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be3 kaHanbLes MbI 6bI Tepanu B AeHb

Boabl — 180 nutpos

Na—1,5 Kkr

K= 48 6aHaHam

Kanbuua = 7 "NTpOB MOJIOKa

MarHuma = 2 Kr MMHgaNA

Nijenhuis T.2022



OpHaxabr (Once upon a time)

XXu3Hb 3apoaunacb B oKeaHe, B KOTOPOM Obinia onpeaeneHHasi KOHLeHTpauus
3N1EeKTPOJIUTOB.

XXU3Hb 3aBUCUT OT 3TUX INEKTPOJIUTOB.

XXu3Hb Ha cylle cTana BO3MOXHOW TONIbKO NOTOMY, YTO NOsIBUNTUCHL Ooriee MOLHbIe
KaHanbLlbl, KOTOPbIe NoAAePXUBANWU 3TY KOHLIEHTPAaLMIO 3NIeKTPONIMTOB

BO«BHYTPEHHEeN cpeney.

| i
SALT-WATER FRESH-WATER |  AMPHIBIANS MAMMALS
VERTEBRATES VERTEBRATES
A e , \ &
Seawater: 1000 mOsm/kg H,0 f'% | é*" K 1 “K ™
) | ) [ @Y ¢ D
o ~ I @ JIB
From Fish s ) o = /
l() : "4-’ oS o — - . ’ ’ - /_..- _
l)llilu\n")h('l' " 3e (s s /) e b s > |
sophe 350 mOsm/kg H,0 > £ 3 B | #3
<2 _ g ‘ &

L) Y/ ] «
~ ? 3 { ’ P

- .
o —
j o 1 fii
’
' ' . !

NaCl H,0 i | | &

SIMPLE CONDUIT GLOMERULUS SMALLER LOOP OF HENLE
PROXIMAL & DISTAL GLOMERULAR
DUBULES CAPILLARY TUFT




TybynapHaa peabcopbumua conu
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Konrad M. 2021



B 1960-62 rr. 6b1n onucaH HOBLIU CUHAPOM

5 — neTHMK manbumuK — Bec 8 Kr, poct 90 cm

Cypoporun, c-mXBocCTeKa, KapnoneaanbHblii cCnasm

[ |
Monuypua, noamauncua — sbinusan 12 crakaHoB BoAbl B AeHb -\\\-\_‘” o/l
Frederic Crosby Bartter
3anopbl (KAM3MbI e3KefHEBHO) (OO0 14 LOB0545CS)

Kanuii 2,2 mmonb\n, Hatpuit 130 mmonb\n, Xnop — 75 mmonb\n
Kanbuun KpoBu B Hopme

YaenbHbI BeC Mo4M He Bbiwwe 1010

f'MnepanbaocTepoHusm (BbiNONHEHA NApPUUaNbHAA aAPEHaNIKTOMMUA)
HopmanbHoe nnu Hu3Koe A/l

BbIiCOKUU ypOBEHb NPOCTAarnaHANHOB B Moye

N'Mnepnnasua IOTA (BbinonHeHa Heppobuoncus)

¢ P. Pronove, R. C. MacCardle, F.C. Bartter: Aldosteronism, hypokalemia, and a unique renal lesion in a five year old boy. Acta
Endocrinologica. Supplement 6, Copenhagen, 1960, 51: 167-168.

e F.C. Bartter, P. Pronove, J.R. Gill Jr, R.C. MacCardle: Hyperplasia of the juxtaglomerular complex with hyperaldosteronism and
hypokalemic alkalosis: a new syndrome. American Journal of Medicine, New York, 1962, 33: 811-828.



Bocxoaawmii otaen
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TTouemy nonuypus?

I'Ipom BOTOYHO-MHOXUTEeJIbHaAasA CUCTeMa

Dantzler W. 2014

ApantnposaHo U3 Emma F. 2021



Tybyno-rnomepynapHaa obpatHas

Moxour

3ddepenTHas o
aprepuoJa /
y/’

[IyioTHOE MITHO

IOKcTamioMepyasipHbie
KJ/JIETKH

AddpepenTHas l'ypmarrura
aprepuoJa

ApantnposaHo u3 Ohio State University
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TToyemy runokanuemusa u ankanos?

AnbaocTepoH

AucranbHble KAHAABLBI H coﬁnpa'renbnme 'rpyﬁo‘nm
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ApntuposaHo 13 Sahay M. 2020
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C-m Baptrepa THn V

C-m Baprrepa THn |

C-m BaprTepa Tun I1

Moua

BapuaHter cuHapoma baptrepa

l Claudin 16/Claudin 19

O=vw

MAGED2

C-m Baprrepa tTun IVa

C-m Baprrepa Tun IVb

C-m Baprrepa Thn 111
CLCNKB gene

Claudin 16/Claudin 19

Kposb
ApantupoBaHo 13 Condra L. 2021




PeTteHuns n gerpagauus
NKCC2 B 3P

MAGE-D2

AOanTMpPoOBaAHO
n3 Lee J. 2019 N ©



KnuHuyeckue nposeneHus npu cuHapome

BbapTtrepa/l'vtenbmaHa

ApantnposaHo m3 Konrad M.2021

XapakTepucTuku Tun 1 Tun 2 Tun 3 Tun 4a/b Tun 5 C-m N'mTenbmaHa
BospacTt gebioTta npeHarTasnbHO npeHaTasnbHO 0-5net npeHaTtanbHO npeHartasnbHO MoapocTtku,
B3pocible
MonurnapamHMoH TSOKENbIN TSHKENBIN OtcyTtctByeT/ TSDKENbBIN OuyeHb TXKENbIN NErkumn
NErkumn
Cpok rectauum 32 (29-34) 33(31-35) 37 (36-41) 31 (28-35) 29 (21-37) OObIYHbIN
(Hepenu)
nonuypus ) Lt rmnokanmemms nonunypus nonunypus rmnokanuemms
OCHOBHbI€ CUMMTOMBbI rMNoxnopemus runoxnopemusi rmnoxmnopemus rmnoxnopemMusi rmnoxnopemMusi rmnoxnopemMusi
ankano3 Apkagas ankanos ankanos ankanos ankanos
FMnokanuemMus HEeoHaTarnbHas | 35nenka paseutvs | runokanvemms runokanmemus rMNoMarHueMus
rmnepkanMemms
Okckpeuns Kanbums BblCOKasi BblCOKasi BapuabenbHa BapuabenbHal BbICOKasi HU3Kas
HedpokanbunHo3s OyeHb YacTo OyeHb YacTo Pepko, nérkmn Pepko, nérkunn Penko, nérkun OrcyTtcTBYET
Cl/Na B nnasme Hopma HopMa CHUXEHO CHWKEHO yBEnMYeHo CHWXEHO
- TpaH3uTOpHasn
. - nyxorta
[pyrne npusHaku Huskun marummn yxo 6onesHb XoHApoKanbLMHO3




TTonuruapamHuoH

20 Henenb recraunn
0, L 31 Hepend Konrad M. 2021



HepoHoweHHOCTb Npu cuHapome bapttepa

Konrad M. 2021



HeppokanbuuHos npu cuHapome baptrepa

Konrad M. 2021



OuarHocTtuka

e Anamues : [loauruapamMmHuoH
Kiannndeckoe o0cienoBanue uamMepenue AJl
e Moua: Na, K (ppakmuonnoe Boigejenue >15%), Cl (ppakimuonHoe BbIaeJIeHHE

>0,5%), Ca (BbIicokuii mpu c-me baptrepa, Hu3kuii npu c-me ['ureabmana), Mg (Bbicokasi,
(ppakuuoHHas Ikckpeuus >4% npu HEKOTOPBIX popMax),

KpeaTuHUH (11 pacyeTra GpakuMOHHON IKCKPEHH) U OCMOJISIJIBHOCT.

e [Imazma: Na (Bapuabeien), K, Cl (nu3kue), Mg (HopManbHbIe HJIM HU3KHE TIPH C-Me
I'nTeabMana

OuKapOOHAT (BBICOKUI1), MOYEBHUHA, KPEATUHUH, AJILOYMHH (KaK MOKa3aTeJd QYHKIUU MOYEK U
rujparamnuu),

PeHuH , a1b10CTEPOH

* Y3U novexk npu He(ppoKaJIbLLUMHO3E.

* JKI': HekoTOpBIE MAIUEHTHI ¢ BHIPAKEHHOM THIIOKAJIMeMUen U/ Ui
IPY THIIOMArHUEMHUH MOKET IOMOYb KAPAUOJIOTHYECKAas OLEHKA PUCKA
CUH/IPOM YIJIMHEHHOTr0 uHTepBajga QT

. Rees L. et al. 2019
e ['eHeTHUYECKUU aHAJIN3



CuHpapom TTcespno-baptrepa

Y3U aHTeHaTanbHO F’MnepsaxoreHHbIN NMonurngpamHmoH
KULWEeYHUK

MNpocrarnaHguH E2 B moye Hopma Bbicokumn

Xnopuabl nota BbicOoKue Hopma

JKCKpeuuna HaTpumA C HusKana BbicoKan

MOYOoiA

dpaKuuma sKCKpeuum Hu3kKasn BbicoKan

Na u Cl Cl B moue < 10 mmonb\n Cl B moue > 20 mmonb\n

[eicTBne netnesbixX HopmanbHoe Cnaboe

AUYpeTUKos

ApantnpoBaHo 13 Mantoo M. et al. 2020



CUHAPOM MHUMOTO U3bLITKA
MUHepasrioKoOpTUKOUAOB

PeHnH, AnbaocTepoH l All l

Koptuson Koptuson

l Na* >
K* ‘ KopTusoH K* < 6

) )

MNoBbilLIEHHas
peabcopbums N\
Na <
B /
SnNUTENUOLMT AUCTANBHOTO KaHanbla novek SNUTENUOLMUT AUCTANBLHOrO KaHanblia noyek

lanux C.B. lNpuxoduHa JI.C.
Hedbpornoecus u duanus 20172



SKCMNepTbl peKOMEeHAYHOT:

Bbicokue 103bI XJI0pU/Ia HATPHUSA - 5—10 MMOJIB/KI/CYyTKH Yepe3 poT —

1 mmoan NaCl = 58 mr

Hcnmoan30BaTh XJI0PHI KAJuA (He MUTPAT) 1-2 MMOJIb\ KT B IeHb Yepe3 poT

IIp¥ HE0OXOAMMOCTH MCII0JIB30BATh MEPOpPaJIbHbIe J00aBKH MATHUA

PaBHOMEpPHO pacnpeaessiTh COJM U 3JIEKTPOJMTHI B TEUEeHH e THA

IIpumenenune HIIBIIL, oco0enHo B paHHeM JAeTCKOM Bo3pacTte - nHaomeranun 0,5- 2,5 mr\kr B
CyTKHU B 4 npuéma, uoynpoden 5-10 mr\kr x 3 paza B 1eHb, nmejekokcud 1-2 Mr\kr x 2 pa3a B
J1CHb

N cnob30BaTh HHTUMOMTOPBI 2KEJTYTOYHOM CEeKPellMi BMeCTe ¢ HeCeJIeKTHBHbIMHU
HHTMOUTOPAMM IUKJIOOKCUT€HA3BI

JKCNepTbl He peKOMeHAYHoT:

CTpeMUTHCS K NMOJHOM HOPMAJIHU3ALMM YPOBHS KAJIUA B IJIa3Me
PyTHHHOE MCII0JIb30BAHME KAaJUHcOeperaliux J1nypeTuKkoB, MHTHOUTOpoB AII® uiaun
0JI0KAaTOPOB pelenTOPOB AHI'MOTECH3UHA

Hcnoabn3oBarb THAZUADBI Ui YMCHBIICHUA N'NMIICPKAJIBINYPHUHA

Konrad M. et al. Kidney International (2021) 99, 324-335



XBTT - npuymHLL

1) HedbpokanbunHoO3

2) AnutenbHoe ne4veHue HIBI

3) XpoHU4yeckasa runokanmeMus

4) N'mnepdpunbTpaumna — ctumynsauma PAAC

5) HeaOHOLWEHHOCTDb

Kleta R., Bockenhauer D. 2018
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Pa3zym, oonasconl pacuupuesuiu

HUK020a He 8ePHEMCA 8 NpedcHuUe.
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