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HEOHATAJIbHbIE
XXEJITYXHN

reMmosimTuueckasa 6onesHb nnoga u
HOBOPOXXAEHHOIo

siiepHasn XenTyxa

YKeNTyxa Y HOBOPOXXAEHHOIr0 B pe3yJjibTaTe Apyrux
BMAOB U36bITOYHOIO reMosin3a

YKeNiTyxXa Y HOBOPOXXAEHHOro Uu3-3a Apyrux
HEYTOYHEHHbIX NPUYUH

BpPOXXAEHHbIA BUPYCHbIX renaTtuT
BPO)XAEHHbI€ aHOMAaJIMM Pa3BUTUSA XKEJTYHOI O
ny3bips,

YKEJIYHbIX NPOTOKOB U NEYEHU

dusnonormyeckas xentyxa He Tpebyer
CTAaTUCTUUYECKOM perucrpaumm






-+ Jaques Franc,ois E'douard
Hervieux (1818-1905)

B 1847 r. 3amutun
JMCCEPTALUIO, B
KOTOpOU onyOJUKOBaI
[IEPBOE OIPEACIICHUE
1 KJ1acCU(PUKALIHUIO
KEIITYXH




B KneTkax peTuKyno3HAOTENNANIbHOM
CUCTEMbI reMoBOe KOJbLIo 6enKkoB
pa3spyLaetca ao CO, xxenesa,
bunneepauHa.

bunnBepanH BOCCTaHaBMBAETCS A0
6unnpybuHa.

Bununpybun (B) — HenonspHbIN,
HepacTBOpUMbIN B BOAE.

TpaHCNOpTUPYETCA K renatouuTam B
coenHeHun C anbbyMMHOM, B TaKOM
coyeTaHun He TokcmyeH anga LUHC.

YROOUAKMHOTEH

JlekapCTBEHHbIe NpenapaTtbl MOryT (vescnore)
KOHKYPUPOBaTb 3a COEAMHEHNE C
anbbyMMHOM, BbITECHSATH b.
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penapaThbl, Bbi3biBalollue pa3pylLueHue
cBsA3n 6unnpybmHa c anb6b6ymMmnHoM.

= ACNUpUH
= AMOUUUNIINH
» [IIMHHOUEnoYyeyHble cBOOOAHbIE XXUPHbIE KUCNOTHI

= KoHCepBaHTbl NpenapaToB KpoBu (KanpunaT
HaTpUs, aUeTUITPMNTOMaH)

= MoKcanaktam
» CynbdaHnnamuabl
= Oy3nmanmHoBasa KMCnoTa

BO3MOX>HO NpMMeHeHue MaTepblo.



= ObOpaszoBaBLUMNCA BHE NeYeHU
HEKOHBIOrMPOBaHHbLIN OUNNPYOUH C
NOoTOKOMOOpa3oBaBLUIMNCA BHE NeYeHU
HEKOHBbIIMPOBaHHbLIN OUNTUPYOUH C MOTOKOM
KpOBM NOCTYyNaeT B NeyeHb. B renaroumurax
ne4yeHU HeKOHbLIrMpPoOBaHHbIN OUNUPYOUH
CBAI3bIBAeTCH C IMIOKYPOHOBOU KUcrotou. K
OMnnpyonHy NnpucoeanHAIOTCA ABa OCTaTKa
rMOKYPOHOBOU KUCNOTbI C OOpa3oBaHueMm
CpaBHUTESIbHO HETOKCUYHOIO XOpPOLUO
pacTBOPMMOro B BoAe KOMMJiekca -
onnupyonHaurnokypoHupa. B aton peakumm
AOHOPOM SAIBNAIOTCA ABEe MOMEKY bl
ypunanHandocodarrnokypoHarta (UDP-
rnoKypoHaTt). UDP-rnioKkypoHaT CUHTe3npyeTcs B
rneyvyeHu mn3 rnokosbl, ATO un




O6mMmeH 6unupybuHa B renaroumre

cMOAT
Anb0yMuH

BunnpybuH CnKoKYpOHUN- bunupy-

\ TpaHchepaa _ DUHAMNIOK-
BunupyGuH , YPOHUA

UDP -rnwoky-

POHOBAA KenuHbie
KMcnoTa KaHanbLa

AnbOymnH

Mnokosa

‘1’ KpoBb lenaroumr




= OOpaszoBaBLUMUCHA KOMMJIEKC -
OMNUpPYyONHAUINMIOKYPOHUA Ha3biBaKOT
KOHBIOIMpoBaHHbIM OUNUPYOUHOM.

-‘J;aCTBOpVIMbIVI B BOAEe KOHbHIMpPOBaHHbLIN
onnupyounH cekpeTupyercaPacTtBopumMbin B Boge
KOHBIOIMpOBaHHbIU OUNUPYOUH CeKpeTupyeTcs B
NPOCBET XE/YHbIX KaHasbleBPacTBOpMMbIN B
BOA4Ee KOHbIOIMpoBaHHbIN OUNUPYOUH
CeKpeTUpyeTCA B NMPOCBET XEJNTYHbIX KaHanbLeB B
Xényb. AKTUBHbINPacTBOpuUMbIN B BoAe
KOHBIOIMpOBaHHbIU OUNUPYOUH CeKpeTupyeTcs B
NMPOCBET XEeJNTYHbIX KaHanbueB B Xen4Yb. AKTUBHbIN
TPaAHCNOPT KOHBLIOIMPOBAHHOIO OMNMpyouHa B
KaHanbLUbl obecneuynBaeTcs (3a cuet ATD)
KaHanbueBbIM MyrbTUCNeLuUPUYHbIM
nepeHoOCYMKOM opraHm4yeckmx aHnoHoB (CMOAT,
canalicular multispecific organic anion transporter).




» BbiBeneHune 6unmpybuHa. KoHbormpoBaHHbI 6UnMpybuH B
COCTaBe XEN4Yn nonagaeT B ABEHaALUATUNEPCTHYIO
KULWKYBbiBeaeHne bunmpybuHa. KoHbiormpoBaHHbIn 6UnmnpybumH
B COCTaBe »XEN4uM nonaaaeTt B ABEHAAUATUNEPCTHYIO KULLIKY, a
3aTeM C XuMmycoMmBbiBeaeHne bunupybrHa. KOHbOrmpoBaHHbIN
6unnMpybuH B cocTaBe XXENUM NonaaaeT B
NBEHAALATUNEPCTHYIO KULLIKY, @ 3aTEM C XMMYCOM B
HVXKenexaluue oTaenbl TOHKOW KULLIKMBbIBeaeHne bunmnpybuHa.
KOHbIOrMpoBaHHbIM BUNMpPYObNH B COCTaBE XENUM nonaaaeT B
NBEHAALATUNEPCTHYIO KULLIKY, @ 3aTEM C XMMYCOM B
HXKenexalume otaesbl TOHKOM KULWKK U B TOACTYIO KULLKY.

» B noaB370UIHON KMiiKEB MoaB3A0WHON KULLIKE U B TOJICTOM
KULLUKE KOHbIOrMpPOBAHHbIM GUNMpPYObuH CMaponmn3yeTcs
bakTepunanbHbIMK bepMeHTaMu. Mpu 3TOM CHayana
FMTIOKYPOHOBAs KUCNOTa OTLWENSIETCS OT KOMIJIeKca C
6bunnpybmnHoM. 3ateM bakTepuanbHble PEPMEHTHLI NpeBpaLLAloT
NMUrMeHT bunupybuH B 6ecuBeTHble coeaAnHEHNS
Me30bunmHoreH (ypobunnHoreH) n B crepkobmnmuoreH (L-
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s [locne BcacbiBaHndl locne BcacbiBaHUS B

KuLLIeYHNKe Hebonbluas 4YacTb
Me306unmHoreHa (~ 10%) ¢ NOTOKOM KpoBM
MO BOPOTHOW BEHE MOCTYMNAET B NEYEHb. B
neyeHn Me306MNMHOreH paspyLLaeTcs C
06pa3oBaHMEM MOHO- U AMNUPPOJIbHbIX
COeANHEHUN.

OyeHb HebonblLas YacTb CTEpPKOOUIMHOrEeHa
(~ 1%) nocne BcacbiBaHMS Yepe3 CUCTeEMY
remoppouaasnbHbiX BeHO4YeHb HebobLLas
yacTb cTepkobununHoreHa (~ 1%) nocne
BCACbIBaHUS Yepe3 CUCTEMY
reMoppouAanbHbIX BEH MOMAJIAET B
6onbL1oN KpYr KpoBoobpalleHnaO4YeHb

HebonbLLasa 4YacTb CTEPKOOMINHOrEHa
(~ 1%) nocne BcacbiBaHMS Yepe3 CUCTeEMY
remopponaanbHbiX BeH nonaaaer B
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s HeoHaTanbHas xentyxa Habnogaerca y
60% [OOHOLLEHHbIX U

80% HepoHOLIEHHbIX HOBOPOXXAEHHbIX.

x Y 50% peten u3 ykasaHHbIX rpynn
HeoHaTaNbHas XeNTyxa SBNseTcs
(PM3NONOrMYECKON.




. Bﬂﬁu Masi XenTyxa

— B3pocnble: > 34 MKMonb/n

— HoBopoXkaeHHble: > 68 MKMOSb/







