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(72) TPEYAHIHA 101111 BOPUCIBHA, BACUINBLEBA
OKCAHA BACWNIBHA, MOMOJAH NIOAMUIIA BO-
NOAVNMUPIBHA

(73) XAPKIBCbKNA HALIIOHANBHUM MEAVYHUI
YHIBEPCUTET

(57) Cnoci® nikyBaHHS XpOHIYHOrO nNaHKpeaTuTy,
0GYMOBIEHOTO  MITOXOHAPIANbHOK  HeOoCTaTHICTHO,
LUMAXOM MPU3HaYeHHs KPeoHy, Tokodeporny auertary,
ackopbiHOBOI KMCroTW, PONIEBOI KMCNOTKU, KM Big-
Pi3HAETbLCA TMM, WO 0OOATKOBO Mpu3HayarTb Yoixi-
HoH no 0,03r (2 kancynu) 3 pa3u Ha AeHb nicnsa ign
Kypcom Ha 1 micsub.

KopucHa mMogenb CTOCyeTbC MeaWLMHW | MOXe
Oyt BuKOopuCTaHa ANs NiKyBaHHSA XPOHIYHMX NaHKpe-
atuTiB, 0OYMOBIEHUX MITOXOHAPIANBLHOK HegocTaT-
HICTHO.

Hes3Baxatounm Ha YUCNEHHiI AOO0CHigXKeHHs, naH-
KpeaTuT 3anuiiaeTbCa OOHUM 3 HanbinbLL 3araikoBUx
XKWUTTEBO HeOE3NEYHMX 3axBOPHBaHb, HEBUBYEHVUM
HacTinbkK, Wob ctatm GaHanbHOK MeAWYHOK Npo-
6nemoto. 3a octaHHi 30 pokiB y CBITi BiA3Ha4YeHUN
ABOPAa30oBUI PICT YMCNa XBOPUX XPOHIYHMM MaHKpea-
TuTom (XI1), mo Mipi moganbLIOro PO3BUTKY SKOTO,
0cobnmBo npu HeedeKTMBHOMY MiKyBaHHi, nporpecye
dyHKUiOHanbHa HeJoCTaTHICTb NiALUNYHKOBOI 3ar103u.
Tomy nowyk mexaHiamis po3suTky X[ Ans ageksat-
HOI i cBOEYACHOI Tepanii yce e akTyanbHWUi.

Po3BuTOK NaHkpeaTuTy MoXe GyTn ogHWUM i3 npo-
ABIB  LUNYHKOBO-KULLKOBOI MaHidecTauii cnaakoBoi
naronorii. [lyxe yacto npu Xl y XBOPWX BUABMSAIOTbL-
CA KMiHIYHI CUMNTOMM, WO XapaKTepHi Ans MITOXOHA-
pianbHMX 3axBOPKOBaHb, @ came LUBWAKY BTOMIOBa-
HIiCTb, cnabkicTb, rinoTOHito, nopyLUeHHs
ncuxodianyHoro po3suTtky. Lli nposiBu oGymoBneHi
NnopyLeHHAM (YHKLUIT MITOXOHAPIV i noTpebytoTb Ko-
pekuii eHepreTuyHoro obmiHy (Hoffman G.F., Nyhan
W.L., Zschocke J. et al. Inherited Metabolic disease. -
Philadelphia, 2002. - P.435).

MokpalleHHs eHepreTM4Horo oOMiHy B MITOXOHA-
piax npu MiTOXOHApIanbHUX xBopobax 3 nposiBaMu
X € BaXnMBUM KOMMOHEHTOM edeKTMBHOI naTore-
HEeTUYHOI Tepanii TakMx CTaHiB, TOMY L0 B ymMoBax
HasiIBHOrO eHepreTM4Horo aediunty He OyayTb "npa-
uoBatn" 3BMYarHi PEepMEHTHI Ta aHTUCEKPETOPHi
npenaparu, wo npusHadatoTecs npu XMN. Ane nutan-
HS KOpEeKLii eHepreTu4yHoro obmiHy Npu naHkpeaTuTax

Ha CbOrOAHILLUHIN po3rnagaeTbCst HegocTatHbo (Ba-
cunbea O.B. KnunHuko-reHeTnyeckune xapakrepuctu-
KM HacneacTBeHHbIX 3aboneBaHuin, CONpoBOXAalo-
LLMXCS 9K30KPVHHOM HEeO0CTaTOYHOCTbIO
noaXenyAoyHoOW xenesbl 1 CMMATOMamy NaHkpeaTu-
Ta /| YnbTpasBykoBa nepuHaTanbHa AiarHocTuka. -
2006. Ne22. - C.113-130.)

Bigomuin cnoci® nikyBaHHa XI1, oGymoBneHoro
MITOXOHAPIANbHOK HEAOCTaTHICTIO, LUNAXOM NpU3Ha-
YeHHs1 "aHTUOKCMOAHTHOrO KOKTeMnw", Wo MIiCTUTb
cerneH, BiTamiHm C, €, (3-kapoTvH Ta METIOHIH (amB.,
Hanpuknag, Braganza J., Schofield D., Snehalatha C.
Micronutrient antioxidant status in tropical compared
with temperate-zone chronic pancreatitis // Scand. J.
Gastoenterol. - 1993. - Vol.28. - P.1098-1101). Ha
AYMKY aBTOpiB, MPW3HAYEHHSI UMX npenapaTiB 3MeH-
LUYE KinbKiCTb 3arocTpeHb XI1.

Heponikom BuweHa3BaHoro cnocoby € Te, B
HbOMY He OBroBOPIOKTLCA KOHKPETHI NMOKasaHHs, A0-
31 Ta TepMiH Npu3HaYeHHs npenaparis. ToMy nokpa-
LLIeHHS1 eHepreTMYHOro ObMiHy HacTynae He y KOXHO-
My Bunagky XI1.

Hanbinblw 6nmnsbkum 0o KOpUCHOT Mogeni no cyTi
i pe3ynbTaTy, SKUA JOCAraeTbCsl, € CNOcib nikyBaHHS
XPOHIYHOro NaHkpeaTuTy, 0OYMOBMEHOro MIiTOXOHAPI-
anbHOK HEeAOCTaTHICTIO, LUNAXOM MPU3HAYEHHSA aHTU-
okcupaHnTiB (aue. Kahler S.G., Sherwood W.G., Woolf
D. et al. Pancreatitis in patients with organic
acidemias // J. Pediatr. - 1994. - Vol.124. - P. 239-
243). BiH nonsirae y TomMy, L0 NpU HAasiBHOCTi NaHKpe-
aTnTy, 0OYMOBMNEHOr0 OpraHiyHo aumaypieto (MeTio-
nMmanoHoBa, i3oBanepiaHoBa TOLWO) B CTaHAApTHY
cxemy nikyBaHHs XI1 (npenapaTu 3 BU3HAYeHoo nina-
3HOK aKTUBHICTIO - KPEeOH) AodalTb npenapatu 3
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aHTMOKCMOAHTHOK aKTMBHICTIO (TOKodgepona aueTar,
ackopbiHoBa kucnota, donieBa kucnota). JlikyBaHHS
NpoBOAATL Kypcamu Nif, KOHTPONEM PiBHIO OpraHivyHNX
KUCMOT Yy Ceui Ta XMPOPO3YMHHMX BiTAMiHIB Y KPOBI.

Heponikom uboro crnocoby € Te, WO aBTopu Npo-
MOHYIOTb CXEMY FiKyBaHHSs TifbKU ANS NaHKpeaTuTiB,
o obymMoBneHi aaepHUMy bopmamMm MiToxoHapiona-
Tii (opraHiyHi aumaypii), He NpUAINsYM yBary Nok-
paLleHHo TkaHeBoro anxaHHsa npu XM, obymoBneHux
MyTauieto miToxoHapianesHoi AHK.

B ocHoBy kopucHOi mMopeni noknageHo 3agady
NigBULLIEHHS €(PeKTUBHOCTI NiKyBaHHSA XPOHIYHMX NaH-
KpeaTuTtiB, 0OYMOBMEHMX MITOXOHOPIANbHOK Heao-
CTaTHICTHO.

3agayy, SKy nokrnageHo B OCHOBY KOPUCHOI MO-
4eni, BMpILYOTb TUM, WO Y BigoMOMY cnocobi niky-
BaHHS XPOHIYHOrO MaHkpeaTuTy, 06yMOBMEHOro MiTo-
XOHApianbHOK  HeOOCTaTHICTIO,  SKUM  BKIOYae
Npu3HaYeHHs1 KPeoHy, Tokodhepona auertaty, ackop-
GiHOBOI KMCNOTK Ta hOoNieBOI KNCMNOTK, 3rigHO 3 KOpU-
CHOIO0 MOAEeNIo, 4OAATKOBO NPU3HaYyoTh YOiIXiHOH No
0,03r (2 kancynu) 3 pasu Ha AeHb nicns ign Kypcom
Ha 1 Mmicsub.

YOixiHOH € KOepMEHTOM Ta KOMMOHEHTOM Au-
XanbHOro naHutora, sikuiA NepeHocuTb iOHW BOAHHO.
MexaHiam gii y6ixiHOHy nonsrae B nokpalleHHi enek-
TPOHHOrO TpaHcnopTy Bi4 | KoMmnnekcy AuxanbHoi
naxutora go Il ta Big Il go lll, a Takox y cTabinizaui
cyb6oanH1Lb (DEPMEHTHUX KOMIMIEKCIB B MITOXOHAPI-
anbHin MembpaHi. MNpuom ybixiHOHy [03BONSE 3Me-
HLWMTK NposiBU MionaTtuyHoro cuHgpomy npu X mi-
TOXOHZApianbHOro reHesy, wo [o3Bornsie
pekoMeHayBaTU MOro B CXeMy NiKyBaHHS MaHkpeaTu-
TiB, 06YMOBNEHMX MITOXOHApPIaNbHOK HEOOCTATHICTHO.

TexHiuHMN edekT KOpUCHOI Moaeni, a came nia-
BULLIEHHS1 e(PeKTUBHOCTI NiKyBaHHSA XPOHIYHOro nak-
KpeatuTy, OBOYMOBIEHOro MITOXOHApPIanbHOK Heao-
CTaTHICTIO, JocsaraloTb 3a paxyHOK CuHepriamy Aii
KpeoHy, Tokodepona aveTtaTy, ackopbiHOBOT KUCTOTH,
donieBoi KUCNoTK Ta YGiXiHOHY, O A03BONSE Nogis-
T MOKpaLUTM €HepreTuyHuin obmiH y nauieHTiB 3
MiTOXOHApionaTiAMK,  oBymOBNeHUMn  MyTaui€to
MTOHK, i TM camMMM 3MEHLWNTN NPOSABN XPOHIYHOTrO
naHkpeaTtuTy.

Cnoci6 BUKOHYKOTb HacTynHUM YuHoMm. lMpu BusB-
NEeHHi NposBiB MITOXOHApPIaNbLHOI HeAoCcTaTHOCTI Y
XBOPKMX 3 XPOHIYHMM MaHKpPeaTUTOM AN NOKPALLEHHS
eHepreTM4yHoro o6MiHy M nNpu3HaYalTb HaCTYMHY
CXeMy niKyBaHHS: KPEOH, ToKodhepona aueTtaT, acko-
pbiHOBY kucnoty, chonieBy KucnoTty y Aosax 3rigHo
NPURHATUM pekomeHaauiam Ta ybixiHoH no 0,03r (2
kancynu) 3 pasu Ha AeHb nicnsa ign kypcom Ha 1 mi-
caub.

EdektuBHicTb cnocoby intoCcTpye HacTynHWiA
npuvknag;

XBopun b., 20 pokis, 6yB HanpaBneHui Jo 3 fia-
rHO30M: XPOHIYHUIM NaHKpeaTUT, MiTOXOHApIanbHa
natonoria? Mpyn HagxXxooKEHHI cKapXunacs Ha noc-
TiViHy Aiapeto (nicns KOXHOro npumnomy ixi), 3anamo-
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POYEHHS, BiAUYTTS OHIMIHHS | CNabKiCTb B HUXHIX KiH-
LiBKax, YTPYAHEHHS NepecyBaHHs (XOAMTb 3 NigTpuMm-
KO poauyiB), LUBMOKY BTOMIIIOBAHICTb, 3ararnbHy
cnabkKiCTb, MOPYLUEHHS Nam’siTi.

3 aHamHe3sy: xBopui 3 14 pokiB, Konu nicnsa ne-
peHeceHoro ['P3 Hactano piske noripweHHs. 3a
ocTaHHi 3 poku BTpaTmB 6ins 15kr Barn. HeogHopa-
30BO NiKyBaBCs B raCTPOEHTEPONOriYHUX cTaLioHapax
3 MPUBOAY XPOHIYHOrO NaHKpeaTuTy, Ae OTPMMyBaB
aieToTepanito, pepMeHTHO3aMICHI Ta aHTUCEKPETOPHI
npenapatn - 6e3 edekty (miapesa He 3ynuHAnNacs,
BTpadaB Bary, HapocTana M'sisoBa crabkictb). Bigo-
MO, WO MaTtu npobaHaa nomepna y Biui 36 pokiB Big
uykpoBoro fiabety; crapla cectpa (27 pokiB) i Mo-
noawwmn 6pat (19 pokis) - 300pOBiI.

Y ceHoTMni NpobaHaa: BupaxeHa Kaxekcisa (Bara
49kr npu 3pocti 185cM), CipiCTb LUKIpHWUX MOKPMBIB,
PYpPYHKYNb03 3 AiNsHKaMu rinepkepaTosy, 3HWKEHHS
TYpropy LKipy, TOHKi BOMOCCS, M'A30Ba rinoToHis,
30inbLUeHi BYLUHI pakoBWHW, afdoHTIA, Kapiec 3y0iB,
Kidpockonios. Y HeBpOmnoriYyHOMy CTaTyCi - O3HaKN eH-
uedanonarii, Bereto-cyauHHa OUCTOHISA MO rNOTOHIY-
HOMY TUMy.

Mpn npoBeaeHHi GioxiMiuHOro AOCRiMKEHHS BU-
3Hayanacb rinepriikemisi, MNigBULLEHHS aKTUBHOCTI
nyxHoi docaTasn, nakraTy i nakratgerigporeHasm B
KPOBI, 3HVXEHHS PiBHIB KanbLito, ocdopy, CEHOBUHN
Ta okcinponiHa B ceui. Mpu npoBeaeHHI abgomiHanb-
HOi exorpaddii BUSBNEHO AMY3Hi 3MiHM napeHximm
NeyYiHKM, O3HaKM XPOHIYHOro naHkpeaTuty. MNpu npo-
Be[leHHi ernekTpokapaiorpadii BuABNEeHa CUHycoBa
Taxikapgisi, HenoBHa Onokaga npaBoi FiNkM nydka
lca.

Ha nigcTasi aHanisy ckapr, faHux aHamHesy, Kni-
HiKO-reHearnoriyHoro aHanisy, ocobnmeocTi peHoTuny
i pesynbTaTiB [0OAATKOBUX MeETOAIB LOCNIMXKEHHS
npobaHay BcTaHoBreHo paiarHo3: MNGIE-cuHapom
(miToxoHapianbHas MiOHEeNPO-LLUAYHKOBO-KULLIKOBA
eHuedanonaris).

[ns 3MeHLIEeHHA NposiBiB NakpeaToreHHoi Aiapei
XBOPOMY Oyno HasHayeHO Kypc Tepanii: KpeoH no 2
kancynu (10 000 Of1) 5 pas Ha o6y, Tokocepon no 1
Kancyni 2 pasv Ha AeHb, ackopbiHoBa kucrnoTta no
0,05 1 pas Ha geHb, oniesa kucnota no 0,001 1 pas
Ha fgeHb. [licna MicaAYHOro Kypcy IiKyBaHHA XBOpUM
BiAMITMB 3MEHLUEHHS Aiapel Ta NoKpaLLeHHs aneTuTy.
Ane 3anuwanuca m's3oBa cnabkicTb, LIBUAKA BTOM-
noBaHictb. [Mpu npoBedeHHi GioximiyHoro pgocni-
OXXEHHS1 KPOBi BUSABMEHO 3MEHLUEHHS PiBHSA MYXHOI
docdartasu, piBeHb NakTaTaeriaporeHasn Ta nakraty
CYTTEBO HE 3MEHLUNBCS.

Byno BupileHo 4oaaTkoBO NPU3HAYUTK YOIXiHOH
no 0,03r (2 kancynu) 3 pasu Ha AeHb nicna ign Kyp-
coM Ha 1 micsub. licna Kypcy nikyBaHHSI y XBOPOro
NOKpaLLMBCS EMOLINHUIA CTaH, nigsuwmnacsa Tonepa-
HTHICTb 00 i3NYHMX HaBaHTaXeHb (CTaB CaMOCTIHO
nepecyBaTucs). Okpim Lboro 6yno BUSIBNEHO 4OCTO-
BipHe 3HWXEHHS PIBHIO NakTaTy Y cMpoBaTLi KPOBi.

Komn'totepHa BepcTka O. Psabko

MignucHe

Tvpax 26 npum.
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