuTuBHi mopyIieHHs, 3yMOBJIeH] Majbal-
COpOITi€I0 KUPIB, OIJIKIB Ta )KUPOPOSUMHHKX BiTaMi-
HiB, IPU3BOMASTD J0 BUpPasKeHOI rinmoTpodii, ocTeo-
neHii abo 0CTeonoposy, a TaKOK 10 3aTPUMKHU
(hisUHOTO Ta ICUXOMOTOPHOTO PO3BUTKY. Y pasi
Bi/ICYyTHOCT1 CBOEYACHOTO MPU3HAYEHHS 3aMiCHOI
(hepmeHTHOI Tepartii 11i TOPyTIeHHS MOKYTh TIPOTPe-
CyBaTH 1 3HAYHO 3HUKYBATH SIKICTb )KUTTSI MAI[IEHTIB
[17,29].

Kpim ypaskeHHs mianuryHKoBoi 3an03u, SDS xa-
PaKTePU3YETHCS TUIIOBUME 3MiHaMU 3 GOKY KiCTKO-
BOMO3KOBOI cHCTeMU — Y GiTBIIOCTI TTAIIEHTIB CITO-
CTepiraeThbCcsA MepcUCTyloua HeUTpomeHid i3
MiIBUTIIEHUM PU3UKOM iH(]EKITiH, a TAaKOXK aHeMis
(3a3BMyait HOPMOXPOMHA, HOPMO- 200 MAKPOTIUTAP-
Ha) i TPOMOOIUTOTIEH S, Y YaCTHHU NAIiE€HTIB PO3-
BUBAETHCS NMPOrpecyoda Auc@yHKIIis KiCTKOBOTO
MO3KY 3 PU3UKOM MEPEXO/LY B Mi€TOAUCIIIIACTUYHU I

65



Yntante Hac Ha canTi: https://med-expert.com.ua

REVIEWS

cuHIPOM ab0 roCTpy MieobIacTHy JeiKkemito. Imy-
nHozedinut 3a SDS € 3minranum — 3 opyuieHHAMEI
SK TYMOPaJIbHOI, TaK i KJAITUHHOI JIJAHOK iIMYHHO1
Bifmosizi [1].

Takum ynnom, EHII3 € k11090BUM KOMIIOHEHTOM
SIBJICHHS Ma€ BaXKJIMBe 3HAUEHHS [IJId PAHHBOI [lia-
THOCTUKY Ta MPU3HAYeHH 3aMiCHOI (hepMEeHTHOI
Tepartii 3 METOI0 3aM0OIiTaHHsT BAKKUX HACJII/IKIB Ma-
J1babcopOI1ii Ta ITOPYIIeHHST POCTY.

ITicasonepairiiina eK30KPUHHA HEJIOCTATHICTh
MiINLTYHKOBOI 3aJ103H

Xipypriuti BTpy4YaHHs Ha MiAILTyHKOBIH 3271031,
30KpeMa pe3eKIlii, € BAXKJINBOI CKJIAJ0BOIO JIIKY-
BaHHS OHKOJIOTIYHUX 3aXBOPIOBAaHb, KICTO3HUX ypa-
JKE€Hb, BHYTPIIIIHbOTIPOTOKOBUX NAIIJISIPHUX MYII1-
HO3HUX HOBOYTBOPEHb Ta iHIIUX CTPYKTYPHUX
natoJsoriit. [TpoTe HaBiTh 3a YCIHIIIHOTO mepebiry
oriepallii BOHU 4aCTO CYITPOBOIKYIOTHCS PO3BUTKOM
EHII3 BHacaifiok 3MeHIeHHS (PYyHKITIOHATbHOI
MacH 3aJ1031, TOPYIIEHHS aHATOMIYHOT 1LJIICHOCT1,
iHepBallii Ta 3MiH y ApeHaxHii cuctemi [30].

EHII3 micas mankpeaTHIHUX OTIepartiii € KJIiHiv-
HO 3HAUYIIUM YCKJIa[HEHHSM, SIKe MOKe 3aJI1IIaTH-
s HeIlarHOCTOBAHKMM 4Yepe3 cTepTi a0 KOMIIEHCO-
BaHi nposiBu. YacTtoTa ii PO3BUTKY CYTTEBO
3aJIeKUTh BiJl TUILY XipyPriyHOTO BTPYYaHHs, 00CATY
pe3eKIlii, CymmyTHIX CTaHiB MalliEHTa Ta METO/IB
JarHOCTUKHU.

3TiHO 3 JTiTepaTypHUMHU JJAHUMH, TCJIS AUCTATh-
Hoi mankpeatexktomii EHII3 po3suBaetbest B 19—
80% marmienris [20,30,40]. Taka mupoka BapiaTus-
HiCTh TMTOKA3HUKIB MOSICHIOETHCS SIK TETEPOTEHHICTIO
JOCTIKYBAaHUX TPYII, TaK 1 BIAMIHHOCTSIMU B METO-
JlaX 1iaTHOCTUKY (BUKOPUCTAHHA (PeKaTbHOI esrac-
Tasu-1, AMXaTbHUX TECTiB, KAIHIYHUX 1IKat). Haii-
pumy vactotry EHII3 cmocrepiraoTs micas
MaHKpeaToAyoieHeKToMii (orepaitii Yinmia) — Bif
56% 1m0 98% Bumaakis, 0coOJIMBO 3a BiCYTHOCTI
aZieKBaTHOI (pepMeHTO3aMiCHOI Teparrii.

Y nocaimxenni C.M. Halloran ta criBast. [18]
migikpecsieHo, mo xoua EHII3 micisa mankpeatnanux
oTiepalliii € YacTUM SIBUIIEM, BOHA He 3aBK/U CYTIPO-
BOJIZKYETHCSI TAKUMU TUTIOBUMU KJIIHIYHUMU CUMII-
TOMaMH, K cTeaTopesi uu BTpaTa Baru. [Ipore HaBiTH
cybOkminiuna hopma EHIT3 Moske HeraTuBHO BILIH-
BaTU HA HYTPUTUBHUM CTATYC, AKICTh JKUTTS Ta BiJl-
MOBIIi HA OHKOJIOTIYHE JIIKyBaHHS, 3HUKYIOUH TIaH-
CU Ha TPUBAJIe BUKUBAHHS.

3 orJgy Ha 11e, CBOEYaCHA /IiarHOCTUKA T -
oneparttinaoi EHII3 ta pante mpusHayeHHs 3aMic-
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HOi (hepMEHTHOT Teparrii € KpUTUIHO BAXKITUBUMU
eJleMEeHTaMU BeJIeHHS TAIlIEHTIB Y MiCsI0Tepallii-
HOMY 11epPio/ii, 0COBIMBO B OHKOJIOTTYHIH IIPAKTHILL.
Onrumizartig 1031 hepMeHTIB, MOHITOPUHT CUMII-
TOMIB Ma/ibabCcOPOIIii Ta KOHTPOJIb MACH TijIa TOBU-
HHI OyTH iHTErpoOBaHi y IJIaH TPUBAJIOTO CIIOCTEPE-
JKEHHS.

Ileniakisi Ta BTOPpUHHA €K30KPUHHA HEJOCTAT-
HICTb HiJIIITYHKOBO] 3271031

[Heniakig (raoTeHOBA EHTEPONIATIA ) — 11€ XPOHIY-
He aBTOIMYHHe 3amajbHe 3aXBOPIOBAHHS TOHKOTO
KUIIKIBHUKA, sIK€ PO3BUBAETHCS B 0Ci0 i3 TeHeTH4-
HOIO CXUJIbHICTIO Y BiJITIOBi/Ib HAa CITOKUBAHHS TJTIO-
TeHy — OiJiKa, 1110 MiCTUTHCS Y MIIEHUIT, TIMEH] Ta
xuti. Haltwacrime mestiakis MaHi(pecTy€e B AUTIIOMY
Billi, TPOTE 3aXBOPIOBAHHA MOKE 3aJIMIIATUCS He-
JIiarHOCTOBAHUM JI0 Iopocyioro Biky. [lomupenicts
Tesriakii B momyJisaitii kpain 3axoy, 3okpema y CIITA
ta Benukiit Bpuranii, cranoButh 61u3bK0 1%
[17,40].

[TepBuHHA (DyHKITIA MATITYHKOBOI 371031 TIPH
1ejiakii 3a3BUyai 3aJINNIAETHC IHTAKTHOIO, OTHAK
Bropunaa EHII3 moske po3BuBaTucs BHACTIIOK
CTPYKTYPHUX Ta QYHKITIOHAJBHUX 3MiH Y TPOKCH-
MaJIbHOMY BififliJii TOHKOTO KUIKiBHUKA. OCHO-
BHUM MeXaHi3MOM € aTpo(ist cim30B0i 000JIOHKN
NBAaHAIATATIAION KUITKHU, TIIO CYTTPOBOJIXKYETHCS
3HMKEHUM BUBILIbHEHHSAM KJIIOUOBUX TOPMOHIB-
CTUMYJIATOPIB TAHKPEATUYHOI CEKPeITii — 30KpeMa,
xoJtenuctokininy (XIIK) ta cekpetuny. JHMKeHHS
cekperrii XITK mpusBoanTs /10 ¢1a01101 CTUMY AT
’KOBUHOTO MiXypa Ta alliHaPHUX KJITUH 1ALy H-
KOBOI 3471031, 1110 BOJIHOYAC 3MEHIIY€ BUBIIbHEHHS
MaHKpeaTunYHNUX (hepMEHTIB y MTPOCBIT KUIIEYHNUKA
[17,20].

Kniniuno Taka pyskiionansua, sropuana EHII3
MOJK€e TIPOSIBJASATUCS CUMIITOMAMU MaJIbJUTECTIl:
CTEaTOPEEI0, 3AYTTIM, TUCKOMMOPTOM ITicJIs TTPH-
oMYy iKi, a TAaKOX /1ePilnTOM JKUPOPO3UMHHUX Bi-
TaMiHiB. ¥ HU3Il JOCJIJKEeHb BUSIBJIEHO, 11O 70
20-30% marieHTiB i3 1esiakKieio 10 MOMEHTY BCTa-
HOBJIEHHS /IiarHO3y MAIOTh 03HAKM €K30KPUHHOI He-
JIOCTATHOCTI, SIKi MOXKYTh OyTH TPAaH3UTOPHUMU Ta
3BOPOTHUMM IIPH JOTPUMAHHI CTPOroi 6e3rII0TeHO-
BOI JIIETU.

CBo€uacHa JliaTHOCTUKA Ta JIKYBaHHS 1eJiaKii,
HacamIepesI MIJITXOM TIOBHOTO BUKJTIOYEHHS TJTIOTe-
HY 3 paIliony, 3a3BUYail IPU3BOATH 10 HOpMaJTi3allii
€HTEPOTOPMOHAIBHOTO (POHY Ta BiJ[HOBJIEHHS TTaH-
KpeaTUYHOI ceKpelrii. ¥ BUMaJKax BUpPakeHOi Ma-
Jbabeopb1ii abo mpu 36epeskenti cummromis EHIT3
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HiCJIs TOYaTKY JIKYBaHHS, MOKe OyTH JAOIIJIbHUM
KOPOTKOCTPOKOBE ITPU3HAYEHHS 3aMicHOI (pepMeHT-
HOI Tepartii.

IlykpoBuii iaGeT Ta eK30KPUHHA HEIOCTATHICTD
HiINLTYHKOBOI 321031 IBOCTOPOHHIi 3B’ I30K

B3aemo03B’5130K MiK €HIOKPUHHOIO Ta €K30KPIH-
HOTO YaCTUHAMH I Iy HKOBOT 3a71031 BiZtoOpakeHo
B KOHIIEIIIii «OCTpiBIleBO-aliMHapHoi oci» (islet-
acinar axis), sika ONKUCY€E CKIAJIHY CyJANHHY, TTapa-
KPUHHY Ta HEMPOryMOpaJIbHy B3aEMOJIII0 MiX -, a-,
S-KJiTMHAMM OCTPIBIIiB JlaHTepranca Ta alfuHapHU-
mu kaituHamu. Ileit MmexaHi3m 3abesnedye rapMo-
HiiiHe PyHKIIOHYBaHHs 000X BifILIIB 3a/103H, 1 HOTO
MOPYIIEHHS MOXKe PU3BOJIUTHU /IO KJIIHIYHO 3HATY-
1101 AUCYHKIT SIK eHI0KPUHHOI, TaK i eK30KPUHHOI
cucreM [2].

JlocmimxeHHs ocTaHHIX POKiB IIEPEKOHJINBO CBiI-
4aTh PO Te, Mo IyKposwuii giadbet (I1/1) Moske OyTH
noB’si3anuii i3 pozsutkom EHII3, npudomy neit
3B’s130K € 1BocToponHiM: TpuBasia EHII3 takox 371a-
TEH TiIBUTITYBAaTH PU3UK PO3BUTKY TIOPYIIEHb TJIiKe-
Mii Ta giabery. BiAmoBiaHO 10 JaHUX HU3KKM MeTaaHa-
JIi3iB 1 MOMYJISIIMHAX TOCTiKeHb, o3Hakn EHIT3
BUSIBJISIOTH TpuOn3Ho y 60% namienris 3 11/]
1 tumy ta y 30—50% namienTis i3 11/] 2 Tumy [31,35].

Kniniuno taka EHII3 y namienTis i3 I1/] wacTto
3aJIMNIAETHCS HEPO3Mi3HAHOIO, a/[)Ke CUMIITOMU
(3myTTs, mucKoMMOPT, CTeaTopest) MOXKYTh OyTH
serkumu abo wecrerrdivnnmu. OHaK, BOHA 3Ha-
YHOIO MipOIO BILTUBAE HA 3ACBOEHHS MaKPO- 1 MiKPO-
HYTPIEHTIB, KOHTPOJIb IJIiKeMil, HyTPUTUBHUM CTa-
TYyC, a TAKOXK MOXe YCKIaHIOBATH iHCYJIIHOTEPAITiIo
yepes BapiabesibHiCTh aOCOPOILI.

¥ konTekcti mykoBicuunody (MB), ne noearanns
EHII3 ra I/l € TuTIOBUM Y Mi3HBOMY Billi, HEIIO-
nasHi criocrepexkentst D. Soave Ta criiBaBr. [35] 10-
Ka3aJiu, 110 HU3bKUN PiBEHb IMYHOPEAKTUBHOTO
TPUIICMHOTEHY B HOBOHApO/IxkeHnX i3 M B kopesttoe
3 O1JIbII PAHHIM PO3BUTKOM €HIOKPUHHOI HEJJOCTAT-
Hocti (M B-acouiiioBaHoro aiabety), miaKpecaooym
POJIb IEPBUHHOTO MOPYTIEHHS €K30KPUHHOI (DyHKITii
11e Ha BHY TPIiITHBOYTPOOHOMY eTarti.

Takum unnom, EHII3 € BaskauBuM, ajie 4acTo He-
JIOOI[IHEHUM KOMIIOHEHTOM I[yKPOBOTI'O /iiabeTy, 1110
notpedye aKTHBHOTO CKPUHIHTY, 0COOJUBO TP Ha-
SIBHOCTI KJITHIYHMX CUMITTOMIB MasibabcopOitii, BTpa-
T MacH TiJia, edirury Bitaminis abo HecTabiIbHO-
ro rjikeMiuHoro npodissio. Y Takux BUIIaZKax
JIOIIIBHUM € TIPU3HAYEHHS 3aMicHOI (hepMEHTHO]
Tepartii, 0 MOJKe TIOKPAIIUTH He JIVIIIe TPABJICHHS,
aJie il 3arajibHe MeTaboJIiuHe PeryTI0BaHHS.
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OTAJAU

Oco6auBocti opMyBaHHS €K30KPUHHOI HETO-
CTaTHOCTI Mi/INUTYHKOBOI 3aJI03H B JIiTeii: NPUKIaj
tpan3autopHoi EHII3 y HemoBasaT

Y HOBOHApOPKeHOMY Billi (pyHKITiIOHATbHA He-
3pLTiCTh MANIIYHKOBOI 371031 € (hi3i0J0TIYHUM
SABUIIEM, SKe TUMYACOBO 3YMOBJIOE 3HUKEHY
aKTUBHICTH (DEPMEHTIB, BI/JITOBI/Ja/IbHUX 34 TPAB-
JIeHHs1 O1JIKiB, JKUPIB Ta BYTJIEBOMIB. Y JOCJIIKEHH]
E.H. Rings Ta cuiBast. [32] 6yJi0 mokasaHo, 1o
BMIiCT aMiJIa3¥ B IyO/IeHATbHOMY BMiCTi HOBOHAPO-
JUKEHUX TTPAKTUYHO BiJICYTHIN, 2 KOHIIEHTpaIis Jii-
a3y € MiHIMaJIbHOIO ITPUHANMHI ITPOTSTOM IIEPIIIO-
ro micang xxkuttd. 1i 1ani Bka3yoTh Ha Te, 110 BCi
37I0POBI JIOHOIIEHI HOBOHAPOKEHI MAIOTh TPAH3U-
topHy ¢izionoriuny EHII3, ska kommencyerbes
HIJISIXOM PUCYTHOCTI amijia3u, JIinasu ta npoTeas
y T'PYZIHOMY MOJIOII].

V mireii, 10 nepebGyBaoTh Ha IITYYHOMY BHTO/0-
BYBaHHi, Taka KOMIIEHCaIlis € 0OMEKEHOT0 200 Biji-
CYTHBOIO, 1110 CTBOPIOE PU3UK PO3BUTKY KJIHIUHO
3HauyIoi Masibaurectii. Ile 0co61MBO aKTyanbHO
JlJIs1 HeJTOHOIIIeHUX JiTel, y AKUX He3PLIiCTh eK30-
KPUHHOI (DyHKIIIT TOETHYETHCS 3 AHATOMO-(DYHKITi-
OHAJIBHOTO HE3PIJTICTIO KUTIKOBOTO TpakTy. /loci-
mkennst C.R. Martin ta ciiiBaBr. [25] mokasasio, 1o
HE/IOHOIIEH] /IiTH, SIKi OTPUMYBAJIU 3aMiHHUKU TPY/I-
HOTO MOJIOKA, MAJIM iCTOTHO TIOPYIlIeHe BCMOKTYBaH-
HST JKUPHUX KUCJIOT YIIPOAOBXK MOHANTMEHTITe TITeCTH
TUXKHIB ITiCJISI HAPOJPKEHHS TOPIBHAHO 3 HEMOBJIS -
TaMu, siKi ToyBasucs rpyabmu. Lle Binmosizae ma-
HUM I010 0OMEKEHOTO CUHTE3y MTaHKpPeaTuIHOl
Jia3u B HOBoHAPOKeHuX [25,32].

Taxum ynHOM, i JOHOIIEHI, 1 TTEpeIacHO Hapo-
JI’KeH1 HEeMOBJISITA CTAHOBJISATD BIKOBY TPYITY 3 Haii-
BUINUM PU3UKOM PO3BUTKY Tpansutopuoi EHII3.
Xoua 119 hopma HeOCTATHOCTI € (Pi3ioJIOrigHOIO i,
SIK TIPABUJIO, HE BUMArae JiKyBaHHs, KJIiHIYHe 3Ha-
YeHHS y Tpylax PU3uKy — 30KpemMa, cepe/l IiTeil Ha
HITYYHOMY BUTOZIOBYBaHHi, 3 HU3bKOIO MacoIo Tija
a00 TSKKUMHU CYTTyTHIMU 3aXBOPIOBAHHSIMU — 3aJTH-
MIAETHCS HEJIOCTATHBO BUBUEHUM. Y TaKMX BUIA/IKAX
tparsutopua EHII3 moxe moreniifino cupusatu
paHHBOMY AedinuTy eHeprii, 6iTKa, KIPOPOIUIH-
HUX BiTaMiHiB Ta iHIIUX HYTPIEHTIB, [0 € KPUTUY-
HUMU JIJTsT POCTY Ta JI03PiBaHHS JKUTTEBO BAKITUBUX
CUCTEM.

Ortxe, B kKoHTeKCTI TIocTiitHoi EHII3 y mirei, 3a-
MicHa )epMeHTHa Tepartisi € KJIIHIYHO 00T PyHTOBa-
HOTO TIPU TAKMX 3aXBOPIOBAHHSIX, K MYKOBICIIN/I03,
XPOHIYHUI TTAHKPEATHT, 1eTiaKist, [yKPOBUii giabeT
1 tumny. [lono HeOHOIIEHNX HOBOHAPO/IKEHUX HA
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REVIEWS

IMITYYHOMY BUTO/IOBYBaHHI, MTUTaHHA AOIIJIBHOCTI
3aMiCHOI Teparllii 3aJUIIaEThCS BIAKPUTUM i TTOTpe-
Oy€ MoJaNbIINX JOCTIKEHD [25].

Boaxnouac kiiHiuHI criocTepeKeHH Ta JaHi 1e/i-
ATPUYHUX JIOCJI/I)KeHb BKa3yIOTh Ha BaXKJIUBICTD
pannboi giarsoctuku EHII3 y miteit. Binrepminy-
BaHHs BCTAHOBJIEHHS JIiaTHO3Y Ta MOYaTKY JIiKyBaH-
HSI MO’Ke ITPU3BECTH /10 3aTPUMKH (Di3UUHOTO PO3BU-
TKY, 30KpeMa 3pOcTy i Habopy Macu Tijia, yepes
HOPYIIEHHSI BCMOKTYBaHHS OCHOBHUX MOKUBHUX
PEYOBHH. 3 OIJISILY HAa BUCOKY METabOJIiuHY aKTHB-
HICTb Y JIiTeil pAHHBOTO BiKY, BOHH € 0COOJMBO Bpa3-
JINBOIO KaTETOPIEI0 MAIliEHTIB, /le HACJIiIKA HEJIKO-
Banoi EHII3 moxyTh MaTl 10BroTpuBaJInii BIIUB
Ha 3araJibHUI CTaH 3/[0POB’si Ta PO3BUTOK [17,25,29].

TpaH3UTOpHA €K30KPUHHA HEJTOCTATHICTD Ti/I-
ILTYHKOBOI 3aJI03Y MiCJIs IePeHeCeHOro roCTPOro
racTPOEHTEPUTY

Tpansutopua EHII3 Moxe BuHUKaTH He Julile
B HOBOHAPO/I;KEHUX YU HEJIOHOIIEHUX JIiTeit, a i y [i-
Tel CTaPIIOTO BiKy BHACJIZIOK TIEPEHECEHUX TOCTPUX
racrpoenTteputis (ITE), ocobnmBo BipycHOi eTioso-
rii. BipycHi in(exirii, 3o0kpema poTaBipyc, HOPOBi-
PYC, aleHOBIPYC MOKYTb BUKJIUKATH KOPOTKOYACHE
npurHiveHHsa QYHKIHT TATIYHKOBOI 3271031 200
TPaH3UTOPHY MUCHYHKITIIO (ePMEHTATUBHOTO ara-
paty.

MexaHi3M IIbOTO SBHIA OB I3aHU i3 TPAH3M-
TOPHUM HaOPSIKOM CJIU30BOI 000JOHKU TOHKOTO
KUIIKIiBHUKA Ta (DYHKITIOHATHHUMU TIOPYTITEHHIMI
eHTepPO-TIaHKpeaTnyHo1 peryJsiitii. Kpim Toro, Bipyc-
Ha perIiKalliga Moyke TONTKOIKYBaTH emiTesiil Ku-
IIEYHUKA Ta 3MIHIOBATH CEKPEIIiI0 EHTEPOTOPMOHIB
(cekpeTuH, XOJIEIUCTOKIHIH), STKi € KpUTUYHO BaXK-
JIUBUMM JIJIST CTUMYJISIT TAHKPEeATUYHOI CeKPeTlIii.

Y pob6ori J. Garah Ta criBaBr. [17] omicano xJii-
HiUHI BUTIAJKU AiTeH, sAKi micasd nepeHecenoro ITE
JIEMOHCTPYBAJI TPAaH3UTOPHE 3HMKEHHS PiBHSA (e-
KaJbHOI esactazu-1 g0 mex Tunosux s EHIL3
(<200 MKT/T), OJTHAK I1i TOKa3HUKW HOPMaJIi3yBaJIy-
cs1 MPOTATOM 4—8 THIKHIB 6€3 MOCTIHHOTO 3aCTOCY-
BaHHS (pepMeHTHOI Teparrii.

Kuniniuno Tpansuropna EHII3 micas I'TE nposs-
JIIETHCS TOTIPIIEHHSM aleTUTY, 3y TTIM, TMoJtide-
KaJTI€I0 3i cTeaTope€to, 3HMKEHHSIM MacH Tijia abo
HeI0CTATHIM 11 Bi/[HOBJIEHHSAM TiCJs TlepeHeceHol
iHdexIii. ¥ 6iabIiocTi BUlIaAKiB 1i 3MiHU 3BOPOTHI,
OJTHAK Y JIiTel i3 CyImyTHIMU (haKTOpaMu pU3uKy (He-
noifgannd, pynkiionanbaa He3pigicts KT, TpuBa-
Jie TTapeHTepasibHe XapuyBaHHs, iIMyHOAedIinuTN)
BOHU MOJKYTb IIPU3BOAUTH JI0 3aTSIKHOTO 11epebiry.
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TakUM YMHOM, 32 HASBHOCTI CUMIITOMIB MaJiba0-
copbii micss nepereceroro I'TE gominbHO oriHuTI
ex30kpuHHY dyHKIi0 [13 (30kpema piBenb hekab-
HOI estactasu-1) i, 3a HOTPeOH, KOPOTKOYACHO TIPH-
3HAUYUTH (PEPMEHTHY MIATPUMKY 3 ITOQJIBITUM MO-
HITOPUHTOM. BaskjiMBUM € PO3yMiHHS TPAH3UTOPHOI
MPUPO/IN TTUX MTOPYIIEHb Ta YHUKHEHHS Tinepaiar-
Hoctuku xponiunoi EHII3 y Takux Bunazikax.

JliarHoCcTHKa €K30KPUHHOI HEAOCTATHOCTI i/~
ILTYHKOBO1 3aJ1031

3a ocTaHHi JeCATUTITTS PO3POOJIEHO Ta BITPOBA-
JUKEHO TMPOKUN CIIEKTP METO/IIB /IJIsI OIlIHKK €K30-
KPUHHOI (DYHKITT ATy HKOBOI 371031, Bubip mia-
THOCTUYHOTO TECTY 3aJIeKUTD BiJl BiKy MaIli€HTa,
HasIBHOCTI KJIHIYHUX CUMIITOMIB, IOCTYITHOCTI JI0-
CTTKEHHST, 2 TAaKOK Yy TIMBOCTI Ta crielniyHoCTi
KOHKpeTHOTO MeTony [3,9,12,19,23,27,39]. Y kninHiu-
Hiil TPaKTUIL TECTH YMOBHO MOIJISIOTh HA HEPsIMi
(HeinBa3uBHi) Ta MpsMi (IHBa3MBHIi, HA OCHOBI CTH-
MYJISAIT ) METOIH.

Henpsami MeTo iy oniHKH GyHKIIT MiANUTYHKOBOL
3aJ1034

Ii TecTn € MPOCTUMHU Y BUKOHAHHI, IOCTYITHUMU
JUIS PyTUHHOTO BUKOPHUCTAaHHsI, 0COOJINBO B Ie/lia-
TPUYHIN IPAKTHIL, IIPOTE MAIOTh OOMEKEHY Yy T/II-
BicThb mpu Jjierkux hopmax EHII3.

Dekanvra eracmasa-1. € naiiyacriie BUKOpUC-
TOBYBaHUM TecToM y fiTell. [lankpeaTnyna esactasa
€ cTabiIbHIM (PePMEHTOM Y KMIITKOBOMY BMICTi, a ii
PiBEHB Y KaJli KOPEJIIOE 3 eK30KPUHHOIO (PYHKITI€T0
nigmynkoBoi 3amo3u. Meroxa: IMA (imynodep-
MEHTHUU aHaJli3 i3 BUKOPUCTAHHAM MOHOKJIOHATb-
Hux aHTuTiN). [HTeprnperaris: <100 MKT/T — TSKKa
EHII3, 100-200 MKT/T — IpUKOPJOHHA 30HA,
200 mxr/T — HopMa. [lepeBaru tecty: He IOTpedye
cleliajgbHOl JIE€TU YU MIZTOTOBKH, HEIHBA3UBHUH,
3py4HUil st giteil. OOMEKEHHST: 3HUKEHA Ty TJIH-
BicTb IIpH Jierkiit abo mouaTkosiit EHII3 (1o 30%),
XMOHOHETATUBHI Pe3yJIbTaTh IIPU PiKOMY CTiJIbIli
[3,39].

Dexanvruil ximompuncur. MeHI 9y TTUBUIMA, HiXK
(bexanpua esacraza. Moxe 3acTOCOBYBAaTHUCS I
OIiHKK e(heKTUBHOCTI 3aMicHOI (hepMEeHTHOI Tepartii
(3DT). Bumarae TumuacoBoro npununents 3MT
nepest 3a00poM aHaJIi3Yy.

72-200unne susnavenns xcupy 6 kaui. Beasxaern-
€S «30JI0TUM CTAaHIAPTOM» JIJIST IIaTHOCTUKY Ma-
Jababcopbii skupis. Merto: 36ip Kaay MpoTAroM
72 ropun Ha doni gietu 3 100 1 xupy/mo6y. Kpure-
pii: 7 r skupy/noby — miaATBepIKy€e MarbabcopoIrio,
>15 r/n00y — Ts:kKa creatopest. Heposiku meTo-
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Iy — TPYAOMICTKUH, HE3PYYHUN AJI TAIli€HTIB,
4acTO CYIPOBOKYETHCI METEOPU3MOM, JUCKOM-
(opTOM; BUCOKUIT PU3UK TOMUJIOK ITPA CAMOCTIH-
HoMmy 360pi. He € cnieruivanm s EHIT3 (Mox-
JIMBi XUOHOTIO3UTHBHI PE3yJIbTaTH MPU XBOPOOI
Kpona, cuHpOMi KOPOTKOTO KMUNTKiBHUKA TOTIO)
[12].

BC-mpuznivepuonuii ouxarvnuii mecm. Heinba-
3WBHUI METOJI i3 BUCOKOIO Yy TJIUBICTIO, TIPOTE 00-
MeXeHO JJOCTYIMHUI 1 HeZJoCTaTHbO BaJliJJoBaHUI
JUI riepiaTpudHoi nomyiaiii. OcobauBocCTi MeTo-
NIy — CKJIQJIHUI /151 3aCTOCYBaHHS B HEMOBJISAT, T10-
Tpebye creniaabHOTo 00IaHaHHs. BusHauae cry-
INiHb TiAPOJII3y MiYEHUX KUPIB AK IMOKA3HUK
(hepMeHTATUBHOT aKTUBHOCTI [27].

Inynopeaxmusnuti mpuncunozen (IPT). 3acroco-
BYETHCS B HEOHATAJIbHOMY CKPUHIHTY MYKOBIiCIIH-
no3y. ¥ panabomy Bimi pisens [PT nmigsunienni,
3rofioM 3HMKy€eThes ipu po3sutky EHII3. He Bu-
KOPUCTOBYETHCH SK 1aTHOCTUYHUM TeCT y aiTeil
CTapIIOTO BiKYy Yepe3 HU3bKY CTenndivHiCTh MO0
EHII3 [9].

IIpsiMi MeToO1U OIIHKY (HA OCHOBi CTUMYJISALLI1 )
[9,19]

I1i MeTo1 BBaxKaOThCSA HANOLIbII iHDOPMATHB-
HUMH, OJIHAK iIXHE BUKOPUCTAHHST 0OMeKeHe CKIIaI-
HICTIO BUKOHAHHS Ta II0TPeOOIO Y CIeliani3oBaHo-
My o0JiaiHaHHI.

Tecm [peiininea (30ndosuii). IcTopudHO OUH i3
MepITuX METO/IiB MPSIMOTO BU3HAYEHHS MMaHKpea-
TAYHOI CeKpellii icJig BBe/IeHHs cekpeTuny. Yepes
CKJIQIHICTh, iIHBAa3UBHICTD 1 HU3bKY TOJIEPAHTHICTH
y ZliTeil Hapa3i MPaKTUYHO He BUKOPHUCTOBYETHCS.

Endockoniuni pynxuionanvni mecmu. Ilepenba-
YaioTh €HI0CKOTIIYHY acIipalliio 1yoieHaJIbHOTO
BMICTY ITicJig CTUMYJIAIT cekpeTuHoM. [lepeBaru
METO/ly — BHCOKa 4yTinuBicTh. OOMeKEHHS — 1M0-
Tpeba B aHecTe3ii, JOCTYITHI JINIIIe Y BUCOKOCITETia-
JII30BaHUX MeAlaTPUYHUX I[eHTPaX.

Cexpemumn-cmumyarvosarna MPXIII (MRCP-S).
CyuacHuli HeiHBa3WBHUI MeTOJI BidyaJsi3allii maH-
KpeaTUIHUX MPOTOKIB i3 0JHOYACHOIO OIiHKOIO
(yHKIIOHATBHOTO BiZINOBIY Ha ceKpeTuH. Buma-
rae ramboKoi cenaiiii abo anecrtesii B miteir. Hemo-
CTAaTHBO CTAH/IAPTU30BAHUI /IJIsI PyTUHHOTO BUKO-
pucTanHs, notTpebye A0CBiAYy pamiosoris, sKi
CIeIiali3yI0ThCs Ha Ne[iaTPUYHIN MTaHKPeaToJIori].

PeasnbHo, y KIIIHIYHIT TPAKTHUIII iTEl TTepeBara
HAJA€ThCSA HEIHBa3UBHUM CKPUHIHTOBUM TeCTaM,
30KpeMa BU3HAUeHHIO heKasbHOI eacTa3u-1, sika
€ IIPOCTHUM, OE3IIEYHUM i JOCTYITHUM METOIOM i3 BH-
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COKOIO HEraTUBHOIO MPOIrHOCTUYHOIO I[IHHICTIO.
Y BUmaaKax CyMHIBHUX 200 HETaTUBHUX PE3yJIbTa-
TiB 32 HasiBHOCTI KyiHiuHNX 03HaK EHII3 pekomen-
JIOBAHO PO3MIMPEHHS A1aTHOCTUIHOTO TOTITYKY, 30-
KpeMa OIiHKY HyTPUTUBHOTO CTATYCY, 7 2-TOIMHHE
BU3HAYEHHS KUY B KaJIi a00 HAITPaBJIEHHS JI0 CIie-
111aJ1i30BaHOTO IEHTPY /ISl TTPOBEJICHHS MPSIMUX
TEeCTiB.

Panne sugasaenng EHII3, ocobauso B miTeil i3
1/103pOI0 HAa MYKOBiCIIUI03, XPOHIYHUI TaHKpea-
TUT 200 TKKY MajIbaOCOPOIiIo, € KPUTUYHO BaK-
JIMBUM JIJIS1 CBOEYACHOTO IPU3HAYEHHS (hepMEHTHOI
MiITPUMKH, TIPODITAKTUKY HYTPUTUBHOI HEIOCTAT-
HOCTI Ta MOpylieHHA (Pi3UYHOTO PO3BUTKY
[6,29,42].

3amicHa pepMeHTHA Tepamist

3aMmicHa bepMeHTHA Tepalris € KJII0Y0BOIO CKJa-
nosoio sikyBarnusa EHIT3 nesanesxno Bif ii eTiosno-
rii. OcnoBuumu 1isisiMu 3D T € yeyHneHHs CUMIITO-
MiB MasibabcopOiii, mpodilakTHKAa HYTPUTHBHIX
nedinuTiB, HOMINIIeHHs HYyTPUTUBHOTO CTATYCY,
3abe3reyeHHst HOPMAJIbHOTO Gi3UIHOTO PO3ZBUTKY
B IUTSYOMY Billi Ta MiABUIIIEHHS SKOCTI U TpUBa-
JIOCTi JKUTTS Mali€eHTiB. ckpaBUM IIPUKJIALOM
edextuBnocTi 3MT € cyyacHe Be/leHHS TAIIEHTIB
i3 MmykoBiciuno3om: sikio y 60—-70-x pokax XX
cTOJITTS GiabIIicTs gitell i3 MB He moxuBam 10
i ITITKOBOTO BiKYy, TO CbOTO/THI, 3aBISKN TTOETHAH-
Hio 3DT i HyTPUTUBHOI MIATPUMKH, OUiKyBaHa
TPUBAIICTD JKUTTS 3HAYHO 3POCJIA, i, 32 TPOTHO3A-
M, 10 75% natienTis i3 MB y maitbyTHBOMY CTa-
HOBUTUMYTH jgopociai ocobu [4,6,10,13—
16,26,28,37,38,44,45].

[Ticnsa cranpaprusarii npenaparis 3MOT FDA
y 2010 pomi (Pancreatic Enzyme Replacement
Therapy, PERT) Ha puHKy 3’siBuJInCS sIKicHi mpe-
napaty 3 BiZITBOPIOBAaHUM TTPOdijieM aKTUBHOCTI.
OnHak 103yBaHHS Ta KPATHICTh TPUMOMY 3aJIATIIA-
I0ThCS KJITHIYHUM BUKJIUKOM. Mikpocdepu 3 eHTe-
POCOJIIOOLTPHUM MTOKPUTTSIM He € 6i0eKBiBaJIeHTHU-
MU in Vitro, a KJIIHIYHUX TOCJIiPKEeHb 3 OIIHKHY iX in
Vivo 6i0J0CTYIIHOCTI HEZOCTATHBO, 1[0 CTBOPIOE
MiIIPYHTS JIJI BiZAIMIHHOCTEN y HAllIOHATbHUX ITi/1-
X0/IaxX 710 103yBaHH. Tak, 3TiJHO 3 peKOMeHIa1lis-
MU TaCTPOEHTEPOJIOTIYHUX TOBAPUCTB ABCTpaUrii,
Itanii ta Icrianii, pekoMeH/10BaHa /1032 CTAHOBUTD
25000-50 000 oz. sriTta3u Ha OCHOBHUI TPUIOM T3Ki
B IOPOCJIUX, POTE I0KA30BICTh ITUX ITIX0/IiB HE 3a-
B € BUCOKOIO [16,26,28,45]. ¥ 3B’s13Ky 3 1um
6y10 po3p00IIEHO OHOBJIEH] Y3TO/IKEH] PEKOMEH [a-
ii ESPGHAN i NASPGHAN, sxi npomoHyoTh
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6inbm OOTPYHTOBAHI aArOPUTMU A03yBaHHS
[38,42].

[losyBannga ¢pepmentHux npenaparis (PERT)
Mozke 6asyBaTHCh Ha Maci Tijia, BMICTi JKUpY B TKi
a60 06’eMi eHTepasIbHOTO XapuyBaHHs. Po3paxyHok
32 BMiCTOM JKUPY BBaKAETHCA (Pi310JIOTTIHO TOUHI-
IIAM, OIHAK TIOTPeOYE 3HAYHUX 3YCHIIb i3 GOKY PO-
JMHMU Talli€eHTa.

Y pasi nenocraruboro edexry 3T cuiz mepesi-
PUTH: PaBUJIbHICTH H03yBaHHsI, 30epirants ta
npuiioMy mpernapary, I0TPUMaHHS PeKUMY, a Ta-
KO’K PO3TJISIHYTH JI0ZIaTKOBI YUHHUKHU — JIE€TUYHI
ocobsmBocTi (acTi nepexycu 6e3 pepMeHTiB), 110-
Tpeby B cympecii NUTYHKOBOI cekpertil (iHTiGiTopH
IIPOTOHHOI TIOMIIH ) a60 HAsIBHICTh CYIIyTHIX CTaHiB
(memiaxkis, SIBO, 3ananbHi 3aXBOpIOBaHHS KHUIIIeY-
HUKA). Y MOPOCHAUX Ta MiJJIITKIB OJAaTKOBUMU
(haxTopamu pu3MKy € TIOTIOHOTIATIHHS Ta BXKUBaH-
HsI aJTKOTOJTIO, SIKi CIPUSTIOTH PO3BUTKY XPOHIYHOTO
MaHKPeaTuTy Ta 3HMKEHHIO eK30KPUHHOI (DYHKITI.

Y mpaxrtwuiti 3amicHOi (hepMeHTHOI Teparrii s
niteit 3 EHII3 BukopucToBy10ThCS TPU OCHOBHI
X0 10 PO3PaxXyHKY /I03U: 3aJ€KHO Bi/l Macl
TijIa, Bi/l KIIBKOCTI CIIOKUTOTO KHUPY ab0 Bij 06’ eMy
51 (0COOJIMBO NIPU €HTEePaJbHOMY XapyyBaHHi)
[11,46].

[lo3yBaHHA Ha OCHOBI Macu TiJjia € HallyacTile
3aCTOCOBYBAHUM METO/IOM TIPH TIEPOPATBLHOMY Xap-
yyBaHHi. [loyaTkoBO pekoOMeHI0BaHO ITPU3HAYATH
500-1000 oguuuIs Jina3u Ha KiJorpam Macu Tijia
Ha KOKHUI OCHOBHUU TPUHOM 1Ki. AKIIIO KIiHiuHI
CUMIITOMM MasibabcopOilii 36epiraioThes, 103y M0-
CTYTOBO IiIBUIIYIOTH (3a3BUYAll HA OJIHY KaTICYy Ty
Ha KOKEeH IPUIOM iki abo mepexyc) 10 A0CSTHEHHST
KJIHIYHOTO eheKTy a60 MaKCHMaJIbHO JOIYCTHMO-
ro piBHs1. Bepxus mexxa ctanoButh 3000 oxuHUIIH
JIiTTa3¥ Ha KiJloTpaM MacH Tijla Ha OIUH TPUHOM ixKi,
a 3arajibHa [000Ba /1032 He TIOBUHHA MePEBUIIYBATH
10 000 omHMIb JTiTIa3W HA KiJIOTPaM.

Jlo3yBaHHs 32 BMiCTOM JKUPY B PallioHi 3aCTOCO-
BYETBCA IIEPEBAXKHO TO/Ii, KOJIM BATOBUI MeTO/]| BU-
SABJISETHCA HEOCTATHBO e(PEKTUBHUM. Y 1IHOMY
BUIIA/IKY PO3PaXyHOK 6a3y€ThCs Ha KIIBKOCTI CITO-
JKUTOTO JKUPY 1 peKOMEHI0BaHUU /lialla30H CTaHO-
BuTh 500—-4000 oguHUIH JTiMa3u Ha KOKEH IpamM
sx&upy B iki. Ileit MeTon BBaskaeThest O6ibIi (izioso-
riYHO OOTPYHTOBAHUM, OJTHAK BIMATa€ BiJl MaIlieHTa
ab0 HOTo POJMHU PETETHLHOTO KOHTPOJIIO 32 BMicC-
TOM JKMPY B PallioHi.

JlosyBantist 32 06’eMoM Txi a0 cyMillii OTIiIbHe
MpY 30HA0BOMY (E€HTEPATHHOMY ) XapuyBaHHi, 0CO-
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6JIMBO B yMOBaX TPUBAJIOro abo HiYHOTO TOLyBaH-
Hs. Y TaKuX BUTAJKaX BUKOPUCTOBYIOTHCS CIIeTi-
aJIbHI KapTpUKi 3 hepMerHTaMu. PeKOMeHI0BaHO
BUKOPHUCTOBYBATU OJWH KapTPUJXK Ha TMepIri
500 M1 cymirnri abo aBa kaptpumpki Ha 1000 mu1. He
JOTTYCKAETHCS 3aCTOCYBAHHS TMTOHAJL IBOX KapTPH-
JUKIB 32 OJTHE TOYyBaHHS.

Bik marrienTa € 11e oJHUM Ba)KJTUBUM KPUTEPIEM
JUIS iHMBiyasti3aiii 1031 GepMeHTHOI Teparrii.
PexomenioBani 71031 J1ir1a3u CyTTEBO Bi/IPi3HAIOTh-
Cs MK HEMOBJISTaMU, JIiThMU MOJIOATIIOTO BiKY, ITi/I-
JITKaMH¥ Ta IOPOCTUMH.

Y nemoenam (sixom do 1 poxy) pexomendosa-
Ha 0o3a nankpeamuny cmanosums 6io 2 000 oo
4 000 o0unuus ninazu na xosxcui 120 ma 2pyonozo
Monoxa abo cymiwi. Y yiu 6ixosiu xamezopii
0C00UBO 8ANCAUBO OOMPUMYBAMUCS NPUSHA-
YeHdb JIKap s, 6PAxX06Y0UU PUSUK 2iNePEIMaAMIHO-
3y ma inoueioyavHi 0COOAUBOCMT 3ACBOEHHA.

Y dimeii 6ixom do 4 poxie 3acmocosyemuvcs
doza 1 000 odunuuv nina3u na Kinozpam macu
miaa na ocnoenul nputiom ixnci ma 500 oounuup
Ha xinozpam — na nepexycu. Illicas 4-piunozo
8ixy 0o3yeanus smenumyemocs: 500 oounuup ni-
nasu Ha Kijoepam Ha 0CHOBHUU NPULOM idiCi ma
250 00unuup na xinoepam — na nepexyc. Taxuu
nioxio épaxosye aminu 6 memabdonizmi ma xap-
40861l nosedinyi dimei.

¥ mopocimx nami€eHTiB CTapTOBa PEKOMEHI0BaHA
no3a ctanoBuTb 50 000 ouHUIIb JTiT1a31 HA OCHOB-
HU puiiom ki ta 25 000 omuHUIL — Ha TEPEKYCH.
[11,33,38,42].

OnHi€ro 3 MOMUPEHNX KIAIHIYHUX TTIOMUJIOK TIPH
npu3HavueHHi (hbepMEHTHOI Tepalrii € HeJlooTiHKa
3HaUYeHHs Yacy npuiiomy mpemnaparty. Hacrto dep-
MEHTH PUIMaloTh ab0 3a[0BI0 /10 ki, a60 HaBIiTH
nepeji CHOM, 110 CYTIePeYnTh TPUHIIUTIAM e(DeKTHB-
HOTO JIIKyBaHHSI €K30KPUHHOI HeIOCTATHOCTI TTi/T-
NITYHKOBOI 3271031, 3TiTHO 3 CYYaCHUMU PEKOMEH-
narmismu (ESPGHAN, NASPGHAN), ugac
npuitoMmy hepMeHTiB Ma€ 6YTH YiTKO CKOOPIUHO-
BaHUH i3 TPUBAJICTIO CIIOKUBAHHSA 3Ki, 1110 03BO-
JISIE MAaKCUMAaJIbHO iIMiTYBaTH (Di3ioJIoriuHy cekpe-
110 eHJOTEHHUX TMaHKpeaTUu4YHuX (hepMeHTiB
[33,38,42].

Y eunaoxax, xoau npuiiom ixci € kKopomxompu-
eaaum (0o 15 xeunun), 6cs 0oza pepmenmnoezo
npenapamy noéunna 6ymu npuiinama oopa3sy
3 nepuwum yxycom ixci. Axwyo isca mpueae 15—
30 xeunun, doyinvno po3odiaumu 003y HABNIN:
nepuy Hacmuny NPUHAMU HA NOUAMKY, a OpY-
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2y — npudausno 6 cepeduni npuiiomy ixci. Axwo
e xapuyeanns mpuesae nonao 30 xeunun (na-
npuxaao, nio uac 00620i mpanesu), pexomeroo-
6ano po3odinumu 003y HaA MPU HACMUHU, NPUUMA-
10uu ix 610n06i0HO Ha nouamky, 6 cepeduni ma
8 KiHUui npuiiomy ixci.

Taxuii po3nodin 003u dae 3mozy eiomeopumu
npupoony cexpeuito pepmenmis niowmaYyHKo6oi
3a103u, AKa 3a Qiziono2ivHux ymMoe mpueae npo-
Mms20M YCcb020 nepiody cnoxcusanns isxci. Baxcau-
60 8paxosyeamu, w0 wuMm Oirouwa KiabKicms cno-
scumoi ici ado KHcupy, mum suwL010 € nompeoda
6 ex3oeennux pepmenmax i doza PERT mace 6i0-
noeioHo Kopuzyeamuco.

¥ Bumajnkax, Koy 3amicHa (hepMeHTHA Tepartisi He
3abe3Meuye 09iKyBaHOTO KJIHIYHOTO e(heKTY, OmpH
ii peryJsisipHe 3acTocyBaHHs, HEOOXiHO TIPOBECTH
HOETAIHUIA aHaJIi3 YCIX MOMKIMBUX IIPUYUH 30epe-
kerHs cumntomiB EHII3.

Hacammepen citifi mepekoHaTuCd y TPaBUJIbHOMY
n03yBaHHI mpenapary. /lo3a Mae BifosigzaTu Maci
Tia narierTa abo KiJIbKOCTI CIIOKUTOrO KUPY. 3a
noTpebu 11 MOKHA TOCTYOBO 30iTbIITyBATH, OIHAK
BaKJIMBO HE MePEBUIILYBATH T0OOBUN MAKCUMYM —
10 000 oguHMIh JiNa3W HA KiJIOTpaM Macu TiJa.
Kpim Toro, HeoOXiTHO TePEKOHATHCS B HATE)KHOMY
30epiratHi npemnapary: (hepMeHTH MalOTh 30epiraTu-
¢ y BIZINOBITHUX YMOBAX, a TEPMiH iXHbOI PUIAT-
HOCTI — 3aJuImaTrcs AiicauM. SIKino npemapar OyB
MiAaHUN HaAMiPHOMY HarpiBaHHIO Y¥ BOJIOTOCTI,
HOr0 aKTUBHICTH MOKE OYTH CYyTTEBO 3HUIKEHA.

Takosx cJiifi OIiHUTH, YU JOTPUMYETHCI TAIIEHT
npaswu ipuitomy nipenapary. 3T noBuHHA TpUitMa-
THCsT 6E3M0CEPENHBO TIEPE]] TKel0, TiepeKycamu abo
BXKMBAaHHSIM MTOXKUBHUX KUPHUX HanoiB. Hexotpu-
MaHHsI PesKUMY ab0 HEPETYJISIPHUIT MPUITOM MOXKe
MIPU3BOINTH /10 Hee(DeKTUBHOCTI JIIKYyBaHHS HAaBiTh 32
KOPEKTHO TiibpaHoro go3yBanss [ 38].

OcobsmmBocTi XapuyBaHHS HaI[i€HTa TAKOXK MO-
KyTb BiuiuBaTH Ha epekTuBHicTh 3MT. 30Kpema,
yacTe XapuyBaHHsI HeBeJMKUMU IOPIIsIMU [TPOTSI-
roMm JHs1 6e3 cympoBoay hepmeHTaMu (TaK 3BaHMI
«graze patterns ) MoxKe 3HaYHO 3HIKYBAaTH e(DEKTUB-
HiCTh Tepairii. Y Takux BUIIaJKaX He0OXiHO afamTy-
BaTH PesKUM MTPUHOMY (hePMEHTIB /10 KOKHOTO 3 €ITi-
30/1iB K.

SAkiio micsig Kopexilii J03yBaHHSI Ta PeKUMY ITPU-
ftomy 3D T cumrroMu 36epiraloThbest, IOIIBHO PO3-
TJISHYTH TPOOHE 3aCTOCYBaHHS IHTIOITOPIB ILITYHKO-
BOI CeKpellil, 30KpeMa iHTi6iTOpiB IIPOTOHHOI TOMITH.
SHUKEHHS KUCJTOTHOCTI BMICTY TIIJIYHKA MOJKE T10-

OTAJAU

KPaIuTH CTablIbHICTD Ta /1110 (hePMEHTIB Y TOHKOMY
KUIIIETHUKY.

Heo0xiIHO TaKOK BUKJIIOYUTH iHII MOKJINBI
NPUYMHI MaIbaOCOPOILil, Ki MOKYTh CYIPOBOLKY-
BaTu abo imiryBarn EHII3. Cepen Hux — 1esiaxis,
CHHIPOM HaJIMiPHOTO HaKTepPialbHOTO POCTY B TOH-
kit kumi (SIBO), Taki 3anmasbHi 3aXBOpIOBaHHS
KUIIIEYHKa, IK XBopoba Kpona abo BupaskoBuii
KOJIT. Y KJIIHIYHIN TPAKTUIL CJIij TAKOK BPAXOBY-
BaTH IIKIJJIMBI 3BUYKHU: aKTHBHE a00 MMaCUBHE KyPiH-
Hs, @ TAKOK BYKMBAHHSA aJTKOTOJTIO € BiIOMUMHU (hak-
TOpaMM PU3MKY PO3BUTKY XPOHIYHOTO IAHKPEATHUTY,
MoTipieHHs eK30KPUHHOT (GYHKITIT Ta 3HUKEHHS
epextuBHOCTI (hepmenTHOIT Teparrii [ 38].

3TiZIHO 3 MIKHAPDOJHUMU PEKOMEHAAIiSIMHU
(ESPGHAN, NASPGHAN, CF Foundation), ¢dep-
MEHTHI IIpernapaTy AJis1 3aMicHoi Teparrii npu EHII3
[MOBUHHI Bi/INOBiIaTU HU3I CTAH/IAPTU30BAHUX BU-
MOT, sIKi 3a6€31e4yI0Th IXHIO KJIiHIUYHY e(heKTUB-
HiCTBh, 6e31eKy Ta 3pyYHicTh 3acTocyBanHs [38].

¥Yci 3aTBepazKeHi (pepMeHTHI ITpenapaTy MOBUHHI
MICTUTH MaHKPEATUH TBAPUHHOTO MOXO/KEHHS
(Haitgacrimie 3i cBUHEN), 0 3a0e31euy€e MOBHUN
CIEKTP aKTUBHUX (hepMeHTIB (J1ina3a, amisasa, mpo-
Teasa) y 6i0JIOTiYHO aKTUBHII (hopMmi.

DepMeHTH MatOTh OYTH BUTOTOBJIEH] Yy BUTJISI
racTpOPE3rCTEHTHUX MiKporpany.1 abo Mikpocdep,
CTIKMX 10 i1 IMJIYHKOBOTO COKY, IO JIa€ 3MOTY (hep-
MEHTaM JIOCSTATU ITPOCBITY TOHKOTIO KUIIEYHUKA
B akTuBHIN hopwmi. [eit Turt mokpuTTs 3abe3neuye
3aXUCT (DepMEHTIB BiJl IHAKTUBAIII] B KUCJIOMY CEPEJI-
OBUII ITYHKA.

PexomeHnioBanmii po3Mip rpany. He MOBUHEH Tie-
pesuiityBatu 1,5—2,0 MM, 1110 JI03BOJISIE TM 3MilITyBa-
TUCDH 13 XIMYCOM i CHHXPOHHO €BaKyIOBaTUCh 3i
nutyaka. Besuki rpanysiu (>2 MM) MOXKYTh 3aTpH-
MYBaTHUCh y NIJIYHKY Ta BTPAuyaTu CUHXPOHHICTD 13
iKero, 1110 3HMXKYE e(DeKTUBHICTb 3aMiCHOI Tepartii.

[IpenapaT noBuHEH MiCTUTU YiTKO CTAH/IAPTU30-
BaHY KiJIbKICTB JIiTIa3u, aMisiasu Ta mporeasu. Y Oijib-
nrocti cyyacHux npemnapatiB (y T.4. OIPYJITH®
10000) mpiopuTeTOM € 1032 JTiNa3y, IKa € KJII0UOBUM
KOMITOHEHTOM TIPU MaJbabCcopOItii KUpPiB.

¥ CIHIA Bci hepmeHTHI ITpenapaTtui IOBUHHI MaTH
saTBepikenHss FDA gk sikapcebki 3acobu (drug
products), 1o nepea6avaE BiANOBIAHICTH CTaHIAP-
tam GMP, crabinbHocTi, hapMalieBTHYHOI eKBiBa-
JIEHTHOCTI Ta KJIiHIYHO1 e(peKTUBHOCTI.

BincyTHICTD IOMIIITIOK Ta TOTTOMiKHUX KOMITOHEH-
TiB, 1[0 HECYTh aJIEPTeHHNI 200 IMyHOTPOITHUH 110-
TenIfian. OcobIMBO BasK/IMBO B IeiaTPUYHIil TPaK-
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TUIIl — HasIBHICTh JIAKTO31, GApPBHUKIB, TJIIOTEHY 200
KOHCEPBAHTIB Ma€ OyTH BUKJTIOYEHA.

[loTpuMaHHs 3a3HaYEHUX CTAH/IAPTIB /I03BOJISIE
rapanTyBaTy e(eKTUBHICTh 3aMiCHOI Tepallii Ta
3MEHIINUTH PU3UKHU HEJJOCTATHBOTO JIIKYBAJIbHOTO
edexTy ab0 oOIUHNX PeaKIiii.

Hiernuni pekomenaaii npu EHII3

Mietnani pekomenaitii mpu EHIT3 moBuuHi 6yTit
IHAMBIyaTi30BaHMMHY Ta 3aJ1€5KaTH BiJl eTiosorii 3a-
XBOPIOBaHH4, CYIIYTHIX MMaTOJIOT1H, BIKy MalliEHTA Ta
3arajibHOTO HyTPUTUBHOTO CTATyCy. YHIBEPCAIbHOTO
nizxoxy no xapuysanss npu EHII3 we ichye, amske
cTpaTerigd HyTPUTUBHOIL MATPUMKU MOKE CYTTEBO
Bi/Ipi3HATHUCS 3aJ7I€KHO BiJl OCHOBHOTO J[iarHO3Y
[11,15,21,38,45].

Taxk, 1pu XpOHIYHOMY MAHKPEATUTI TPATUIINHO
PEKOMEH/IOBAHO [HETY 3 00MEKEHUM BMiCTOM KH-
piB, 1110 MA€ HA METi 3MEHIIIeHHSI CTUMYJISIII1 IaH-
KpeaTuyHoi ceKpellii Ta mpodinakTuky 60J1b0BOTO
CUHAPOMY. Y TaKMX BUIIQJIKaX KMPHICTb palliony
MOBUHHA OYTU CKOPUTOBAHA B MTOEHAHHI 3 iHAWBI-
JyaJbHO MiAiOpaHoIo 103010 pepMeHTHOI Teparrii
[8,22,29,40,43].

Ha BizmMiHy Bifl 11bOTO, B TIAIIEHTIB i3 MyKOBIiCITH-
JI030M 3aCTOCOBYETHCS 30BCIM iHITUY miaxia. s
3abe3MeyeHHsT BUCOKOI €HepPreTHYHOI TIOTpeOr opra-
Hi3My Ta 3a106iraHHs BTpaTi MAaCH Tijla PEKOMEH/I0-
BaHO JIIETY 3 BUCOKUM BMIiCTOM KUPiB. Takuii partion
000B’I3KOBO Ma€ CyPOBO/KYBATUCH TPU3HAYEHHSIM
BUCOKUX /103 (hepMeHTHUX npeniapatiB. HasBHi mani
CBiTUaTh, IO TaKa CTPATETisl MO3UTUBHO BILJINBAE HE
JIATIEe HA HyTPUTUBHUE CTaTyc, a 1 Ha (hyHKITIIO Jie-
reHeBOl TKAHWHU y TaIlienTiB i3 M B, 3Hmskytoun yac-
TOTY 3aTOCTPEHb PecIipaTopHuX iHdeKTil [6].

Y 6ynp-sikomy Bunaaky, parion npu EHII3 mae
6y Ty MOBHOIIIHHUM 32 BMiCTOM eHeprii, 6iJIKiB, ByT-
JieBotiB Ta xKupiB. OOMeKeHHs TOBUHHI OyTH 00-
I'PYHTOBAHWMH i He TPU3BONTHU JI0 BTOPUHHOI MAJTb-
HYTpHUILii. Y 3B’43Ky 3 I[UM HaJ[3BUYAHO BaXKJIUBO,
100 JieTnYHa cTpaTeris po3pob.saacs abo KOPUTy-
BaJIacs CIIJIBHO 3 KJIIHIYHUM /IIETOJIOTOM.

Kpiwm roro, ipu tpuBasiomy tepebiry EHII3 3 Bu-
COKMM PUBMKOM MaJibabCcOPOIIii JKUPIB Ta JKUPOPO3-
YUHHMX BiTaMiHiB 000B’I3KOBUM KOMIIOHEHTOM € Pe-
TyJIIpHA OIliHKA HYTPUTHUBHOTO CTATYCY TAIliE€HTA,
30kpeMa piBHi BiTaMiHiB A, D, E ta Ky cuposariti
KPOBI, 3 TTOJIAJIBIITUM TTPU3HAYEHHAM 1HIUBIyaTi30-
BaHOI caryriMeHTallii 3a morpebu [7].

[ManienT 3 EHIT3, 0c0611BO Ti, 1110 MalOTh XPO-
HiYHUIT TaHKpeaTuT ab0 MYyKOBICITU/I03, BHAXO/ISATh-
cs y TPyl BUCOKOTO PU3UKY PO3BUTKY Aedimuty

72

)kupopo3unnHux BiTaminiB — A, D, E ta K. Ile
MOB’5I3aHO 3 TTOPYIIEHHIM BCMOKTYBAHHS KUPiB
Yy KUIIIEYHUKY BHACJI/IOK HEIOCTaTHOCTI TaHKpea-
TnaHUX (hepMenTiB. Tomy peryaspHuiit MOHITOPUHT
PiBHIB IMX BiTaMiHiB i CBOEYacHa CcaIlJIiMEHTAIlisI
€ HEeBI/ITITbHOIO YaCTUHOIO KOMILJIEKCHOTO JIIKyBaH-
H4 Takux naiienTis [ 7,11,46].

Bitamin A pekoMeH10BaHO TTPU3HAYATH B TAKUX
BIKOBUX /103aX: I7ISI HEMOBJIAT Bijl HAPOZKEHHS /10
6 micsriB — 400 MKT PeTUHOJI-aKTUBHOTO €KBiBaJIeH-
ta (RAE) nHa 100y, nusa giteit 7—12 micsaiuis —
500 Mkr. Y Bini 1-3 poku 1o60Ba norpedba CTaHOBUTD
300 mxr, y 4—8 pokiB — 400 mkrT, 2 B 9—-13 pokiB —
600 mkr. ITimiTKy MafoTh A€o0 BUILi 1000Bi TOTpe-
6u: 1uist xsomnis 14—18 poxkis — 900 MKr, 1151 giByar
TOTO0 XK Biky — 700 MKT.

Bitamin D takox motpebye BikoBoOi ajanTarii.
Hewmogsitam pekomenyeTbest 400—500 mizkHapo-
Hux oxguanih (MO) Ha 106y. Y Bimi 1-10 pokis —
800—-1000 MO, a micaig 10 pokis — 1o 2000 MO na
n00y. Y pasi migrsepaskeHoro gedinury 6e3 rimo-
KaJblleMil IPU3HAYAETHCA JiKyBaJbHa 032 Bijl
1000 zo 10 000 MO na 100y (exkBiBaseHT 25—
125 mkr) ipoTsirom 8—12 THIKHIB, ITiC/IsI 4OTO TIepe-
XOZATD Ha miaTpuMyiouy Tepariio — 400-1000 MO
MO AKII0 1eiluT CyNPOBOIKYETHCS TIIOKATH-
IEMI€I0, I0IaTKOBO MPU3HAYAETHCS eJleMeHTapHUN
KauibIliil y 1031 30—75 MT Ha KiJlorpaM MacH Tijia Ha
1100y.

Bitamin E mpusnavaeTbes B 103aX, €KBiBaJIEHT-
HUX a-Tokodeposy. HemoBiisiTa MalOTh OTPUMYyBaTH
4-5 mr a-TE Ha 100y, xitu Bikom 1-3 poku — 6 mr,
4—8 pokiB — 7 mr, 9—13 pokiB — 11 mr. ¥ migmiTOBO-
My Billi 1060Ba morpeba craHoBUTH 15 Mr. Y namien-
tiB 3 EHII3 a60 MyKOBiCIII1030M /1032 TOBUHHA
iHAMBIIyaJbHO KOPUTYBATUCh Ha MijcTaBi Jabopa-
TOPHUX JIaHUX.

[Toxno BiTaminy K, To B HEMOBJIAT PEKOMEHIOBaHA
71032 MOJKE CTAHOBUTH 2 MT Ha THXKJIEHD Y TPodiiak-
TUYHKX 11X 200 0,3—1 Mr Ha 100y A1 JTIKYBaHHS.
Jluist miTeit crapimoro Biky 1o60Ba morpeba BapitoeTh-
cs Bix 30 1o 100 MKT, 3aJ1€KHO BiJl BiKy Ta PiBHS KO-
aryJISIiitHuX (haKTopiB. Y BUMAIKAX KIiHIYHOTO a60
Ja60pPaTOPHO I ATBEPKEHOTO AeilUTy Ipu3Ha-
Yal0ThCS BUIII TEPATIeBTUYHI 03U T1i/Tl KOHTPOJIEM
JIiKaps.

Takum umHOM, CBOEYACHE BUSABJIEHHS ediluTy
JKMPOPO3YNHHUX BiTaMiHiB Ta IXHS KOPEKIIisl 103BO-
JISTIOTh 3MEHIINUTH PU3UKU YCKJIAJAHEHb, TOKPAITUTH
HyTpUTUBHMI cTatyc nauientis 3 EHII3 i miarpu-
MaTu e(heKTUBHICTD 3arajibHOI Tepartii [7].
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CyuacHe pimeHHd 17151 pepMEHTHOI MiATPUMKH
npu EHII3

Cepen nosipepMeHTHUX NIpenaparis, Mo Npe-
craBJieHi Ha (papMalleBTUYHOMY PHHKY YKpaiHH,
DIPYJIIH® 10000 (Bupo6Huk: Kusum Healthcare
Pvt Ltd.) 3apekomenayBas ce6e sik e(peKTUBHMIA,
Oe3neyHuii i Ha iiHUI JTiKapChKUii 3aci0 3aMiCHOI
¢bepmeHTHOI Teparii, IO BiINOBiIa€ CyYaCHUM KJIi-
HiunuM notpedam nanienris 3 EHII3. Bupoouu-
ITBO JiKkapcbkoro 3acooy MIPYJIIH® 10000 Bix-
noBizae crangapram GMP.

Onana xkenatuHoBa kamncyiaa DOIPYJIIH®
10000 mictutp 150 Mr naHKpeaTuHy TBAPUHHOTO
NOXO/’)K€HHSI Y BUIJISAAI TaCTPOPE3UCTEHTHUX
(CTilKHX 710 /1ii NIUTYHKOBOI KMCJIOTH ) TPAHYJI i3 YiT-
KO BU3HA4Y€HOI0 (DePMEHTATHBHOI0 aKTHBHICTIO:
aimasa — 10 000 O/1 €D, aminaza — 8 000 O/ €D,
nporeasa — 600 O/I €. Taka KoMmo3uiLisi 3a0€3-
Neyye aJleKBaTHy KOMIIEHCAIIiI0 TPaBHUX (DYyHKILiit
MiANUTYHKOBOI 321031 HaBiTh MPH MOMipHiii a00
rskkin EHIT3. Jlikapcebkuii 3acio @IPYJIIH®
10000 He MiCTHTD Y CBOEMY CKJIa/li JTaKTO3Y, IJII0-
TeH Ta KoHcepBaHTU. CepeHiii po3Mip ractpope-
3UCTEHTHUX rpanyJ y npenapari @IPYJIIH®
10000 cranoButb 1,0—1,3 MM, 110 BiZIIOBIIa€ Cy-
YaCHUM BHMOTaM /10 BHOOPY (hepMEHTHHX mperna-
pariB npu EHII3.

Jlikapcopkuii 3acio @IPYJITH® 10000 cxBajieno
JIIS 3ACTOCYBAHHS SIK Y IOPOCJINX, TAK i B /iTel i3
HapPOJI’KEHHS i3 MHUPOKUM CIIEKTPOM 3aXBOPIO-
BaHb i cTaHiB, mo cynpoBoakyloTbcss EHII3,
BKJIIOYAIOYH, ajie He OOMEKYIOUHCh: XPOHIYHUM
NaHKPEeaTHUTOM, CTAHOM IMiCJs MaHKPeaTeKTOMil
a0o0 racrpekTomii, mciasionepaniiHUMH CTaHAMH
(HanpuKas, mcis racTpOeHTepOCTOMii 3a biib-
porowm II), cunapomom IlIBaxmana—/[aiiMmonna,
NepioIoM peKOHBaJIECIIEHILii Micas enmi30ay ro-
CTPOTrO MAHKPEATUTY, TOHOBJIEHHSIM €HTEPAJIbHO-
TO Y4 MEePOPAJIHHOTO XapuyBaHHs B MAIi€EHTIB i3
TPHUBAJIOI0 MaJIbaOCOPOIIEI0 Ta MYKOBICIM030M.

3aBasaku cBoemy ckiaany i ¢popmi Bunycky, DI-
PYJITH® 10000 1o3BoJIsi€ peaiyBaTu nepcoHa-
JIi30BaHMI MiIXiJ] 10 3aMiCHOI Tepamii — 3 ypaxy-
BaHHSM BiKy, MacH Tijla, IiETHYHUX 3BHUYOK
naiieHTa Ta KJIiHiYHOro nepediry 0CHOBHOTO 3a-
XBOPIOBaHHS.

IIpu3HaveHHs Npenapary 3/iliCHIOEThCS BiINO-
Bi/THO /10 CyYaCHUX €BPONEHCHKUX Ta MiBHIYHOA-
MepukaHcbkux pekomenaaniii (ESPGHAN,
NASPGHAN), sraganux y uiit crarri [16,41],
3 JOTPUMAHHSIM NPHHIIMIIB PAliOHAJIBHOTO 03y~
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BaHHs, CHHXPOHi3allii 3 MPUlOMOM iKi Ta pery-
JISIPHOTO MOHITOPUHTY €(DeKTUBHOCTI JIiKyBaHHS.

DIPVYJIIH® 10000 — e noeaHaHud IKOCTI Ta
CY4aCHOTr0 TEXHOJIOTIYHOTO IiZIXO0/Y Y BAPOOHHUITBI
(depmenris, o 3a0e3meuye BUCOKHIi piBeHb TEpa-
neBTnyHOi epextuBHocti npu EHII3 ta cnpusie no-
KpallleHHIO IKOCTi JKUTTS MaIl[i€HTIB.

BucuoBku

Ex3okpunHa HEJJOCTAaTHICTD MiANIJIYHKOBOI 3a-
JI03U y jiTeit € 6araToGakKTOPHUM CHHIPOMOM,
AKUI MOKe PO3BUBATUCA K HACJII0K TeHeTUYHUX
nedexTiB (MyKkoBiciumo3, cuaapom IlIBaxmana—
JlaiiMon1a, iHIT PiZIKiCHI BPOJKEH1 CTaHM ), XPOHIY-
HOTO TaHKPEeATUTY, 1eiakii, mcagonepaniiuux
BTPYYaHb, & TAKOK MaTU TPAH3UTOPHUI XapaKkTep
Yy HEMOBJIST YU TTICJIS TIePeHeCEeHUX TOCTPUX 1H(pek-
ITi i MJTYHKOBO-KUITKOBOTO TpakTy. CBo€uacHa jia-
rnoctrka EHII3 rpyHTy€eThCs Ha KITIHIYHIN OLHI,
JabopaTOpHUX MeTo/Iax (30KpeMa BU3HAUYEHH] PiB-
H4 (pexanpHOI eactazu-1), aHami3i HyTpPUTUBHOTO
cTaTycy Ta, 3a moTpebu, 3aCTOCYBaHHI MPSMUX
(byHKITIOHAIBHUX TECTIB.

3amicHa (hepMeHTHA Tepallisl 3aJUIIAEThCS OCHO-
Boio siikyBanHg EHII3 i cipsamoBana Ha ycyHeHHS
CUMIITOMIB MasibabcopOIlii, mpodimakTuKy Hy Tpu-
TUBHUX AedilluTiB Ta 3a06e31eYeHHs] HOPMaJIbHOTO
dhizuunoro po3sutky xireit. Epexkrusnicte 3T
BU3HAYAETHCS TIPABUJILHUM T11160pOM 103U ep-
MEHTIB, CHHXPOHI3aIli€T0 MPUHOMY 3 13KeT0 Ta iHau-
Bi/[yaJIbHUM TTiIX0JIOM JI0 IIETUYHUX PEKOMEHIAITiH.

3TiIHO 3 Cy4YaCHUMHU €BPOTIEHCHKIUMU Ta MTiBHIU-
HOAMEePUKaHCbKIMH HACTAHOBAMHU, /103 (DepMEHTIB
MOBMHHA PO3PaXOBYBATHUCS 3aJI€KHO BiJl MACH TiJa,
BMICTY JKUPY B paitioni abo 0coOJMBOCTEl €HTEPATh-
HOTO XapuyBaHHS. J[oTprMaHHs IMX IPUHIIUIIB JIa€
3MOTY JIOCATTHA OIITUMATBbHOTO KOHTPOJTIO CUMIITO-
MiB Ta 3a1106irTH TPOrPeCcyBAaHHIO HYy TPUTUBHOI He-
JIOCTaTHOCTI.

Kommiexcre Benenns naiientis i3 EHII3 nepen-
Gauae He Jiniie KOPEKITio (hepMEHTHOT HeJIOCTaTHOC-
Ti, ajie i peryJiIpHUl MOHITOPUHT PiBHIB JKUPOPO3-
ynaHuX BiTaminiB (A, D, E, K) 3 mogansuioio
iJIbOBOIO cariMeHTallieo. [lepconanizoBanuii mij-
XiJ1 /10 Tepartii, 110 BPaX0OBYE BiK, €TiOJIOTi0 Ta KJIi-
HiuHi 0COGJUBOCTI T1€pebiry 3aXBOPIOBAHHS, € KJIIO-
90BUM (haKTOPOM Y JOCATHEHHI MO3UTUBHUX
JIOBIFOCTPOKOBUX PE3YJIbTATIB 1 MOKPAIEHHI SKOCTI
JKUTTS AII€HTIB.

Aemopu 3a61510mb NPO 6I0CYMHIC® KOHGAIKMY
iHmepecis.
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