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JiarHoctuka QyHKIIOHaAbHUX rinepbinipybine-
Mill BUKJMKA€ CKJIAQHOCTI y IPAaKTUYHOTrO JKaps,
TOMY HepiJKi BUlIaZIKX, KOJIM MALli€HTIB 31 ClIaZIKOBU-
My ocobmmBocTsiMu 06MiHy GinipybiHy A0Bro JiKy-
I0Tb 3 IPUBOAY Heo6rpyHT0BaHo 1 HempaBUJIBHO Jlia-
THOCTOBAaHUX XPOHIYHOIO rematuty abo reMosiTH-
HOi XOBTSAHMII. I X0o4a MporHo3 QyHKIiOHAJIBHUX
rinep6inipybinemiit cripusTiuBui (KpiM CUHIPOMIB
Kpurnepa — Haiispa 1-ro tuny, baiinepa), a miky-
BaHHs JIeSIKUX i3 HUX He po3po0OJieHo (Y HU3I BUMa-
KiB y HbOMY IIPOCTO HeMa€e HeoOXiHOCTi), cJtif mpar-
HYTH ZI0 /JOKA30BOT'O /IiarHO3y IMX cTaHiB. Heobxin-
HiCTb I1bOTO IIOB’A3aHa 3 TUM, LIO:

e HeCBOEYACHA JjarHOCTHKA (QYHKLiOHAJIBHUX Ti-
nep6inipybOiHeMili TPU3BOAUTH [0 YHCIEHHUX
o06cTexXeHb, IPUAOMY Pi3HHMX Mpenaparis, sKi He
NIOKa3aHi NaLi€eHTYy, i, AK HaCJiI0K, 10 HeBUIIPAB-
ZIaHOI BUTPATH KOIIUTIB i yacy;

 TpaBWIbHUI JliaTHO3 K QYHKI[IOHAJIBHUX Tilep-
6inipybiHeMili, Tak i XpOHIYHOT'O IeNaTUTY 103B0-
JIsie IPaBWIBHO BUPIIIYBaTA UTAHHSA €KCIIepPTHU-
3U TIPale37IaTHOCTI, CTY)KOU B apMii TOITIO;

e TOYHUU /IlarHO3 BaXJIMBUU /711 yCYHEHHS TPUBO-
TM XBOPOTO i IOr0 poaundiB, 3amobiranHs Qikcy-
BaHHIO MAIlieHTa Ha CBOEMY 37I0POB’l, PO3BUTKY
INOXOH/IPUYHOrO CTaHY.

OnHa 3 roJIOBHUX NPUYMH AiarHOCTMYHUX IIOMU-
JIOK — He3HAHHA JIKapiB IIPO BUCOKY 4aCTOTy 3yCTpi-
YaJIbHOCTI QYHKI[IOHANBHUX TinepOinipybinemiit. Yac-
TOTA Pi3HUX BapiaHTiB CTaHOBUTb 3—15% B pi3HUX Kpa-
iHax [2, 7, 13].

Hobposikichi (dyHKIiOHaMBHI) rimep6inipybiHemii
(mirMeHTHi remaTo3u) — 3aXBOPIOBAHHSA, MOB’sA3aHi 3i
CIIaAKOBUMY TOPyLIeHHsIMM 0OMIHY GinipyCiny (eHsu-
Momnartii), AKi IPOABNAITHCA XPOHIYHOIO abo nepeMmix-
HOK0 JKOBTSIHUIIEI0 0Oe3 BUpPa)KeHOi NMepBUHHOI 3MiHU
cTpyktypu i ¢yHKIii mediHKu i 6e3 SBHUX O3HAK
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Te, WO Ham HanUcaHoO Ha POoAY,
Tp€eba LLe NpaBUALHO MPoYMTaTH.
Mukona N\eBULbKUH,
PaAAHCBbKMIA KiHOpexucep

remosidy i xonecrady [1, 10]. o ¢yHKIiOHANMBHUX
rinep6inipybinemiii BimHOCATS |7, 13]:

 cunzpom Kpurnepa — Haiigpa 1-ro i 2-ro Tumis;

 cunzapoM JlabiHna — J[)KOHCOHa;

e cuHzapoM Poropa;

 cungpom Jlroci —Ipicko;

e CcuHZApOM AareHeca;

» cunHapom baiinepa;

 cunapom JKunbbepa;

¢ CUHApPOM MeiisieHrpaxTa;

 TepBUHHY rinepOiipy6iHemiro (?).

Halyactimuii BapiaHT (QYHKIiIOHAJIbHOI rimep-
6inipy6inemii — cunnpom Kunbbepa. Bin onucanuii
B 1901 p. ¢panuysbkumu TepaneBtamu A. Gilbert
(puc. 1) i P. Lereboullet.

Ha monexynsapHOMy piBHi ZiedeKT JIOKasi3yeTbCs
B OTHOMY 3 5 ek30HiB (1A-5) rena ypuaunaudocdar-
rmokypoHintpancdepazu (YODIT) 1*1. Tenernynuit

\‘-

Puc. 1. ABryctuH Hikonac XXunabbep (1858-1927).



nedeKT mosArae B HAABHOCTI Ha IPOMOTOPHIN HiJIsTHIL
A(TA)6TAA rena, mo xoxye YAODIT, nopatkoBoro
nunHykineotuny TA, TOBTO YTBOPIOETHCS [ijisTHKA
A(TA)7TAA [13] (puc. 2). Tun ycnaakyBaHHs — aBTO-
COMHO-IOMiHaHTHU.

MochipoBHICTL

TATAA Ek3on 1A
—-HH-——“EI*—EI—EI—D—D—@
CuHApOM
MyTauisn:

Kpuraepa — Haiiapa
1-ro i 2-ro TMNY

cuHapom XKunbbepa
Puc. 2. bynoBa reHa YAOIT 1*1, o MiCcTUTb 5 €K30HIB
i NPOMOTOPHY AIASIHKY (nocAaipoBHICTb TATAA). Ycboro
Moxe 6ytn 10 ek30HiB (NOKa3aHWW TiIAbKM OAMH). Ek-
30H 1A (TakoX 3BeTbCS €K30H 1*1) bBepe ydacTb y eKc-
npecii YA®IT 1*1 (OCHOBHWI aKTUBHUIK GEPMEHT), EK30H
1D (abo 1*4) — B ekcnpecii YADIT 1*2 [14].

[Ipu cungpomi JKuimbbepa MOPYIIYIOTBCS 3aXBar,
TPAHCIOPT i KoHW'toramis O6imipybiHy. Matote Micue
(puc. 3) [2,5]:

* HeJOCTaTHICTH OiiTpaHCIOKa3u, MO BiATIOBiae

3a 3axBaT Ginmipy6iHy i3 KpoBi i foro TpaHCOpT
B renaToLuT;

o gnedinut Y- i Z-npoteiniB-niranziB (dpepmeHty
rJ1yTaTioH-S-TpaHcdepasu), o BiMOBIAAIOTh 3a
TriepeHeceHHs1 OLTipyGiHy 0 MIKPOCOM;

o pedinur YADIT, mo 3abe3nedye nepeHeceHHs
TJIIOKYPOHOBOI KUCJIOTH 710 Ginipy6iHy.

3HuxkeHun 3axear 6inipybiHy renaTouutamm

Kpos )KOBUHMI KaHaneLb

HOrosBaHun

lFenarouut

I

KoH’toroBaHum
6inipy6iH

6inipy6iH

EHAONAQ3MaTUUHUMN
PETUKYAYM

HekoH’

Puc. 3. ITatoreHe3 cuanpomy JKubOepa.

Po3pi3HAIOTL <«BpOMKEeHUN» BapiaHT CUHAPOMY
JKunbbepa, Kosu KJTiHiYHi TPOSIBU PO3BUBAIOTHCA Y BiLli
12-30 pokiB 6e3 nomnepeaHLOrO TOCTPOTO BipyCHOTO Te-
natury, i cuanpom JKubbepa, KIiHIUHI IPOSBYU KOO
MaHi(eCTyIOTb IiCIIS TepeHeceHoro TOCTPOro BipyCHO-
ro rermaTtuTy. Y LbOMy BUIIQIKy € TaK 3BaHa IOCT-
rernaTUTHA Fll‘[ep61JIlpy6lH6M1H ITprdomy BoHa Moxe
OyTH TIOB’si3aHa He TibKY 3 iHiljaniero KIHIYHUX Tpo-
ABIiB TeHeTUYHOro JedeKTy (3 iCTHHHUM CHHIPOMOM
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JKunnbepa), aje i 3 pO3BUTKOM XPOHIYHOTO BipyCHOTO
renaTuTy. ToOTO XBOPi 3 MOCTTENATUTHOIO Tinepoinipy-
GiHeMi€l0 TOTPeOYIOTh PETEIbHOTO KOHTPOJIIO Ta Ipo-
BeJieHHs rdepeHIliaNbHOI AiaTHOCTUKU MiX CUHZPO-
MoM JKunbbepa i XpoHIYHUM BipyCHHMM rematitoMm [1].

[Tpu curzapomi JKubbepa CIiBBiIHOIIEHHS Y0JIOBI-
KiB i xiHOK craHOBUTH 3—4:1. ABryctuH JKunbbep
ONKCYBAaB XapaKTepHy TpiaZy KJIHIYHUX MPOABIB:
«IeYiHKOBA MacKa» (OBTSAHHULA), KCAHTeNa3MHU I0-
BiK, IepiOANYHICTh CHMIITOMIB. XapaKTepHO IIOCHU-
JIeHHS KOBTAHUII TicasA iHpeKuUil, emouiitHoro i ¢i-
3WYHOTO HABaHTAXXEHHS, NPUHAOMY aHAOOJIIYHUX CTe-
poiziB, ITIOKOKOPTUKOI/IB, aHAPOTeHiB, pudaMIilyHy,
[VIMEeTU/IVHY, JIeBOMILleTHHY, CTPelTOMILHY, Calilu-
JIaTy HATPilo, aMMiNUIIiHy, KodeiHy, eTuHinecTpaziony,
mapatetamody, cyiboaHinaminis, miakapOy, MeHTOIy,
TOOTO TiC/Isi TPUHOMY THX TpenapaTiB, y MeTaboJi3mi
Akux Gepe ydactb YI®OI'T. Lli mpemapaTu Ha3UBAIOTh
armokoHaMu. KpiMm TOro, JXOBTAHULIS MOXKe OCUTIOBaA-
THCA TCJIA TOJI0AyBaHHs, OoBaHHsA. Hartenep foBeze-
HO, III0 YKOBTSIHUL[S He € 0O0B’A3KOBOIO 03HAKOIO CHH-
npomy JKunbb6epa. BoHa e BepxiBKa aiicbepra, T06-
TO y OiNBIIOCTI XBOPUX JKOBTSHULA BHHHKAE TiIBKU
TicJiA MPOBOKallil, HaPUKJIaz Mic/s IPpUMoMy 3a3Hade-
HUX Buie TpernapaTiB. 1[0 0OCTaBUHY HaA3BUYANHO
B&XJIMBO OpaTHl 70 yBAard TMpU MPOBeAEHHI KJTiHIYHUX
BUIIPOOYBaHb Pi3HUX HOBUX JIiKapChbKUX 3acobiB. ITiz-
BUILIEHHS PiBHA Oinipy6iHy MOXe OyTH NPUITHSATE 33 T10-
GiuHy peakliio, TOZi SIK HACTIPABJi € IMOBIpHICTh TOTO,
110 XBOPUH CcTpaskaae Ha cuHapoM JKubbepa, a mpemna-
paT CIIPOBOKYBaB HEKOH OrOBaHy rinepoinipybineMiro.
[Toni6Hi cutyarii Oy Bif3HA4YeHi MPU KITiHIYHUX BU-
NpobyBaHHAX TOKCUITi3yMaOy (mpemapary Jisi T1iKyBaH-
HsI PeBMaTOiZIHOTO apTPUTY), pUbaBipHHY, a TAKOX Mpe-
napary, KU 3aCTOCOBYETbCA IS JIIKYBaHHA aKpOMe-
rajii y XBOpuX, CTIMKMX ZI0 COMaToCTaTuHy [11].

XBOpi YyT/IUBI 10 XOJIOAY, y HUX JIETKO BUHUKAE T'y-
cs14a mKipa. PiZIko mposiBASEThCS MirMeHTallis 06114-
Ys, MIrMeHTHI IUIAMU Ha IIKipi. 3BUYaliHUMU € TXK-
KiCTb y IIpaBOMY nizpebep’i, AUCIIENTUYHI SBUIIA, ac-
TeHoBereTaTuBHi po3nagu [5]. Tak, A. I. IllaTixiH 3i
cniBaBT. (1997) [13] npu obcTexeHHi 7 XBOPHX Bifl-
3HAYMB, IO Y BCiX NAL[i€HTIiB BUABIAINCSA MiiBUILIEHA
peakTHBHa i ocobwucricHa TPUBOXHICTb, TIOraHe CaMo-
TMOYYTTA i 3HWKEHHsA aKTUBHOCTI. BinzHaueHo 306ijb-
IIeHHA BiICOTKOBOI IpezcTaBiaeHocTi D-cHy; Berera-
TUBHI [TOKa3HUKYU HIYHOTO CHY i HeCllaHHA He po3pi3-
Hsucs. Taki 3MiHu ncuxosoriyHoi cdepu i opraniszarii
HIYHOTO CHY, Ha [yMKy aBTOpiB, BUHUKAJI IEPBUHHO
y BiZIOBiJb HA MiZIBULIIEHHS BMiCTy HEKOH IOTOBAHOTO
6inipybiHy BHACJIZOK MOr0 BIJIMBY HA TillOTaJaMyC.
ITinBuIIeHHSA PiBHS HEKOH FOTOBAHOTO Oiipy6iHy mpu-
3BOJUJIO TAKOX JI0 6iOpI/ITMOJIOI‘i‘-IHI/IX 3pyLIeHb, repe-
6yz[031/1 MOTUBALIAHOI cepH, 1O CyNPOBOMKYBaNOCS
NiIBULIEHNM piBHEM TPUBOXXHOCTI Ta CIPHUSAIO pO3-
BUTKY aCT€HIYHOTO CUH/IPOMY.

Y 20% BunazkiB npu cuHApoMmi JKusbbepa BUSIBIIS-
IOTh TIOMipHe 30iJIbIleHHs ediHKy; Y 30% BUMAZKiB —
XOJIeLMCTUT, 30KpeMa KaJbKyJIbO3HWUW, XOJIAHIIT;
y 42% BumagkiB — IUCQYHKI[IO >XOBYHOIO MiXypa
i cpinkrepa Onni; y 12,5% BuUnazKiB — XpOHIYHUIA re-
IIaTUT aJIKOTOJIbHOI, BIpYCHOI eTiojiorii, a TaKoX
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peaxkTHBHUY; ¥ 7,4% BUMAJKIB — XUPOBY AUCTPOPit0
nevinky; y 0,7% BUINAZIKiB — reMaHriOMH [IeYiHKH [5].

3a manumu M. A. KonHoBasoBoi 3i cmiBasT. (1999)
[6], mpu ybTpa3ByKOBiit xomnerpcrorpadii HopMaabHa
bYHKIIS KOBYHOTO Mixypa Bif3Ha4yaeTbcsi B 29,3%,
JVCKiHe3id 3a rinepMoTOpHUM TUoM — B 20,7%, 3a ri-
TIOMOTOPHUM TUNOM — B 50% Bumazkis. IIpu 6arato-
MOMEHTHOMY [lyO/leHaJIbHOMY 30H/lyBaHHi Ti X aBTOpU
KOHCTAaTyBaJIl HasABHICTb Y XBOPUX AMCKiHe3il XOBYO-
BUBIJHUX LUIAXIB Y 88% Bumaznkis (3 mepeBakaHHAM
TiMOMOTOPHOI ~ JUCKiHe3il 3JKOBYHOro Mixypa —
B 51,7% BumasnkiB); mopymeHHs QyHKOil ciHKTepa
Omni — y 72,2% BunazkiB (rinotoHyc cdinktepa —
39,7% crioctepexeHb, TinepToHyc — y 34,5% obcTexe-
HUX). Y 96% XBOpUX BUSIBJIEHO 3MiHU 6i0XiMi4HOTO
CKJIazly ’KOBYi, 3MiHM IIOKa3HUKIB, 1[0 XapaKTepu3yTh
JITOTeHHICThb KOBYi: 3HW)XEHHS X0JIeBO-XO0JIeCTePUHO-
BOTO KoeillieHTa i X0J1aTO-X0IeCTepHHOBOTO iHIEKCY,
NiBULLEHHS {H/IeKCY JITOreHHOCTi. ABTOPY BBaXKalOTh,
110 MAL[i€HTIB i3 CKUHAPOMOM H(Hnb6epa CJIiZ BimHEeCTH
710 TPyTM PU3UKY PO3BHUTKY XOJIesiTiasy.

JlificHo, XBOpi 3 CHHIPOMOM )Kymb6epa MarTh
Oinblile MIaHCIiB 3aXBOPITH HA JKOBYHOKAM'SIHY XBOPOOY
(KKX). Taxk, npu obcrexxenni 198 marmienTiB 3 JKKX
i 152 3nopoBux 6e3 JKKX BusBuiocs, mo YKKX Bipo-
TiZIHO yYacTille pO3BUBAETHCA CaMe IPU CUHAPOMI
Xunn6epa [20].

Llet ke dakT MiATBEPIKEHMIA MeTaaHaTi30M, AKUN
BKJIF0uMB 2816 marientis 3 JKKX i 1617 mnauienTis 6e3
KKX. Bussuiocs, 10 3a HaABHOCTI cMHAPOMY JKniib-
6epa pusuk JKKX ninsumenuii Ha 21,2%, pudomy ce-
pen 4oJoBiKiB [15].

Mu crnocrepiranu HasBHICTb OiiapHOTO CHAZKY
B 42,3% Bunazxis cuaapomy Kubbepa. IIpidomy came
3 GimiapuuM cramkem pu cuuapowmi Kuib6epa moB’si-
3aHe MiZIBUILIeHHS PU3UKY PeLUVBYIOUNX TaHKpeaThy-
HUX arTaK, fKi, 3a HAllMMU JaHVMY, PO3BUBAIOTHCH
B TPeTWHi BUNIAJKIB. Y 3B’A3Ky 3 LIUM HAroJIOIyeMO Ha
HeoOXiZHOCTI MPOQiNAaKTUYIHOTO MPU3HAYEHHS ypCcozie-
3o0kcuxoseBoi kucnoty (Y XK) npu wiii natosorii.

BupingioTh «INe4OpPUHCbKUW BapiaHT» CHUHZAPOMY
Junbbepa, onucanmii B nosicti M. 0. JlepMOHTOBA.
HiiicHo, y IleyopiHa Oysa iHTepMiTylo4a >KOBTSIHUIIA,
sIKa TIPOBOKYBAJIaCh HEPBOBO-TICUXiYHUM 30Y/DKeHHAM
i He BIIMBAJIa Ha 3arayIbHUM CTaH («A nosepHyscs dodo-
MY... OMPYUHA 37iCMb MAJI0-NOMATY 3AN08HI06ANA MO0
dywy... 4 e cnas ycio uin. Jlo panky 2 6y8 sosmuil, K
nomepareyp»). Kpim toro, Ileyopin — mMononuii 4oso-
BiK, 4UI IPUroZiX He BUKJIMKAIOTh CYMHIBIiB Y MilIHOMY
370pOB’], 1 0sABA KOBTAHULI, CYASYY 3 OAAIBLINX IO~
ZIi¥, @ HifK He 3HIKY€ Oro MOJaIbIIoro ToHycy. Ile-
4opiHa TypOyBaiM AMCIeNTHYHi sBUmA. i MOBiCTi
«KHsbkHa Mepi» BiIOyBa€TbCS B MiCIIEBOCTI, Jie <«iyM-
aame yinrowi xmoui» (KucnoBoncek, IT'ATUrOpChbK);
Ieqopin IPUIMaE «BCTAaHOBJIEHY MAaKCHMAJIbHY Kislb-
KIiCTb CKJISIHOK Hap3aHy» (<. MeHe npenozanuil winy-
HOK>). Momy MpUTaMaHHa eMOLliiHa nabinpHicTh — He-
PIBHICTb NOBEJIHKY, CXUJIBHICTb A0 Jelpecii, iMIyJib-
CUBHICTb OakaHb Ta BUMHKIB [4].

Y niteparypi € mje OfMH OnNMC CAHApOMY JKwuib-
bepa — y aBToGiorpadiunomy TBOpi KusiruHi M. K. Te-
HUIeBOI «BpaxenHa wmoro kuttd. Cnoraau».
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M. K. TenumeBa BuxoByBasacsi 6e3 6aTbKa, MIpUIOMy
Woro iM’si Tpumasnocsi B TMOOKii TaemHuni. Cama
M. K. TeHuieBa Tak onucye o0CTaBUHH, 33 TKUX BOHA
BIIEpILe /[i3HaJIacs PO CBOro 6aTbKa 3 PO3MOBH 3 IIO-
IPYKKOIO:

— Aze 51 mol, K020 mu HA3UBAEWL Mamom, mobi 308-
cim He mamo.

— A xmo ix 6in?

— Tenepiwnii mamo — 407108iK MBOEI Mamu, ane mu
He 1020 004Ka.

— A xmo x mit mamo?

— Teiii cnpasychiti mamo He 6Y8 40JI08IKOM MAMU,
80HA 11020 NPOCMO MAK JHOOUNA.

Cepuye 3acmuzno 8 MeHi, 6 CKPOHAX 3acmy4ano... A Ha-
MA2anacs 3po3yMimu maemMHuu cexc, ane 5 0yaa 3aHaomo
Mana, wjoce 8UCIU3ANO... I Matixce Kpuuana, 0OnumyroHu:
«Crasrcu, xmo 6iH?»

— Teiu 6amwko 6y8 kHA3b B... T8os mamu posnrobuna
1020 i KUHYAA...

Moe 30usysants nepexoouno 8 #ax...

— A 6iH... miti mamo, Oe 8iH?

— Bin nomep. Tu cupoma.

A 3acmuena, Haexono mexe éce nomepko... Tpem-
minHs npobizno no miny. Oui eopinu 6e3 cnis... Y meHe,
AKY HIXMo He 100U8, HIKOIU HABIMb He NeCmus, —
y Mmene 6y8 ceil pidnuu mamo, Sxuil 1r00us mexe i Ha-
8imMb NAAKAS 3d MHOM, i Yb020 mama Oinbule HEMAE, BiH
Yy moeuni... A cupoma...

Yeeuepi nicns eeuepi nouanu wiykamu mere. Ycroou
ulyKany, nepessKanucs 0o cmepmi: piuxa maxa O61u3sKa.
Yu doezo do Gidu?

Ii3Ho, nicnia 0oezux NOULYKia, MeHe Hapeumi 3HAUWNU
Ha 00HOMY 3 20p0Ki8, 3apOCIOMy Mpasoro, y eUbOKil He-
NPUMOMHOCMI.

Ha dpyeuii deno 5 3axeopina na scoemsruyro. Obnuu-
s, pyKu, Hagimo OLIKU 0Hell NOHCOBMINU.

Sk i y Bumagky 3 Iledopinum, Mu 6ayumo, w0
y NMPaKTAYHO 3[J0POBOI JIIOAWHYU (OUTHMHU) HA BUCOTI
IICMXOeMOLIITHOTO HaIpy>eHHs PO3BHUHYJACSA XKOBTH-
HUILIA. 3 BeJIMKOK KMOBIPHICTIO MOXHa JyMaTW IpPo
curapom Kumbbepa [8].

I[Tpu cunapomi JKunvbepa B 30% BumazkiB remor-
7106iH ninsuenwii noxaz 160 r/m1, y 15% nauieHTiB BU-
ABJIAETHCA JIETKAN PETUKYJIOLUTO3, Y 12% — 3HMKEHHA
OCMOTHUYHOI CTIMKOCTI epI/ITPOLII/ITiB 36inbIneHHs BMiCTY
reMorsiobiHy B KPOBi NOB’A3YIOTb 3 MOro Ha/IMipHUM
CHHTe30M IpY MifBULIeHOMY piBHi GLipyGiHy B KpOBi
i TkaHMHaX. [IuTaHHA PO HASABHICTH IPUXOBAHOIO re-
MoJTi3y rpy cuHApoMi JKuib6epa (peTrKyIoLHTO3, 3H)-
YKeHHSI OCMOTHYHOI CTiKOCTi epUTPOLIUTIB) € TEMOIO
baraTopiyHoro obroBopeHHs. linep6imipyOiHemisi He
nepesuiye 80—100 MKMOIBb/J1, i3 3HAYHUM ITepeBaXKaH-
HAM HenpsMoi ¢pakiii. MoXJIvBe HeBeIMKe TOpYIIeH-
Hf BUBeJIeHHS OpoMmcyibgareidy, 30iIbIIeHHS BMiCTY
B KPOBi KUIIKOBOI ¢pakiiii sy>xHoi Ppocarasu. Y HU3Li
BUIIA/IKiB cUHZIpOM JKWiIbOepa MOENHYEThCSA 3 CHHAPO-
mamu Mapdana, Enepca — anso [7, 10].

Po3pobiieni i crerfiasbHi TecTH AJs JiaTHOCTUKA
cunzipomy JKunbbepa. Tak, 0OMeXeHHs KaJOpPiHHOCTi
bxi mo 400 kkai/moOy abo TroJoAyBaHHS MPOTITOM
IBOX 71i0 PUBOJWUTH IO Ti/IBUIIEHHS MMOKa3HUKA BiJb-
Horo 6inipy6iHy B KpoBi. BHYTpilIHbOBEHHE BBe/IeHHS



40 Mr HIKOTMHOBOI KUCJIOTH CIPUSAE 3HWKEHHIO 0CMO-
TUYHOI CTIMKOCTi @pUTPOIUTIB 1 MiABUIIEHHIO PiBHS bi-
nipy6iHy B kpoBi. [Ipuiiom ¢eHobapbitany 3 mr/Kr/
100y npoTsrom 5 aHiB pu cuHApomi JKibbepa iHiwi-
10€ 3HMKeHHS PiBHA 6iipy6iHy B KPOBi, TOMY IIIO Ipe-
napart iHykye akTuBHicTb Y/IDTI'T. 3acTOCOBYIOTH Ta-
KOX pudamIminyHOBuUE TecT: micis BBeneHHS 900 mr
pudamninuHy y nanieHTiB i3 cunapomom JKuibbepa
piBeHb OiTipyOiHYy B KPOBi 3HAUHO MiBUINYETHCS [9].
MopdonoriyuHo xapakTepHO HaKONWYeHHS MUJIOINO-
NiGHOTO 30JI0THCTO-KOPHUYHEBOTO dpepMeHTy Jinodyc-
[IVHY [lepeBa)KHO B LIeHTPi 4acTo4oK. IlocuieHe yTBo-
peHHs JNoQyCUUHY BBAXKAIOTh MPHCTOCYBaJIbHIM Me-
XaHi3MOM, TOMy LI[O Liefi ITI'MeHT € pe3yIbTaTOM PeaKLii
aBTOOKcCHUAALii METaJIO(l)JIaBOHPOTEIII;lB i € ogHUM i3
IsKepen eHepril y renatouurti [7]. Kpim toro, miz yac ri-
CTOJIOTIYHOTO AociimpKeHHs y 20—-24% XBOpUX BUSB-
JIAIOTh CYIYTHIO [ATOJIOTIIO NeYiHKU Pi3HOI TAXKOCTI.
i pakTu 3MymIyIOTh BBaXKaTH cUHAPOM JKuibbepa He
TaKVM B)Ke HeIIKi[/IMBUM 3aXBOpIOBaHHAM. Ha e x
BKa3ye BKMCOKa vacToTa OiymiapHoi matosorii (nuB.
Bullle). Binbll TOYHO MOXHA BCTAHOBUTHU [IiarHO3 3a
ZIOTIOMOT'010 TeHETUYHOTO TeCTyBaHHS, siKe Bce Oiblie
BXO/IUTD y KJIIHIYHY [IPAKTUKY 1 Ha CbOTO/IHI CTaJIO OC-
HOBHUM 1 HaWOinbm iHGOPMATUBHUM METOZIOM Jia-
THOCTUKY cuHApoMy JKusboepa.

ITepe6ir cuaapomy JKubbepa JOKIAHO OMMCAHUI
A. ®. bmorep 3i cniBaBr. (1975) [1]i cxemaTnyHO Ipes-
CTaBJIEHUH Ha PUC. 4.

HenepeHocHMICTb aAKOTOALD,
XMPpiB, renatoMeranis,
MMOBIPHICTb cnAeHOMeranii,
TeMHa ceua,
HEeNpOoBEreTaTMBHi
NOPYLUEHHS,
NIABULLEHHSA PiBHSA
ANAT 11 AOD,
XONECTEPUHY,
npAMoro
6inipy6iHy

AvcnentuyHi
PO3AAAU, BHUXKEHHS
aneTuTy, NOKa3HWKIB
CyAEMOBOI Npobu,
XOAECTEPUHY, anbbyMiHiB
KPOBI, NIABULLEHHA
MOKa3HWKiB copbiT-
AeripporeHasu

CnabkicTb,
NIABULLEHHSA
AOA

TpuBanictb XBopobu

Puc. 4. Cxema AMHaMIKM KAIHIYHKX | AaBopaTopHKX Npo-
ABIB cuHAPOMY JKrabbepa 3i 36iAblLUEHHAM TPUBAAOCTI
3axBoptoBaHHA [1].

AAAT — anaHiHamMmiHoTpaHcdepasa, AD — AyxHa pocdaTa-
3a, ADA — pudeHinamiHoBa npoba.

CunzpoM MenseHrpaxra 10 HeJaBHbOTO 4acy BBa-
’Kaly Maibke CMHOHIMOM cuHapomy JKunbbepa, sKuii
HepiKO HaBiTh Ha3uBaau <«cuHApoM Kumbbepa —
MeiinenrpaxTar. OHaK mi3Hire 6yJ10 I0Be/IEHO, IO Iie
pi3Hi cMHIPOMY 3 TTOZIIOHOIO KJTIHIYHOK KapTHHOIO. 3a-
TaJIbHUM JIJISI IBOX CUHIPOMIB € 3HV)KeHHS PiBHS Oii-
pybiHy npu MpU3HAYeHHi aKTMBATOPiB (pepMeHTIB Ie-
4iHKM, BiK MaHidecramii, iHTepMmiTylounii xapaxrep
’KOBTSIHULIi, piBeHb 6inipyGiHy B KpOBi He Gisiblle Hix
80—100 MKMOJIb/JT 32 PaXyHOK HEeKOH FOroBaHoOi ¢pak-
i, KJIiHIYHI [POSABU y BUIJIAAI IKTePUYHOCTI IIKipU
i cnM3oBUX 0OOJIOHOK, AMcIiencii, acTeHii. Ane mpu
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CUHZAPOMi MeliieHrpaxTa € TiIbKY i30J1bOBaHe 3HMKeH-
Ha aktiBHOCTI Y/IOI'T, a MeMbOpaHa rematouuTiB, Ha
BiZIMiHY Bizl cHapoMy JKubOepa, akTUBHO Gepe y4acThb
y 3axBati 6inmipy06iny [7].

HansBuyaiiHo BaxkvBa auidepeHIiiiHa AiarHOCTUKA
cunzpomy Kubbepa 3 iHIIMMY 3aXBOPIOBAHHAMUY, IO
CYIIPOBOIKYIOThCSI HEKOH IOTOBAHOM0 rinepoinipybine-
Mieto (Tab. 1). Koo 1ux 3aXxBOpIoBaHb IOCUTD IUPO-
Ke, a TSKKICTb KJIHIYHOrO Iepebiry i mporuo3y rasexi
Bin mobposikicHocti cunmpomy JKwibbepa. Tak,
A. L. IlaTtixin (1997) [12] npu ob6CTeXXeHHi XBOPHX
3 HEKOH'IOTOBaHOM TinepoOinipybiHeMielo AOBiB, IO
B 46% BUINa/IKIB BOHA IIOB’A3aHa 3 BIPyCHUM remaTu-
TOM; Y 30% BUNAZKiB — 3 QJIKOTOJIbHUM YPaKeHHAM
nevinky; y 20% BUmazkiB — 3 MOCTTeNaTUTHOIO rirep-
6inipybiHeMieto, sika MOCTYMOBO 3HMKAJIa IIPY TPUBAJIO-
MY CIIOCTepeXXeHHi 3a XBOpUMY; y 2% BUNAJKIB — 3 re-
MOJIITUYHOIO aHEeMi€l0 i TINbKU Y 2% TaLi€eHTiB — 3 CUH-
npomom JKusbOepa.

OCHOBHUM 3ac000M JIiKyBaHHS cUHZpoMY JKuibbe-
pa i cunapomMy MeidieHrpaxTa 10 HelaBHbOTO Yacy BBa-
xam peHobapOiTal. Horo e eKTUBHICTb OSICHIOETbCS
TUM, 10 Ipenapar inaykye akTusHicTb YDI'T, cpusie
npostideparii rragKoro eHAOMIa3MaTUYHOTO PETHKY-
nymy, 30inbIeHHto myny Y- i Z-niranais. Hemonikamu
denobapbiTay € cenaTUBHUI edeKT, CIOTBOPEHHS Me-
TabOoJi3My TpernapaTiB, IO €KCKPeTYIOThCS Y BUIJISAI
TJIFOKYPOHIZIiB, CTHMYJIALs MeTaboJi3My CTepOiNHUX
ropMoHiB. Bractusictb iHAykuii aktuBHOCTI YIOI'T
Ma€ TakoX (JIyMalMHOJ, SIKUi GiNbI BiJOMU#L TIpak-
TUYHUM JIKapsM i/l TOPrOBOO Ha3BOK 3UKCOpUH. Of-
HaK Ipernapar IaBHO 3HUK 3 alTeK.

[IpencraBnsfeTbCs MEPCHEKTUBHUM  JIIKyBaHHS
cunapomi JKunbbepa i Meiinenrpaxra YAXK. Sk
i pupammninun, YOXK migsumye excnpecito MRP3
(multidrug-resistance protein 3) Ha 6a3zonatepajibHii
MeMOpaHi renaTonuTa, o CIpusie HopMaisalii piBHS
6inipy6iny y nopociux [16] i HoBoHapomkeHux [3, 17].

A. P. Pensic (2011) HaBena nikasi jaHi Ipo 3acTo-
cyBanHA Y/IXK a4 JniKyBaHHA AiTel i3 CUHAPDOMOM
Xuns6epa. IamieHTiB po3AinuaM Ha IBi Tpynu Bif-
IOBIJHO [0 [ABOX [JeCATWIITb CIIOCTEePeXeHH:
1992-2000 pp.i2001-2010 pp. Lli necatumitTs BiApis-
HAJINCA TUM, 10 Ha [IepIIOMY eTarli ali€eHT! He OTpu-
MmyBau npemnapatiB YXK abo oTprMyBaiu 3a IOKa-
3aHHAMH, KOJIH B)Xe OyJia pO3TOPHYTa KapTHHA YpakeH-
Hs GiyiapHoro TpakTy. HopManbHuii ctaH GimiapHoro
Tpakty OyB TinbKK y 11,8% miTeii i3 cuaapomMom YKuitb-
Gepa, 1m0 croctepiranucs B 1992-2000 pp. ¥V 76,5%
OyJ1a AMCKiHe3isd )KOBYOBHMBIAHUX MUIAXIB, MailXe y I11O-
JIOBMIHM 3 HUX 3i CJIa/DK-CUHAPOMOM. Maibke y 12% ni-
Teld AiarHocTyBaau Bxe po3BuHeHy JKKX. Ha npyromy
erari (2001-2010 pp.) oberexxeni 105 mamientis. ITo-
YMHAIOYU 3 [IepIINX KPOKIB, K TIIbKYU BCTAHOBJIIOBAJIN
niarHo3 cuHapomy JKusbbepa, TpOBOIUIY IIPEBEHTHB-
Hi Kypcu YIXK 2 pas3u Ha pik. ¥ L[UX Nali€eHTiB Marxe
B 65% BUIA/IKiB Bij3Ha4eHO HOPMaJIbHUIA cTaH Gimiap-
Horo Tpakty. Kinbkicts xBopux i3 JKKX ckoporunaca
B 4,5 pa3a (1o 2,8%) [11].

YIIXK noka3aHa He TiJIbKY 3 MOTJIAAy TpodinakTu-
K popmyBanHs GimiapHoro ciamky i KKX. ITokasa-
HO, [0 MpemapaTr peryioe OinipybiH-iHayKOBaHUIA
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Tabavua 1. AudepeHuianbHa AiarHOCTMKa OyHKUiOHaAbHMX rinepbinipybiHemin (3a A.C. Ky3HeLOBWMM 3i cniBaBT.,

2001 [7])
CuHapom ;::z:"aAKy' MaTtoreHes KaiHiuHi nposaBu AikyBaHHA
Kpuraepa — ABTOCOMHO- BiacyTHicTb YA®IT | MaHidecTauia B nepLui FOAMHWU XUTTS, ®dorotepanis,
Hawspa peLecUBHUM AAEPHA XOBTAHULS TSXKOro nepeobiry, TpaHCNAaHTaLIs
1-ro Tny 6inipybiHoBa eHuedanonartis. binipy6iH neyviHKM
>200 MKMOAbL/A
Kpuraepa — ABTOCOMHO- | BHMXEHHS MaHidecTauia B nepLui MiCAL XMUTTS, deHobapbitan,
Hawsapa peuecuBHuid | akTuBHOCTI YADTT AAEPHA XXOBTAHULA CEPEAHBOIO CTyneHA | poTtotepanis
2-ro TMny TXKOCTI. Binipy6iH <200 MKMOAb/A
Xunbbepa ABTOCOMHO- | BHWXEHHS aKTUB- Hanuacrile y xAonumkiB, MaHidecTalis deHobapbitan
AOMiIHaHTHUI | HOCTi YA®IT, nopy- |y Biui Bia 7 Ao 30 pokiB. IHTepmiTytoua
LLEHHS 3axBaTy BiAi- | IKTEPUYHICTb CKAEP i LLIKIPK, PIAKO AMcChe-
py6iHy renatouMToM | Ncis, acTeHisauis
AabiHa — ABTOCOMHO- | [opyLLEHHSA HanuacrTiwe y yonoBikiB y Biui 25-30 po- | Hemae
LKOHCOHa AOMIHAHTHUI | TpaHcnopTy 6inipybi- | KiB. XXoBTAHMUSA, Hib y NpaBoMy niape-
Hy B renatouuTt 6ep’i, 36iAbLLEHHS NEYiIHKK | CEAE3IHKM
i 3 HLOTO
Potopa ABTOCOMHO- | ToM Xe, WO npu Haiuacriwe y xrnonuukiB y nybeptatHomy | Hemae
AOMIHAHTHUI | cuHApomi AabiHa — | nepioai. XKoBTAHMUA, Aucnencis, 6iAb
D)KOHCOHa, 1 nopy- |y npaBoMy niapebep’i
LUEHHS1 KOH'torauii
6inipybiHy
Ntoci — Apu- Hegiaomo HanagHicTb iHribiTopy | Y AiTel nepLlimx AHIB XUTTS, WO 3HAX0- BiamoBa
CKOAA YAOIT y monoui AATECA Ha FPYAHOMY BUTOAOBYBaAHHI. BiA IPYAHOTO
marepi BinipybiHOBa eHuedanonaris BUIOAOBYBaAHHA
AareHeca ABTOCOMHO- linepnaagia Aimda- | MaHidecTauis B HeoHaTaAbHOMY nepioai. | Hemae
PELECUBHWUIA | TUMUHUX CYAMH MeYiH- | IHTEpMITYHOUMI Nepebir XOBTAHML.
KW 3 PO3BUTKOM X0- | MoxyTb ByTH AereHepaTuBHI NpoLuecu
AecTasy LEHTPaAbHOI HEPBOBOI CUCTEMMU
Bannepa Hesipomo MepunopTanbHUiA MaHidecTauia B nepLui TMXHI XUTTS. Hemae
®ibpo3 i3 nopyleH- | BupaxeHa xoBTaHUUSA, BinipybiH A0
HAM BIATOKY X0BYi | 300 MKMOAL/A

arioNTo3 aCTPOLUTIB Y LIeHTPaIbHill HepBOBil CUCTEMi.
Llen mexaHi3M fil € MPUHLMIIOBO BaXKJIMBUM IIPH Ti-
nep6iipybiHeMii, TOMy IO MigBUINEHUI piBeHb Oifi-
pyOiHy B KPOBi TOKCUYHO /li€ Ha [IeHTPAJIbHY HEPBOBY
cucreMy. B excrepyMeHTI IPOJEMOHCTPOBAHO, IO
YIXK 3paTHa 3MEHIIUTU YyTJIUBICTD HEPBOBUX KIli-
THH JI0 yPaXKyt04oi il Hempsimoro 6iipy6iny. Kysibry-
Py HEpBOBUX KJIiTHH IIypa (aCTPOLUTH i HEPOHHU) iH-
KyOyBaJv 3 HempsAMUM Oiipy6GiHOM ab0 3 HempsAMUM
6inipy6inom B mpucytHocti YIXK. V pasi inky6auii
6e3 YIXK OyJio miBUIIEHHS aNoONTO3y LKUX KJITHH
B 4—7 pasiB. Y pasi, Ko BOHU iHKYOyBaJIKCh 3 HEIpsi-
MuM 6inipy6iHoM y mpucytHocti YIXK, BinOyBaBcs
icrotHu#t 3axuct (60%), 3HMWKEHHS PiBHA amoONTO3Y
MeHmIe Hix 7% [11, 18, 19].
A. P. Peisic (2011) nponoHye HaCTyIIHUI aITOPUTM
niKkyBaHHs cuHApoMy JKunbbepa [11].
« Jliera.
o [MlagHUN pexum:
— BiZICyTHICTb i3MYHIX i eMOIIHIX TIepeBaHTaXKEHb;
— MiHiMi3a1ig IpUoMy MeZIKaMeHTiB.
« ®enobapobiTa:
— npM piBHi 6inipy6iHy oHaz 4—5 HOpM — deHo-
GapbiTar;
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—npu piBHi 6imipybiHy 10 2—3 HOpM — BaJo-
KOP/ZUH.

« YIXK 10-12 mr/xr/mo06y:

— poiTaKTUYHIIA KypC 110 3 MicALIi 2 pa3u Ha PiK;

— [IpY HifIBUIEHH] PiBHA mpsiMoro 6inipy6iHy (zo
HOpMaJti3atii);

—3a HasBHOCTI GiniapHoro ciazpky (o JikBigarii
i 1-2 micaui micns).

Mu BBakaeMo, 1110 3a HAsIBHOCTI 6iliapHOTO AKXy
175 npodiNaKTUKY TAHKpeaTUTy HeoOXi/Hi He KOPOTKi,
a TpuBai peryasapHi kypceu Y/IXK, Hanpukiaz, o 3 mi-
cAui B 1031 10 Mr/Kr KOXHi MIBPOKY.

Opnnum i3 kpamux npenapaTis YIXK, axuii My 3a-
CTOCOBYEMO Ha MPAKTUL, € YpcoHOCT (kommaHis «Op-
raHocin»). I[TepeBaru YpcoHOCTy:

» GisbIIIA KiJIbKICTh JIiF0490i peYOBHHY;

e 3pyYHMU IIPUMOM 3aBASAKU H03yBaHHAM 300 mr

i150 mr;

* €BpOIIENCHKA fAKICTb;

¢ KOHKYPEHTHA LliHa.

3aKiH4MMO CTAaTTIO CJIOBAMHU IIBE/ICHKOI KYPHAJICT-
ku Kapin Botic: «Bionoziuna cnaduuna pisnobiuna. Ilo-
2ane tide y Komnaexmi 3 xopouwum. Xopouie — y KoMnuex-
mi 3 nozanum. Tax 3a8xcou 8 zeHemuyi».



YPCOHOCT  eonos crpanaac

Ypcomeokcnxonesa Kucrnota 3 YPCOHOCTOM pPO3KBITaE

% Crknapa': 1 Kancyna Mictntb 150 Mr abo 300 Mr KMCIOTH
YPCOAE0KCUX0NEBOI.

% MNoka3aHHA':

YPCOHOCT npu3Ha4aloTb NaUiEHTaM i3 peHTreHHeraTus-
HUMW, HEKANbLMIKOBAHMMN KAMEHAMMN HOBYHOMO Mixypa
<20 MM y Hamnbinbwomy AiaMeTpi, ANA AKX MoMe byTu
nposegeHa GaKkyNbTaTUBHA XONELNCTEKTOMIA, BKAOY30YN
NAUIEHTIB 3 BUCOKNM XipYPriYyHUM pU3NKOM Yepes CUCTEM-
He 3aXBOPIOBAHHA, NALEHTIB NiITHLOro BiKy, 0Cib 3 iHAMBIAYa-
NTbHOI0 HernepeHOCUMICTIO 3aranbHoi aHecTe3il abo nauieH-
TiB, AKI BIiAMOBNAOTLCA Big onepauil.

YPCOHOCT npu3Ha4dalTb AnA 3anobiraHHA YTBOPEHHIO
HOBYHMX KGMEHIB Y NAUIEHTIB 3 OMUPIHHAM, AKi NN3HYI0Tb
LLUBWAKO CKMHYTW Bary.

LIHCTPYKUIA ANA MeANYHOrO 33CTOCYBaHHA NiIKaPCbKOro 3acoby YPCOHOCT. P o
IHdopMaLlia (pexknama) AnA po3noBCloAMEHHA cepe MeaNYHMX Ta papMaLeBTUHHNX NPaLIBHUKIB Ha ceMiHapax, KoHdepeHLiAx, cuMNo3iy- 2 Y
MaXx 3 MefnyHoi TemaTukm. PM. UA/12572/01/01, UA/12572/01/02. TepMiH Aii peeCcTpauinHoro nocBiaYeHHs: HeobMerkeHuin 3 17.11.2017. 7 GAN L S J S N
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AiarHocTnka  OyHKUiOHaAbHUX  rinepbinipybiHemin €
CKAQAHOIO AASI MPAKTUUYHOIO AiKapsl, TOMY TPanAsitoTbCS
BUMaAKK, KOAM MALEHTIB 3i cnapkoBUMK 0COBAMBOCTSIMMU
06MiHy 6inipybiHY AOBrO AiKytHOTb 3 MPUBOAY HEOOIPYHTO-
BaHO i HENPaBUABHO AiarHOCTOBaHMX XPOHIYHOTO renartu-
Ty 260 reMOAITUYHOT XOBTAHMWLI.
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Hanuactiwnii  BapiaHT ¢yHKUiOHaAbHOT rinepbinipy-
6iHemii — cHAPOM Xnabbepa. Ha MOAEKYASIPHOMY PiBHi
AEeDEKT NOKANIBYETbCA B OAHOMY 3 5 ek30HIB (1A-5) reHa
YPUANMHAUGDOCPATIAIOKYPOHIATpaHchepasu (YADIT) 1*1.
[eHeTUUYHUI AeDEKT MOAATAE Y HAABHOCTI HA MPOMOTOPHIN
AinsHU A(TA)GTAA reHa, wo koaye YA®IT, AoAaTKOBOIO
AMHYKAeoTUAY TA, TO6TO YTBOPHOETLCS AiniHKa A(TA)7TAA.
Tun ycnapkyBaHHA — ayTOCOMHO-AOMiHAHTHMIA. [pwu
CUHAPOMI Xnabbepa nopyLUyrTbCA 3aXOMNAEHHS, TPaHC-
nopTt i KoH’torauis 6inipybiHy. MatoTb Micue HepocTaTt-
HicTb BiAITPAHCAOKA3M, WO BIiAMOBIAGE 33 3aXOMAEHHSA
6inipybiHy 3 KPOBI | MOro TPaHCMNOPT Y renaToumT; AediLmnT
Y- i Z-NpoTEeiHIB-AiIraHAIB (PePMEHTY rAyTaTioH-S-TpaHche-
pasu), AKi BiAMOBIAAIOTb 3a NepeHeceHHs 6inipybiHy Ao
MikpocoMm; aediumT YADIT, wo 3abeaneuye nepeHeceH-
HSI TAFOKYPOHOBOI KUCAOTU AO BinipybiHy.

Y naujeHTiB 3 cMHApoMOM XXrabbepa niaBuMLLEHA YacToTa
XOBUYHOKaM’'siHOI xBopobu. MK croctepiraan HasiBHICTb
6iniapHoro chnapxa y 42,3% Bunaakis cuHapomy Xuabbe-
pa. Mpuyomy came 3 BiniapHUM cAaAKEM MPU CUHAPOMI



Xunbbepa nos’azaHe NIABULLIEHHS PU3WUKY PELIMAMBYLO-
UYKUX NaHKpeaTUYHWUX aTak, AKi, 3a HaWWMW AaHUMU, Tpa-
NAAKOTLCA Y TPETUHI BUNAAKIB. Y 3B’A3KY 3 LIMM HaAroao-
LLYEMO Ha HeobxiAHOCTI NPOdIAGKTUYHOIO NPU3HAYEHHSA
YPCOAE30KCHMXOAEBOI KMCAOTU (YAXK) mpu wj natoAorii.
MpeACTaBASETbCA NEPCNEKTUBHUM AiKyBaHHSI CUHAPO-
My Xuabbepa YAXK i nip iHWwMM kytom 30py. YAXK, K
i pubamniumH, nipsuwye ekcnpecito MRP3 (multidrug-
resistance protein 3) Ha 6a3onatepanbHii MembpaHi
renatoumTa, LIO CNPUSIE HOpPMaAi3aLii piBHA BinipybiHy
Y AOPOCAMX i HOBOHAPOAXEHMX.

Mwu BBaxaemo, LLIO 3a HassBHOCTI BiniapHOro caapxa AAs
NPOPINAKTUKM NaHKPeaTUTy HEOBXIAHI TPUBAAI PErYASIPHI
kypcu YAXK, Hanpukaap no 3 micaui y Ao3i 10 Mr/Kr KOX-
Hi NiBPOKYy.

OpHMM 3 HaWKkpawmx npenapatiB YAXK, AkMA MU 3a-
CTOCOBYEMO Ha npakTuui, € YpcoHOCT (KomMmnaHis «Opra-
HOCIiH»).
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RU CuHApOM XXuabbepa u naHKpeaTuT:
coBpeMeHHble NPeACTaBA€HUA O naTo-
reHe3e, AMAarHoCTUKE U A€YEeHUU
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KAatoueBble CAOBa: dyHKLMOHAAbHbIE TMNepouApybuHe-
MWK, CUHAPOM XXuabbepa, cuHApPoM MeiaeHrpaxTa, naro-
reHes, AMarHocTvKa, AeUeHue

AVarHocTka OYHKUMOHAAbHbIX rUMNepbuAnpybruHeMmii
BbI3bIBAET CAOXHOCTU Yy MPAKTMYECKOro Bpaya, No3tomMy
HEPEAKM CAyYaM, KOTA@ NALMEHTOB C HACAEACTBEHHbIMM
ocobeHHOCTAMU obMeHa BUAMPYOMHA AAMTEABHO AevaTt
Nno NOBOAY HEOBOCHOBAHHO W HEMPaABUAbHO AWMArHOCTM-
POBaHHbIX XPOHUUYECKOrO renartuta MAM reMOAUTUYECKOWM
XKEATYXM.

CaMmbllii YacTbll BapuaHT OYHKUMOHAABHOW rUnepbuan-
pybuHEMUM — CUHAPOM XXuAabbepa. Ha MonekyasipHOM
YypOBHE AEdEKT AOKAAM3yeTcs B OAHOM M3 5 3K30HOB
(1A-5) reHa ypuUAMHAMDOCHATIAIOKYPOHUATPaHCHEpPasbI
(YA®IT) 1*1. TeHeTMuyeckun AePEKT COCTOUT B HaAUYMM
Ha npomoTtopHOM yyactke A(TA)GTAA reHa, KOAMPYHOLLErO
YAOIT, AONOAHUTEABHOTO AMHYKAeOTUAA TA, T. e. obpasy-
erca yyactok A(TA)7TAA. Tun HacAeAOBaHUA — ayTOCOM-
HO-AOMWHAHTHBbIN. MpK cMHAPOME XXuabbepa HapyLuatoTcs
3axBart, TPAHCMNOPT U KOHblorauus GuanpybuHa. Mmetot
MECTO HEAOCTATOYHOCTb BUAUTPAHCAOKA3bl, OTBEUAIOLLIEN
3a 3axBaT 6UAMPYOMHA M3 KPOBW M €ro TPaHCNOPT B renaro-
UmT; AeOUUNT Y- U Z-NPOTEUHOB-AUTAHAOB (PEePMEHTa rAyTa-
TUOH-S-TpaHchepasbl), OTBEUAIOLLUMX 33 NEepPeHoC BUAMPY-
61Ha K MUKpocomam; pednumt YADIT, obecneunBatoLLen
NepPeHOC MIOKYPOHOBOM KMCAOTbI K OUAMPYOUHY.

Y naumeHToB ¢ CMHAPOMOM XXnAbbepa NoBbilLieHa YacTota
XeAUHOKaMeHHoM H6oae3HU. Mbl HabAlopaAn HaaMure 6u-
AMApPHOro crnapxa B 42,3% cayuaeB cuHapoMma XXunasbepa.
MpryeM MMEHHO C BUAMAPHBLIM CAAAKEM MPU CUHAPOME
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XXnabbepa cBsA3aHO NOBbILLEHWE PUCKA PELIMAMBUPYIOLLIMX
NMaHKpeaTMYeCKNX aTtaK, KoTopble, MO HalMM AaHHbIM,
pa3BMBatoOTCA B TPETU CAyyYaeB. B ¢BA3M € 3TUM Moavep-
KUBaeM HEOHXOAMMOCTb MPOPUAAKTUUECKOTO HA3HAYEHWS
YPCOAE30KCUXONEBOM KMCAOTbI (YAXK) Npr 3TOM NaToAOrmK.
MpeacTaBASeTCA NEPCNEKTUBHLIM  A€YEHME CHHAPOMA
Xnnbbepa YAXK u ¢ apyror Touku 3penus. YAXK, kak v pu-
damnuumH, nosblwaer akcnpeccuro MRP3  (multidrug-
resistance protein 3) Ha 6a3onaTepanbHOM MeMbpaHe
renartoumTta, uto cnocobCTBYET HOPMaAMU3ALIMK YPOBHSA Bu-
AMPYBUHa Y B3POCABIX 1 HOBOPOXAEHHbIX.

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

OpHUM M3 Ayylimx npenapatoB YAXK, KOTOPbIKM Mbl Npu-
MEHSIEM Ha MpaKTuKe, ABASETCS YPCOHOCT (KOMNaHus
«OpraHocuH»).
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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).



