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AlarHOCTMKa, AikyBaHHS

MliarHocTrKa QYHKIIOHaAbHUX rinepbinipy6ine-
Mill BUKJIMKAa€ CKJIAZHOCTI y NPAaKTUYHOTrO JiKapH,
TOMY HepiZKi BUlIaZIKX, KOJIY NALli€HTIB 31 ClIaJKOBU-
My ocobnuBoctsiMu 06MiHy GinipybiHy A0Bro JiKy-
I0Tb 3 IPUBOAY Heo6rpyHTOBaH0 1 HeTIPaBHJIBHO Jlia-
THOCTOBAaHUX XPOHIYHOIO remaTtuty abo reMosiTU4-
HOi XOBTSAHMLI. | X04a mporHo3 QyHKIIOHAJIBHUX
rinep6inipybinemiil cipuATiuBuid (KpiM CUHIPOMIB
Kpurnepa — Haiisapa 1-ro tuny, baiinepa), a miky-
BaHHs JIeSIKUX i3 HUX He po3po06JieHo (y HU3L BUMa-
KiB y HbOMY ITPOCTO HeMa€e HeoOXimHocTi), citif mpar-
HYTH IO I0KA30BOT'0 /IiarHO3y IUX cTaHiB. Heobxin-
HIiCTb IIbOTO IIOB’A3aHa 3 TUM, LIO:

e HeCBO€YaCHa JiarHOCTMKA (YHKL[OHAJbHUX Ti-
nep6inipybOiHeMili TPU3BOAUTH [0 YHCIEHHUX
o0cTexXeHb, TIPUAOMY Pi3HHX Ipenaparis, ki He
NIOKA3aHi Nalli€eHTy, i, AK HACJIi0K, 10 HeBUIIPAB-
JIAHOI BUTPATU KOLLUTIB i 4acy;

 TIpaBWIbHUIA /liarHO3 SIK QYHKI[IOHAIbHUX rilep-
6inipybiHeMil, TaK i XpOHIYHOTO renaTUTy J03BO-
JIsle IPAaBUJILHO BUPIIIYBAaTH TUTAHHA eKCIIepTHU-
3U TIpale3aTHOCTI, CTYKOU B apMii TOIIIO;

e TOYHUU IiarHO3 BAXXJIMBUU /711 YCYHEHHS TPUBO-
TM XBOPOTO i 10r0 poaudiB, 3amobiranHHs ¢ikcy-
BaHHIO MAllieHTa Ha CBOEMY 3[J0POB’i, PO3BUTKY
IMOXOH/IPUYHOTO CTaHy.

OnHa 3 roJIOBHMX NPUYMH AIarHOCTUYHUX IIOMU-
JIOK — He3HaHHA JIiKapiB PO BUCOKY 4aCTOTY 3YCTpi-
JaJIbHOCTI QYHKIL[iOHANMBHUX TinepOinipybiHemiit. Yac-
TOTA Pi3HUX BapiaHTiB CTaHOBUTb 3—15% B pi3HUX Kpa-
iHax [2, 7, 13].

Jlo6posikicHi (PyHKIiOHaNMBHI) Timep6imipy6iHemii
(mirMeHTHI remato3u) — 3aXBOPIOBAHHS, MOB’sA3aHi 3i
CIaAKOBUMY NOPyLIeHHsMY 0OMiHY OinipyCity (eHsu-
MoIarii), IKi IPOABJIAIOTECA XPOHITHOIO abo nepemix-
HOI0 JKOBTSIHUIIEI0 0Oe3 BUpPa)XeHOi NepBUHHOI 3MiHU
ctpyktypu i ¢yHkiii medinku i 6e3 SBHUX O3HAK

Te, WO HaM HanucaHo Ha PoAY,
Tpeba Lue npaBUAbLHO MPOYMTATH.
Mukona NeBULbKUIA,
PaAAHCBbKMIK KiHOpexucep

remonidy i xomecrady [1, 10]. Jo ¢yHKUIiOHANIBHUX
rinep6inipy6inemiii BinHocATS |7, 13]:

 cunzpoM Kpurnepa — Haiigpa 1-ro i 2-ro Tumnis;

 cunapom JlabiHa — JI)KOHCOHa;

e cunzapom Poropa;

e cungpom Jlroci —Ipicko;

e CUHZApPOM AareHeca;

» cuHapoM baiinepa;

 cunzpom JKunbbepa;

e CUHAPOM MelisleHrpaxTa;

 TMepBUHHY TinepOiyipy6iHemiro (?).

Haiiyactimuii BapiaHT (YHKIiOHAJIBHOI rimep-
6inipy6inemii — cunnpom Kunvb6epa. Bin omucanuii
B 1901 p. ¢panuyspkumu TepaneBtamu A. Gilbert
(puc. 1) i P. Lereboullet.

Ha monexynspHoMy piBHi JiedeKT JOKasi3yeTbcs
B OZIHOMY 3 5 ek30HiB (1A-5) rena ypuaunaudocdar-
rmokyporinTpancdepazu (YADPIT) 1*1. Tenetnynuit

==

Puc. 1. AsryctuH Hikonac XXunabbep (1858-1927).
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nedeKT 1moiArae B HasABHOCTI Ha MPOMOTOPHIH AiJIsTHII
A(TA)6TAA rena, mo xoxye YDIT, nomaTkoBoro
nunHykneotuny TA, TOGTO YTBOPIOETHCS MijsTHKA
A(TA)7TAA [13] (puc. 2). Tun ycriagkyBaHHs — aBTO-
COMHO-IOMiHaHTHU.

MocAaipoBHICTL
TATAA Ek3oH 1A

—-—D——D—D—D—D—3‘
|

CHUHApOM
Kpuraepa — Haisipa
1-ro i 2-ro TuNy

MyTauin:
cuHapom XKunabbepa

Puc. 2. bynoBa reHa YA®OIT 1*1, wo MicTuTb 5 €K30HIB
i MPOMOTOPHY AIAIHKY (nocAipoBHICTb TATAA). Ycboro
Moxe 6yTM 10 eK30HIB (NMoKasaHWW TiIAbKM OAMH). Ek-
30H 1A (TakoX 3BETbCS €K30H 1*1) Bepe y4yacTb y eKc-
npecii YA®IT 1*1 (OCHOBHWMI aKTUBHUI GEPMEHT), EK30H
1D (abo 1*4) — B ekcnpecii YA®IT 1*2 [14].

IIpu cunzapomi JKunbbepa MOpyHIYIOTHCS 3aXBar,
TPaHCIOPT i KoHW'toramis 6imipybiHy. Marote Micue
(puc. 3) [2,5]:

e HeJOCTaTHICTH OiNiTPaHCIOKa3u, IO BiATIOBifa€e

3a 3axBaT GinmipybiHy i3 KpoBi i fioro TpaHCOPT
B renaToLuT;

o gnedinutr Y- i Z-mpoteiniB-niranziB (pepmeHTy
TJyTaTioH-S-TpaHcdepasu), MO BiAMOBIAAIOTh 3a
niepeHeceHHs OiTipy6iHy 10 MiKpocoM;

o pediuur YIODIT, mo 3abe3nedye nepeHeceHHs
TJIFOKYPOHOBOI KUCJIOTH /10 Ginipy6iHy.

3HuKeHum 3axsar 6inipybiHy renatouutamu
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Puc. 3. ITatoreHe3 cuaapomy JKubbepa.

Po3pi3HAIOTH <«BpO)KeHUI» BapiaHT CUHAPOMY
JKunbbepa, Koy KJTiHiYHi TPOSIBU PO3BUBAIOTLCA Y BiLli
12-30 pokiB 6e3 ronepeaHHOrO TOCTPOTO BipyCHOTO Te-
natury, i cuaapoM JKuibbepa, KiIiHiuHI IPOSBH AKOTO
MaHi(ecTyIOTb ITiCJ/IS TTepeHeceHoro TOCTPOro BipyCHO-
ro rematury. Y IbOMy BUIAJKy € TaK 3BaHa IOCT-
reratuTHa rinep6inipybinemis. IIpydoMy BOHa MOKe
OyTH MOB’si3aHa He TJIbKY 3 iHillialliero KIiHIYHUX MPo-
ABIiB TeHeTMYHOTO JedeKTy (3 iCTUHHMM CHHIPOMOM
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JKunbb6epa), aze i 3 pO3BUTKOM XPOHIYHOTO BipyCHOTO
rernatuTy. TOOTO XBOPi 3 IOCTTeNAaTUTHOIO Tinepoiipy-
GiHeMi€l0 TOTPeOYIOTh PETeIbHOTO KOHTPOJIIO Ta Ipo-
BefieHHs1 rdepeHIliaNbHOI AiaTHOCTUKU MiX CHHZPO-
MoM JKuibbepa i XpoHiYHUM BipyCHMM rematutom [1].

[Ipu cunzapomi JKumbbepa CriBBiIHOIIEHHS Y0JIOBI-
KiB i iHOK craHOBUTH 3—4:1. ABryctun Kuibbep
ONKACYBAaB XapaKTepHy TpiaZly KJIHIYHUX IPOABIB:
«IeYiHKOBA MacKa» (KOBTSHUILA), KCAHTeNa3MHU MO-
BiK, I€piOZNYHICTb CAMITOMiB. XapaKTepHO IOCHU-
JIeHHS XOBTAHUII micas iHdekuil, emomniiHoro i ¢i-
3UYHOTO HaBaHTAXXEHHS, NPUHOMY aHAOONIYHUX CTe-
POiziB, ITIOKOKOPTUKOI/IB, aHAPOTeHiB, pupaMIinuHy,
VIMeTUZIVHY, JIeBOMILIeTHHY, CTPEelTOMILMHY, CaJilu-
JIaTy HaTpilo, aMIilUJIiHy, KodeiHy, eTuHinecrpaziony,
napaieramory, cyJbdaHinaminis, aiakapby, MeHTOIY,
TOOTO TiCJIsi IPUHOMY THX TpenapartiB, y MeTaboIi3Mmi
skux Gepe ydactb YJI®OTI'T. Lli mpenapaTé Ha3UBAIOTh
armroKoHaMu. KpiMm TOro, XXOBTSHULISL MOXe IIOCUJIIOBA-
TUCSA TIiCJIA TOJI0AyBaHHs, OoBaHHsA. Hartenep oBeze-
HO, 10 JKOBTSIHUIIA He € 000B A3KOBOIO 03HAKOIO CHH-
npomy JKusnb6epa. Bona e BepxiBKa aicoepra, T06-
TO y GIJIBIIOCTI XBOPUX JKOBTSHHUIL BUHUKAE TiIbKU
IiCJ1sg TPOBOKallil, HANPUKJIaZ Mic/s IPUMoOMy 3a3Hade-
HUX BUIe npenapaTiB. Lo o6cTaBUHY HA/3BHMYANHO
B&XJIMBO OpaTyl 0 yBAaru TMpU MPOBeAEHHI KJiHIYHUX
BUITPOOYBaHb Pi3HMX HOBHUX JliKapChKUX 3acobiB. ITin-
BUILIeHHS PiBHA 6iipy6iHy MO3Ke OyTH pUIAHSATE 3a MO-
6iuHy peakliito, TOZIi SIK HACIIPAB/i € IMOBIPHICTh TOTO,
1110 XBOPH#A CTpakaae Ha cuaapom JKunbsbepa, a nperna-
paT CIpOBOKYBaB HEKOH IOTOBaHy rinep6inipybinemiro.
IToni6Hi cutyarii 6y/M Bif3HAYeHi MPU KJTiHIYHUX BU-
po6OyBaHHAX TOKCUIi3yMaby (Tpemapary st JTiKyBaH-
HsI PeBMaTOIIHOTO apTPUTY), pUOABipPUHY, a TAKOX TIpe-
apary, KU 3aCTOCOBYETbCA AT JIIKYBaHHA aKpOMe-
rajii y XBOpux, CTIKUX ZI0 COMaToCcTaTuHy [11].

XBOpi 4yTNIUBI [10 XOJIOAY, Y HUX JIETKO BUHUKAE I'y-
cs14a mKipa. PiZIko mposIBISEThCS MirMeHTallisi 06114-
4s, MIrMeHTHI IUIAMU Ha WKipi. 3BUYaliHUMU € TAXK-
KIiCTb y IIpaBOMY nizpebep’i, AUCIENTUYHI SBUIIA, ac-
TeHoBereTaTuBHi po3snagu [5]. Tak, A. I. IlaTixin 3i
cniBaBT. (1997) [13] npu obcTexxeHHi 7 XBOPUX Bifl-
3HAYMUB, IO y BCiX NAL[i€HTiB BUABJIAINCA Mi/[BUIIEHA
peakTHBHa i ocobucricHa TPUBOXHICT, IIOraHe camo-
TIOUYTTS i 3HW)KEHHS aKTUBHOCTI. BinzHaueHo 36ib-
IIeHHA BiZICOTKOBOI IpejcTaBieHocTi D-cHy; Berera-
TUBHI [TIOKa3HUKYU HIYHOIO CHY i HeCllaHHA He po3pi3-
Hanucs. Taki 3MiHu ncuxosorigHoi cdepu i opranizarii
HIYHOTO CHY, Ha [yMKy aBTOpiB, BUHUKAJIA IEPBUHHO
y BiAOBiJb Ha MiZIBULIEHHA BMICTy HEKOH FOTOBaHOTO
6inipybiHy BHACTIOK Or0 BIJIMBY HA TilOTaIaMyc.
ITixBuIeHHA PiBHS HEKOH IOTOBAHOTO OiTipy6iHy mpu-
3BOJUJIO TAKOX J10 6iOpI/ITMOJIOI‘i‘{HI/IX 3pyLIeHb, [epe-
6y110131/1 MOTHBALIHHOI cpepy, 1O CyIPOBOAKYBAIOCH
NiJBUIEHAM DiBHEM TPUBOXXHOCTI Ta CIPHUAIO PO3-
BUTKY aCTeHIYHOTO CUH/IPOMY.

Y 20% BunazkiB nmpu cuHApoMi Kuibbepa BUSIBIIS-
10T TIOMipHe 30i/IblIeHHs TediHKy; Y 30% BHUMaAKiB —
XOJIeLUCTUT, 30KpeMa KaJbKyJIbO3HWUWA, XOJIaHIIT;
y 42% BumnagkiB — AMCOYHKIIIO >XOBYHOTO Mixypa
i cpinkrepa Onni; y 12,5% BuUnazikiB — XpoHiYHMIA Te-
IATAT aJIKOTOJIBHOI, BIPyCHOI eTioJyorii, a TaKoX



PeaKTUBHUK; y 7,4% BUMAJKIB — XUPOBY AUCTPOGDirO
nevinky; y 0,7% BUNaZIKiB — reMaHrioMy NeviHky [5].

3a nanumu M. A. KonoBasoBoi 3i cmiBaBT. (1999)
[6], mpu ynbTpa3BykoBiii xonerpcrorpadii HopmaabHA
byHKIis KOBYHOTO Mixypa Bifi3HayaeTbcsi B 29,3%,
JVCKiHe3i 3a rinepMoTOpHUM TUIIOM — B 20,7%, 3a ri-
TIOMOTOPHUM TUNOM — B 50% Bumnazkis. [Ipu Gararo-
MOMEHTHOMY [yOZleHaJIbHOMY 30HJyBaHHI Ti X aBTOpU
KOHCTAaTyBaJIM HasABHICTb Y XBOPUX JUCKiHe3il XOBYO-
BUBIJHUX LUIAXiB Y 88% Bumankis (3 mepeBakaHHAM
riMOMOTOPHOI  JUCKiHe3il 3JKOBYHOrO Mixypa —
B 51,7% Bumasnkis); mopymeHHs yHKOil cpiHKTEpa
Onmni — y 72,2% BumnazkiB (rinotoHyc cdinkrepa —
39,7% cniocTepexeHb, rineproHyc — y 34,5% obcTexe-
HUX). Y 96% XBOpUX BUSIBJIEHO 3MiHU 6ioXiMiyHOTO
CKJIazly *OBYi, 3MiHY IIOKAa3HUKIB, 1[0 XapaKTepu3yTh
JITOTeHHICTh OBYi: 3HWXEHHS X0JIeBO-XO0JIeCTePUHO-
BOTO KoeillieHTa i X0J1aTO-X0IeCTepPHHOBOTO iH/EKCY,
NiJBUILEHHS IH/IEKCY JIITOreHHOCTi. ABTOPY BBa)KalOTh,
1110 MALi€HTIB i3 CUHAPOMOM >lemb6epa cip BimHecTn
JI0 TPyNM PU3MKY PO3BHUTKY XOJIesiTiasy.

JificHo, XBOpi 3 CHHAPOMOM )Knnb6epa MaroTh
Giyblie maHCiB 3aXBOPITH Ha JKOBYHOKaM'SIHY XBOPOOY
(OKKX). Tax, npu obcrexxenni 198 mamientiB 3 JKKX
i 152 3mopoBux 6e3 KKX BusiBunocs, mo KKX Bipo-
TiZIHO yYacTille pO3BMBAETHCA CaMe IPU CUHAPOMI
Xunn6epa [20].

Lleit e daKT MiATBePKEHUI MeTaaHaTi30M, KUK
BKJTFOuMB 2816 manientTiB 3 )KKX i 1617 nauieHTiB 6e3
JKKX. BusBuiocs, 1m0 3a HaABHOCTI cMHAPOMY JKuiib-
6epa pusuk KKX ninsuienuii Ha 21,2%, npudomy ce-
pez 4oJoBikiB [15].

Mu crnocrepiranu HasiBHICTb OiyiapHOTO  CHAIKY
B 42,3% Bunazxis cuaapomy JKunbbepa. [Ipudomy came
3 GimapHUM ctamkeM Tpu cuHapomi JKumbbepa 1oB’si-
3aHe Ii/IBUILIeHHS PU3HUKY PeLMBYIOUMX TaHKpeaThy-
HUX araK, fKi, 3a HAllMMU JaHVMH, PO3BHUBAIOTHCH
B TPeTVHI BUNAJKiB. Y 3B’A3Ky 3 IUM HAroJIOIyeEMO Ha
HeoOXiZHOCT] MPOQiNAaKTMYHOTO MPU3HAYEHHS ypcozie-
30kcuxosneBoi kucnoty (Y/IXK) mpu wiii matosorii.

BugindaioTh <«NeYOpPUHCbKUW BapiaHT» CHUHZAPOMY
Junbbepa, onucanuii B nosicti M. FO. JlepmoHTOBa.
MiticHo, y TledyopiHa 6Gysa iHTepMiTyi0ua >KOBTSHHUIIS,
sIKa TIPOBOKYBAJIaCh HEPBOBO-TICUXiYHUM 30y KEHHSM
i He BIJIMBAJIa Ha 3araybHUM CTaH (<A nosepryscs 0000-
MY... OMPYUHA 37iCMb MAJI0-NOMATY 3aN06HI6ANA MO
dywy... A He cnas ycio Hiu. JIo panky s 68 xHoemuil, K
nomepareys»). Kpim toro, Ileqyopin — mMonoauii 4yoso-
BiK, 4l IPUTOJM He BUKJIMKAIOTh CYMHIBIB y MilIHOMY
37I0pOB’], 1 0sIBa KOBTAHULI, CYZAYY 3 IOAAJIBLINX II0-
Ti¥, @)X HifK He 3HWXKY€ MOT0 MOJaIbIIoro ToHycy. Ile-
4yopiHa TypOyBaiM AuCIeNTHYHi sBUmA. [is MoBicTi
«KHsbxkHa Mepi»> BiiOyBa€eTbCs B MiCIIeBOCTI, Jie <«iyM-
name yinrowi xmoui> (KucnoBoacek, IT'ATUrOpchbK);
ITeqopin IPUIMaE «BCTAaHOBJIEHY MAaKCHMAJIbHY Kijb-
KIiCTb CKJISHOK Hap3aHy» (<..) MeHe npenozanutl wiiy-
HOK>). Homy MpUTaMaHHa eMOIliiiHa NabinpHicTh — He-
PIBHICTb TOBEJIHKU, CXUJBHICTb A0 Jelnpecii, iMITyJib-
CUBHICTb OaXkaHb Ta BUMHKIB [4].

Y niteparypi € me OfuMH omuC CUHApoMy JKuiib-
Gepa — y aBToGiorpadiunomy TBOpi KHsiruHI M. K. Te-
HUlIeBoi «BpaxkeHHa Moro kuTTA. Croragu».
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M. K. TenumeBa BUXoByBaiacsi 6e3 6aTbKa, IPUYOMY
Woro iM’si Tpumasnocsi B TMOOKii TaemHuni. Cama
M. K. TeHumieBa Tak onucye 06CTaBUHY, 32 IKMX BOHA
BIIepIIle Ji3HaJIacsl PO CBOro GaThKa 3 PO3MOBH 3 MO-
IIPYKKOIO:

— Ane o mou, K020 mu Ha3ueaew mamom, mobi 306-
cim He mamo.

— A xmo i 6in?

— Tenepiwmnit mamo — 407108iK MBOEI Mamu, ane mu
He 1020 JouKa.

— A xmo s miti mamo?

— Teitl cnpaeychiti mamo He 0Y8 40JI08iKOM MAMU,
80HA 11020 NPOCMO MAK JHOOUA.

Cepuye 3acmuzano 6 MeHi, 6 CKpOHAX 3acmy4ano... I Ha-
Mazanacs 3po3ymimu maemMHuU cexc, ane s 0yaa 3aHaomo
Mana, wjoce 8UCAU3ANO... I matixce Kpuuana, 0OnumyroHu:
«Cradrcu, xmo 8iH?»

— Teiti bamoko 6y8 kHA3b B... Teos mamu po3nobuna
1020 i KUHYAA...

Moe 30usysants nepexoouno 8 xax...

— A 8iH... miti mamo, Oe 8iH?

— Bin nomep. Tu cupoma.

A 3acmuezna, Haexono mexe 6ce nomepkuo... Tpem-
minHs npo6ieno no miny. Oui zopinu 6e3 cni3... Y mene,
AKy HiXmo He n00U8, HIKONU HABIMb He Necmus, —
y Mmene 6y8 ceiu pidnuu mamo, Sxuil Ar0bus mexe i Ha-
8iMb NAKAS 3a MHO, i 4b020 mama OiNibuie HeMAE, BiH
y moeuni... A cupoma...

Yeeuepi nicnsa eeuepi nouanu wiykamu mere. Ycroou
wyKany, nepessKanucs 00 cmepmi: piuka maxa O1u3eKa.
Yu doszo do 6idu?

Ii3Ho, nicnis 0oezux nouLyxis, Mere Hapewmi 3HAUWNU
HAa 00HOMY 3 20p0Ki8, 3aPOCTIOMY MPABOI0, Y 2NUOOKILL He-
NPUMOMHOCTI.

Ha dpyeuii deno 5 3axeopina na scosmsanuyro. Obnuu-
us, pyKu, Hagimo OLIKU 0Hell NOHCOBMINL.

SIk i y Bumagky 3 IledopinuM, Mu 6ayumo, o
y NPaKTU4YHO 3[]0POBOI JIIOAVHYU (OUTHMHU) HAa BUCOTI
NICUX0EeMOLIITHOTO HAIpyXeHHS PO3BUHYJACHA KOBTS-
HULIA. 3 BeJMKOI0 VMMOBIPHICTIO MOXHA JyMaTW IpO
curznpom JKunbsbepa [8].

IIpu cunnpomi JKumbbepa B 30% BUMajKiB remor-
7106iH ninBumenwii nonas 160 r/m, y 15% nauieHTiB Bu-
ABJIAETHCS JIETKAN PEeTUKYJIOLUTO3, Y 12% — 3HMKeHHA
OCMOTHUYHOI CTIMKOCTI epHTpouHTiB 306isbIIeHHS BMICTy
reMoryiobiHy B KPOBi TOB’A3YI0Tb 3 MO0 Ha/IMipHUM
CHHTE30M IPY MiBULIEHOMY piBHi GinipybiHy B KpOBi
i TKaHMHaX. [InTaHHA PO HASABHICTH NPUXOBAHOTO re-
MoJti3y ipu cunzipoMi JKusb6epa (peTuKyIonuTos, 3Hu-
’KeHHA OCMOTHMYHOI CTiMKOCTI €pUTPOLMTIB) € TeMOIO
GaraTopiyHoro obroBopenHs. [inepbinipyOiHemisi He
nepesuiye 80—100 MKMOIIB/J1, i3 3HAUHUM [lepeBaXkaH-
HAM HerpsAMoi ¢pakuii. MoXJIMBe HeBeJIuKe TTOpYIIeH-
Hsl BUBeZIeHHSI OpoMcysibgalieiny, 36iIbIIeHHsT BMIiCTy
B KpOBi KuIIKOBOI ¢pakiiii sy>xHOi pocdarasu. Y Hu3Li
BUIA/KIB cuHzipoM JKuibbepa MOEAHYEThCA 3 CHH/PO-
mamu Mapdana, Enepca — Jansno [7, 10].

Po3pobJieHi i crerianbHi TecTH it iarHOCTUKH
cunzipomy JKunbbepa. Tak, oOMexeHHsT KaJIOpilHOCTI
ki mo 400 kkan/moby abo TOJOAYBaHHS IPOTSTOM
IBOX 716 TIPUBOJMTH /IO MiIBUIEHHS TOKA3HUKA BiJib-
HOro 6inipy6iHy B KpoBi. BHYTpilIHbOBEHHE BBeJIeHHS
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40 Mr HIKOTMHOBOI KUCJIOTH CIPUSAE 3HKEHHIO 0CMO-
TUYHOI CTINKOCTi epUTPOITIB i MiABUIIEHHIO PiBHS 6i-
nipy6iHy B KpoBi. [Ipuiiom ¢peHobapbitany 3 mr/Kr/
100y mpoTsrom 5 nHiB npu cuHApoMi Kubbepa iHiwi-
I0€ 3HWKeHHS piBHA 6inipy6iHy B KPOBi, TOMY IIIO Tpe-
napar inzaykye aktuBHictb YI®DIT. 3acToCOBYIOTH Ta-
KOX pudaMITiIMHOBHIA TecT: micyis BBefieHHss 900 mr
pudamninuHy y nauieHtiB i3 cunapomom JKunbbepa
piBeHb Giyipy6iHy B KPOBi 3HA4YHO MiBUINYETHCS [9)].
MopdosnoriyHo xapakTepHO HAKONMUYeHHS MUJIOINO-
MiGHOTO 30JI0THCTO-KOPUYHEBOTO (pepMeHTy Jinodyc-
[IVHY [lepeBa)KHO B LIeHTPi 4acTo4oK. ITocuinene yTBo-
peHHs JnoQyCIUIHY BBA)XAIOTh TPUCTOCYBATbHIM Me-
XaHi3MOM, TOMy IO Liefi IIrMeHT € pe3yIbTaTOM peaKLii
aBTOOKcUAALii MeTanoqmaBonpOTelmB i € ogHUM i3
Ixepen eHepril y renatouuti [7]. Kpim toro, miz yac ri-
CTOJIOTIYHOrO JocuizkeHHs y 20—24% XBOpUX BUSAB-
JIAIOTh CYIYTHIO [ATOJIOTIIO NEeYiHKU Pi3HOI TAXKKOCTI.
i pakTy 3MyIIyIOTh BBa)XaTH cuHApoM JKuibbepa He
TaKUM B)Ke HelIKiJIMBUM 3aXBOploBaHHAM. Ha 1e x
BKa3ye BHMCOKAa dYacTota OimiapHOi martosorii (auB.
Bullle). Binbll TOYHO MOXHAa BCTAHOBUTU JiarHO3 3a
JIOTIOMOT'0}0 TeHETUYHOTO TeCTyBaHHS, siKe Bce Oiiblire
BXO/IUTD y KJIIHIYHY [TPAKTUKY i Ha CbOTO/IHI CTaJIo OC-
HOBHMM 1 HaiOijbll iHGOPMAaTUBHUM METOJOM Jia-
THOCTUKY cuHApoMy JKuiboepa.

[Tepe6ir curapomy YKunbbepa IOKIAHO OMMCAHUI
A. ®. bmorep 3i cniBaBT. (1975) [1] i cxemaTnyHO npen-
CTaBJIEHUH Ha PUC. 4.

HenepeHocMMICTb aAKOTOAKO,
XMpiB, renatomeraais,
MMOBIpHICTb cnAeHOMeranii,
TeMHa ceua,
HelpoBereTat1BHi
NOPYLUEHHS,
NIABULLEHHSA PiBHSA
ANAT i AO,
XONECTEPUHY,
npsAMoro
6inipy6iHy

AuvcnenTuyHi
PO3AAAU, BHUXKEHHSA
aneTuTy, NoKasHUKIB
CyAeMOBOI Npobu,
XONECTEPHHY, anbbyMiHiB
KPOBI, NIABULLEHHSA
MOKa3HWKiB copbiT-
AeripporeHasun

CnabkicTb,
NiABULLEHHS
AGA

TpuBanictb xBopo6u

Puc. 4. Cxema AMHaMIKWM KAIHIYHUX i AaBopaTopHKMX Npo-
ABIB cuHApPOMY XXuabbepa 3i 30iAbLLUEHHAM TPUBAAOCTI
3axBoptoBaHHSA [1].

ANAT — anaHiHamiHoTpaHcdepasa, AP — AyxHa pocdarta-
3a, AOA — pndeHinamiHoBa npoba.

CunzipoM MeneHrpaxra o HeJaBHbOTO 4acy BBa-
)KaJ Maibke CMHOHIMOM cuHzapomy JKunbbepa, KU
HepimKo HaBiTh HaszuBaiu <«cuHApoMm Kumbbepa —
Meiinenrpaxras. OfjHaK mi3Hire 6ys10 Z0BeIeHO, IO 1ie
pi3Hi cHIPOMY 3 TIOZIIGHOIO KJTiHIYHOK KapTHHOI0. 3a-
TaJIbHUM /ISt IBOX CUHIPOMIB € 3HV)KeHHSsI PiBHS Oii-
pyOiHy TpY MpU3HAYeHHI aKTUBATOPIB pepMeHTIB e-
4iHKM, BiK Madidecramii, iHTepMmiTyl0unii Xxapaxrep
KOBTSIHULY, piBeHb 6iipy6iHy B KpOBi He Gisblue Hixk
80—100 MKMOJIb/JT 32 paXyHOK HEKOH FOrOBaHOi ¢pak-
1ii, KJIiHIYHI [IPOSBU y BUIJIAAI IKTEPUYHOCTI IIKipU
i ciM30BUX OOOJIOHOK, JMCIiencii, acTeHii. Ajse mpu
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CUHZIPOMi MeliieHrpaxTa € TiIbKY i30J1bOBaHe 3HMKeH-
Hs aktuBHOCTI Y/I®OI'T, a MeMOpaHa renatouuTiB, Ha
BizMiHy Bix cunapomy Kubbepa, akTHBHO Gepe y4acTh
y 3axBaTi 6inipy6iny [7].

Hapn3BuvaiiHo BakymBa qudepeHIiiiHa AiarHoCTUKa
cuHapomy JKuibOepa 3 iHIIMMY 3aXBOPIOBAHHAMH, L0
CYIIPOBO/IKYIOTHCSI HEKOH IOTOBAHOIO rinepobinipybine-
Mieto (Tab. 1). Koo 1ux 3aXxBOproBaHb IOCUTD IIHPO-
Ke, @ TSKKICTh KJTIHIYHOTO nepe0iry i mporHo3y pasnexi
Bin mob6posikicHocti cuHzpomy Kwumbbepa. Tak,
A. L. Iatixin (1997) [12] npu obcTexxeHHi XBOpPHX
3 HEKOH'IOTOBaHOM TrinepoOinipybiHemielo /OBiB, 10
B 46% BUINaZIKiB BOHA IIOB’A3aHa 3 BIPyCHUM relaTu-
TOM; Y 30% BUIAZKIB — 3 QJIKOTOJLHUM YPaXeHHAM
nevinky; y 20% BUNaAkiB — 3 MOCTTeNaTUTHOIO rinep-
6inipybiHeMieto, sika MOCTYIOBO 3HKMKaJIa IIPY TPUBAJIO-
MY CIOCTepeXXeHHi 3a XBOpUMY; y 2% BUIA/IKIB — 3 re-
MOJIITUYHOIO aHeMi€l0 i TibKU y 2% Mali€eHTiB — 3 CUH-
npomoM JKuibbepa.

OcHOBHUM 3ac000M JiKyBaHHS CUHZIpOMY JKuibbe-
pa i cunapomy MeiiieHrpaxra 0 HeJaBHbOTO Yacy BBa-
kam penoGapoiTa. Horo epeKTUBHICTh NOSICHIOETHCS
TUM, 10 TIpenapar inaykye aktusHicTb YDI'T, cipusie
nposnidepanii T1aKOr0 eH0MIa3MaTHYHOTO PETUKY-
Jymy, 30inbIneHHI0 nyny Y- i Z-niranais. Hemonikamu
denobapbitany € cenaTuBHUI edeKT, CIOTBOPEHHS Me-
TabOoJi3My TIpenapaTiB, 10 €KCKPETYIOThCs Y BUIJISAI
IJIIOKYPOHIZiB, CTHMYJISALis MeTaboJi3My CTepOiTHUX
ropMoHiB. Bracrusicte iHgykuii aktuBHOCTI YIDIT
Ma€ TaKoX (JIyMalHOJ, SIKMA OibII BifJOMUI IpaK-
TUYHUM JIiKapsAM i/l TOPrOBOO Ha3BO 3UKcopuH. Of-
HaK Ipernapar IaBHO 3HUK 3 alTekK.

IIpeAcTaBNAETbCA TEPCHEKTUBHUM  JIiKyBaHHA
cunnpomiB JKunbbepa i Meiinenrpaxra YIAXK. Sk
i pudamminun, YIXK migsumye excnpecito MRP3
(multidrug-resistance protein 3) Ha 6330JIaTepaJIbHII/I
MeMOpaHi renaToLuTa, 1o cripusie HopMarisariii piBHS
6inipy6iny y nopocaux [16] i HoBoHapomkeHux [3, 17].

A. P. Peusic (2011) HaBena nikasi jaHi Ipo 3acTo-
cyBanHA Y/JIXK f714 niKyBaHHA JiTedd i3 CUHAPOMOM
JXuns6epa. IamieHTiB po3ainuaM Ha ABi TPynu Bif-
IOBIIHO 10 JIBOX [IeCATUJITh CIIOCTepe)XeHH:
1992-2000 pp.i2001-2010 pp. Lli necaTumiTTs Bifpis-
HSJINCA TUM, IO HA NepIIOMy eTarli MalieHTH He OTpU-
MmyBasu npenapatie YIXK abo orpuMyBaiu 3a MoKa-
3aHHSIMY, KOJIM B3Ke OyJ1a pO3TOPHyTa KapTHHA ypaXKeH-
Hs GiymapHoro Tpakty. HopmanbHUi cTaH GiniapHOTO
TpakTy OyB TinbKK y 11,8% aiTeii i3 cuaapomMom Kuitb-
6epa, 1o crocrepiranucsi B 1992-2000 pp. V 76,5%
OyJ1a AUCKiHe3is )KOBYOBHBIAHUX IUIAXIB, MalKe y I1O-
JIOBVHU 3 HUX 3i CIa/DK-CUHAPOMOM. Maibke y 12% gi-
Tel AiarHocTyBaiu Bxke po3BuHeHy JKKX. Ha apyromy
erami (2001-2010 pp.) obcrexxeni 105 mariienTis. I1o-
YMHAKYY 3 NepIInX KPOKiB, K TUIbKYA BCTAHOBJIIOBAIN
niarHo3 cunapomy JKunb6epa, IPOBOJMIN PEBEHTHB-
Hi Kypcu YIXK 2 pasu Ha pik. Y LuX Nal[i€HTiB Maike
B 65% BWIAJKiB BiJ3HaYeHO HOPMaJIbHUIA cTaH Gimiap-
Horo TpakTty. Kinbkicts xBopux i3 XKKX ckoporumnacs
B 4,5 paza (10 2,8%) [11].

YIXK noka3aHa He TiJIbKY 3 MOTJIAAY MpodinakTu-
ku popmyBaHHs GimiapHoro caamky i JKKX. IToka3a-
HO, IO Mpemapar peryse OimipyGiH-iHAyKOBaHUIA
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Tabamua 1. AvdepeHuianbHa AiarHOCTMKa GYHKLiIOHaAbHMX rinepbinipybiHemin (3a A.C. Ky3HeELOBMM 3i cniBaBT.,

2001 [7])
CuHapom z::::"aAKy' MaTtoreHes KaiHiuHi nposaBu AikyBaHHA
Kpuraepa — ABTOCOMHO- BiacyTHicTb YA®IT | MaHidecTauist B nepLui rOAMHW XKUTTSA, dortotepanis,
Hawsapa peLeCUBHUN ANEPHA XOBTAHWLS TSXKOro nepeoiry, TpaHCNAaHTaLIs
1-ro Tuny 6inipybiHoBa eHuedanronartisi. binipybiH NeYiHKK
>200 MKMOABL/A
Kpuraepa — ABTOCOMHO- | BHMXEHHS MaHidecTauia B nepLli Micaui XuTTs, deHobapbitan,
Hansapa peuecuBHUI | akTuBHOCTI YADIT AAEpPHa XOBTAHULA CEPEAHLOIO CTyrneHsa | doToTepanis
2-ro Tmny TAXKOCTI. Binipy6iH <200 MKMOAL/A
Xuabbepa ABTOCOMHO- | SBHWUXEHHS aKTUB- HaruacrTille y xnonuumkis, MaHidecTauin deHobapbitan
AOMIHAHTHUK | HOCTi YA®IT, nopy- |y Biui Bia 7 A0 30 pokiB. IHTepMmiTytoua
LLIEHHS 3axBaTy BiAi- | IKTepUYHICTb CKAEP i LLIKIPK, PiAKO AMcCHe-
pybiHy renatoumMToM | Mcis, acTeHi3aLis
AabiHa — ABTOCOMHO- | [TOpyLLEHHS HanuacrTiwe y yonoBikiB y Biui 25-30 po- | Hemae
LXKOHCOHa AOMIHAHTHUI | TpaHcnopTy Binipybi- | KiB. XXOBTAHMUSA, BiAb Y NpaBoMy Miape-
Hy B renatoumTt 6ep’i, 30iAbLLEHHSA NEYiIHKN | CEAE3IHKM
i 3 HBOTO
Potopa ABTOCOMHO- | TOM Xe, WO npu HaluacrTille y xaonuukiB y nybepratHomy | Hemae
AOMiIHAHTHUIM | cuHApOoMi AabiHa — | nepioai. XKoBTaHMUA, Auchencis, 6inb
LKOHCOHa, 1 nopy- |y npaBoMy niapebep’i
LLUEHHST KOH'torauii
BinipybiHy
Ntoci — Apu- Hegiaomo HanagHicTb iHribiTopy | Y Aitel neplimx AHIB XKUTTS, O 3HAXO- BiamoBa
CKOAA YAOIT y monoui AATECA Ha rPYAHOMY BUTOAOBYBaAHHI. BiA FPyAHOTO
mMarepi BinipybiHoBa eHuUedaronartia BUIOAOBYBaHHA
AareHeca ABTOCOMHO- lnepnaagia Aimea- | MaHidecTalis B HeoHataAbHOMY nepioai. | Hemae
PELECUBHUI | TMUHUX CYAMH MediH- | IHTepMiTytounin nepebir XoBTAHML.
KW 3 PO3BUTKOM X0- | MoxyTb ByTW AereHepaT1BHI NPoLEecK
AecTasy LEeHTPaAbHOI HEPBOBOI CUCTEMM
bainnepa Hesipomo MepunopTanbHWUiA MaHidecTauia B nepLui TUXHI XUTTS. Hemae
®ibpo3 i3 nopyLueH- | BupaxeHa xoBTaHMUSA, BiAipybiH A0
HSAM BIATOKY X0BYi | 300 MKMOABL/A

arioNTO3 aCTPOLUTIB Y LIeHTPaJIbHii HepBOBil CUCTEMi.
Llenn MexaHi3M [il € MPUHLMIIOBO BaXXJIMBUM IIPU Ti-
nepOiipybiHemii, ToMy 10 MigBUINEHUI piBeHb OiJi-
pybiHy B KPOBi TOKCHYHO ZIi€ Ha IIeHTPAJIbHY HEPBOBY
cucreMy. B excrepuMeHTI IPOJEMOHCTPOBAHO, IO
YAXK 37aTHa 3MEHIIUTU YyTJIUBICT HEPBOBUX KIIi-
THH JI0 yPaXyt04oi i Hempsimoro 6iipy6iny. Kynbry-
Py HEpBOBUX KJIITHH Iypa (aCTPOLUTH i HeIpPOHU) iH-
KyOyBaJI 3 HempsiMUM OiTipyGiHOM ab0 3 HempsAMUM
6inipybinom B mpucytHocti YIAXK. V pasi inky6auii
6e3 YIOXK 0Oyso mifBUINEHHS aloNTo3y LUX KJITHH
B 4—7 pasiB. Y pas3i, K0JI1 BOHU iHKyOYyBaJIUCh 3 HEMpsi-
MuM Oinipy6inom y mpucytHocti YIXK, BinbyBaBcs
icrotHuil 3axuct (60%), 3HIKEHHS PiBHA amoNTO3Y
MeHIIe HiX 7% [11, 18, 19].
A. P. Peizic (2011) nponoHye HaCTyIIHUA aITOPUTM
JiKkyBaHHA cuHApoMy JKub6epa [11].
o Jliera.
o [MTagHum pexum:
— BiZICyTHICTb Qi3MYHIX | eMOLIIHIX TlepeBaHTaXKEeHb;
— MiHiMi3aLis IPpUAOMY MeUKaMEHTIB.
» MenobapbiTam:
— npM piBHi 6iyipy6iHy moHas 4—5 HOpM — ¢eHo-
GapbiTar;

—npu piBHi 6imipybiHy 10 2—3 HOpM — Baso-
KODJUH.

« VXK 10-12 mr/xr/moby:

— podiNaKTIYHUI Kypc 1Mo 3 Micsti 2 pa3u Ha Pik;

— IpY Ti/IBULIEHH] PiBHA HpsiMoro 6inipy6iny (10
HOpMaJti3auii);

—3a HasABHOCTI GiyiapHOTO CIamXKy (ZO JiKBimamii
i 1-2 micAui micns).

Mu BBakaeMo, 1110 3a HAsIBHOCTI GisliapHOTO CIAKY
771t TpOodiIAKTUKY MTAaHKPeaTUTy HeoOXizHi He KOPOTKI,
a TpuBai perysspHi Kypeu Y/XK, Hanpukiaz, o 3 mi-
cAui B 1031 10 MI/Kr KOHi IBPOKY.

OpnnunM i3 kpaumx npenapatis YIXK, axuii Mu 3a-
CTOCOBYEMO Ha MPAKTHULi, € YPCOHOCT (kommaHis «Op-
raHocin» ). [lepeBaru YpcoHoCTY:

» GiJIbIIIA KiIBKICTD JiF04Y0i peYOBHHY;

e 3pyYHM I[IPUMOM 3aBAAKU N03yBaHHAM 300 mr

i 150 mr;

* €BPOIIENCHKA SAKICTB;

¢ KOHKYPEHTHa IliHa.

3aKiHYMMO CTaTTIO CJIOBAMH IIBEZCHKOI KYPHAJICT-
ku Kapiu Boiic: «bionoziuna cnadwuna pisnobiuna. Io-
eane tide y Komnexmi 3 xopouum. Xopouie — y KOMNIEK-
mi 3 nozanum. Tax 3a8xcou 8 zeHemuyi».
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HarnuacTiwnin BapiaHT ¢yHKLIOHAAbHOI rinepbinipy-
6iHemii — cuHAPOM Xnabbepa. Ha MoAeKyAsIpHOMY PiBHi
AeDEKT NOKANIBYETbCA B OAHOMY 3 5 ek30HiB (1A-5) reHa
YPUANMHANDOCHATIAIOKYPOHIATpaHchepasun (YADIT) 1*1.
[eHETUUYHUIN AeDEKT MOAArae y HAsBHOCTI HA MPOMOTOPHIN
AinsHUI A(TA)BTAA reHa, wo koaye YAOIT, AOAATKOBOTO
AMHYKAeOTUAY TA, TO6TO YTBOPHOETLCS AinsIHKa A(TA) 7TAA.
Tun ycnapkyBaHHA — a@yTOCOMHO-AOMiIHAHTHUIA. [pw
CUHAPOMI XXrabbepa NopyLLYHTLCA 3aXOMNAEHHS, TPaHC-
nopT i KoH'torauisi GinipybiHy. MatoTb Micle HepocTaT-
HicTb BiAiTPaHCAOKa3M, LLO BIAMOBIAGE 3@ 3aXOMAEHHS
6inipybiHy 3 KPOBI | MOro TpaHCNOPT Yy renaTouuT; Aediumnt
Y- i Z-npoTeiHiB-AiraHAiB (PepMeEHTY rAyTaTioH-S-TpaHche-
pasu), aKi BiAMOBIAQIOTb 3a NepeHeceHHs BinipybiHy A0
MikpocoMm; aediumT YADIT, wo 3abesnedye nepeHeceH-
HSI TAFOKYPOHOBOT KUCAOTU AO BinipybiHy.

Y naujeHTiB 3 cHAPOMOM XXrAbbepa nipBMLLEHA YacToTa
XOBUYHOKaM’'sAHOT XBOpobK. MU cnoctepirarn HasBHICTb
6iniapHoro canapxa y 42,3% Bunaakis cuHApomy Xuabbe-
pa. Mpuyomy came 3 BiniapHUM cAapKEM MPU CUHAPOMI



Xunbbepa nos’azaHe MIABULLEHHS PU3KMKY PELIMAMBYLO-
UYMUX NaHKpPeaTUYHKUX aTak, AKi, 3a HalWUMW AaHUMU, Tpa-
NAAKOTLCA Y TPETUHI BUNAAKIB. Y 3B’A3KY 3 LIUM Haroao-
LLYEMO Ha HeobxiaHOCTI NPOGIAGKTUYHOIO NPU3HAYEHHSA
YPCOAE30KCUXOAEBOI KMCAOTU (YAXK) mpu wi naTtoAorii.
MNpeACTaBASIETbCA NEPCNEKTUBHUM AiKyBaHHSI CUHAPO-
My Xuabbepa YAXK i nip iHWMM kytoM 30py. YAXK, sk
i pubamniumH, niasuwye ekcnpecito MRP3 (multidrug-
resistance protein 3) Ha 6a3onatepanbHii MembpaHi
renatoumTa, L0 CNPUSE HOpPMaAi3aLii piBHA BiAipybiHy
Yy AOPOCAMX | HOBOHAPOAXEHMX.

Mu BBaxaemo, LLIO 3a HassBHOCTI BiniapHOro caapxa AAS
NPOIAAKTUKKM NaHKPeaTUTy HEOOXIAHI TPUBAAI PEryAsipHi
kypcu YAXK, Hanpukaaa no 3 micsui y Ao3i 10 Mr/Kr KOX-
Hi MiBPOKYy.

OpHMM 3 HaKrKkpauwmx npenapatiB YAXK, AkMA MU 3a-
CTOCOBYEMO Ha npakTtuui, € YpcoHOCT (KomMmnaHis «Opra-
HOCIiH»).
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RU CuHApOM )XXuabbepa u naHKpeaTuT:
coBpeMeHHble NPeACTaBA€HUA O NnaTo-
reHe3e, AMAarHoCTUKE U A€YEeHUU

H. B. l'y6eprpuuy,
MHoronpodurabHan KaMHKKa «MHTO-CaHar, Opecca, YKpanHa

KAatoueBble cAoBa: dyHKLMOHaAbHbIE TMNepouAnpybuHe-
MUK, cUHAPOM XXuabbepa, cuHApoM MenaeHrpaxTa, naro-
reHes, AMarHoCTMKa, AeUeHue

AWarHocTMka OYHKUMOHAAbHbIX TUNepbUAnpybuHeEMmii
BbI3bIBAET CAOXHOCTU Yy MPAKTMYECKOro Bpaya, No3tomy
HEPEAKM CAyYaM, KOTA@ NaLMEHTOB C HAaCAEACTBEHHbIMM
ocobeHHOCTAMU obMeHa BUAMPYOMHA AAMTEABHO AevaTt
Mo NOBOAY HEOBOCHOBAHHO M HEMPaABUAbHO AMArHOCTM-
POBaHHbIX XPOHUUYECKOrO renartmuta MAM reMOAUTUUYECKOWM
XKEATYXM.

CaMblii YacTblit BapuaHT OYHKUMOHAABHOW rUnepbuAn-
pybMHEMUM — CUHAPOM XXuAabbepa. Ha MoaekyAsipHOM
YPOBHE AEdEKT AOKAAM3yeTcs B OAHOM M3 5 3K30HOB
(1A-5) reHa ypuAMHAMDOCHATIAIOKYPOHUATPaHCHEpPa3bI
(YA®IT) 1*1. TeHeTMYeCKM AePEKT COCTOUT B HAAMYMM
Ha npomoTtopHoM yyactke A(TA)GTAA reHa, KOAMPYHOLLETO
YA®IT, AONOAHUTEABHOTO AMHYKAEOTUAA TA, T. €. obpasy-
erca yyactok A(TA)7TAA. Tun HacAepOBaHUA — ayTOCOM-
HO-AOMWHAHTHBbIN. MpK cMHAPOMe XXuabbepa HapyLuatoTcs
3axBaT, TPAHCMOPT U KOHbtorauus GuanpybuHa. Mmetor
MECTO HEeAOCTATOYHOCTb BUAUTPAHCAOKA3bl, OTBEUAIOLLIEN
3a 3axBaT 6UAMPYOMHA M3 KPOBM M Ero TPaHCMOPT B renaro-
UMT; AeOUUMT Y- U Z-NPOTEMHOB-AMraHAOB (PEpPMEHTa ryTa-
TUOH-S-TpaHchepasbl), OTBEYAIOLMX 33 NEepPeHoc BUAMPY-
61Ha K MUKpocomam; pednumt YADIT, obecnevunBatoLLen
NepPeHOC MIOKYPOHOBOM KMCAOTbI K OUAMPYOUHY.

Y naumeHToB ¢ CMHAPOMOM XXnAbbepa noBbiLLeHa YacTota
XeAYHOKaMeHHoM 6oae3HU. Mbl HabAopaAn HaAMume 6u-
AMapHOro cnapxa B 42,3% cayuyaeB cuHApoMa XXuabbepa.
MpryeM MMEHHO C BUAMAPHBLIM CAAAKEM MPU CUHAPOME
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YXnabbepa cBsA3aHO NOBbILLEHWE PUCKA PELIMAMBUPYIOLLIMX
NMaHKpeaTMYeCKX artak, KoTopble, MO HalMM AaHHbIM,
pa3BMBatOTCA B TPETU CAyyYaeB. B cBA3M C 3TUM noavep-
KMBaeM HEOHXOAMMOCTb MPOPUAAKTUUECKOTO HA3HAYEHMWS
YPCOAE30KCHMXOAEBOW KMCAOTbI (YAXK) NpK 3TOM NaTOAOTUM.
MpeacTaBASeTCA NEPCNEKTUBHBLIM  A€YEHUE CHHAPOMA
Xunbbepa YAXK u ¢ apyror Touku 3peHus. YAXK, kak v pu-
damnuumnH, nosblwaer akcnpeccuro MRP3  (multidrug-
resistance protein 3) Ha 6a3onaTepanbHOM MeMbpaHe
renaTtoumTta, Uto cnocobCTBYET HOPMAAM3ALIMK YPOBHSA BU-
AMPYBUHa Y B3POCABIX 1 HOBOPOXAEHHbIX.

Mbl cuMTaem, 4to NpU HaAMYMK BUAMAPHOTO CAAAKA AAS
NPOPUAAKTUKM MaHKpeaTuTa HeobXOAMMbI AAMTEAbHbIE
peryaspHble kypcbl YAXK, Hanpumep no 3 mecsiLa B A03€e
10 Mr/Kr Kaxable MOATOAA.

OpHMM 13 Aydlimx npenapatoB YAXK, KOTOpbIM Mbl Npu-
MEHSIEM Ha MpaKTuke, ABASETCA YPCOHOCT (KOMNaHusa
«OpraHocuH»).

en Gilbert’s syndrome and pancreatitis:
modern concepts of pathogenesis,
diagnosis and treatment
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Diagnosis of functional hyperbilirubinemia causes cer-
tain difficulties for a practitioner. It is common for pa-
tients with hereditary features of bilirubin metabolism
to be treated for a long time because of unreasonably
and incorrectly diagnosed chronic hepatitis or hemo-
lytic jaundice.

The most common variant of functional hyperbilirubine-
mia is Gilbert's syndrome. At the molecular level, the
defect is localized in one of 5 exons (1A-5) of the gene
for uridine diphosphate glucuronyl transferase (UDPGT)
1*1. The genetic defect presupposes an additional di-
nucleotide TA on the A(TA)6TAA promoter section of the
gene encoding UDPGT, i.e. section A(TA)7TAA appears.
The type of inheritance is autosomal dominant. In Gil-
bert’'s syndrome, the seizure, transport and conjugation
of bilirubin are impaired. There is a deficiency of bilitrans-
locase, which is responsible for the capture of bilirubin
from the blood and its transport to the hepatocyte; de-
ficiency of Y- and Z-protein ligands (glutathione-S-trans-
ferase enzyme), which are responsible for the transfer
of bilirubin to microsomes; deficiency of UDPGT, which
ensures the transfer of glucuronic acid to bilirubin.
Patients with Gilbert’s syndrome have an increased
incidence of gallstone disease. We observed a biliary
sludge in 42.3% of cases of Gilbert’s syndrome. More-
over, it is the biliary sludge in Gilbert’'s syndrome that
increases the risk of recurrent pancreatic attacks,
which, according to our data, occur in a third of cases.
In this regard, we emphasize the need for prophylac-
tic prescription of ursodeoxycholic acid (UDCA) in this
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pathology. Treatment of Gilbert’s syndrome with UDCA
seems promising from another point of view. UDCA, like
rifampicin, increases the expression of MRP3 (multid-
rug-resistance protein 3) on the basolateral membrane
of the hepatocyte, which contributes to the normaliza-
tion of bilirubin in adults and newborns.
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We believe that long-term regular courses of UDCA are
required in the presence of biliary sludge to prevent
pancreatitis, e.g. 3 months at a dose of 10 mg/kg every
six months.

One of the best UDCA drugs that we use in practice is
Ursonost (Organosyn LTD).



