Tybynonatum C BeAywWwmnm
CuHapomMom
apTepuanbHOM
rmnepTeH3snn



[lceBgornnoanbaocrepoHunsm tun li

(cuHgpom Gordon)

BbiaenqaioT Tpu cuHApoMma:
[lceBAgOrMnoasbAoCTepPoOHU3M 2 TUNA
(cmHapom Gordon)

CuHapowm Liddle

CUHAPOM MHUMOIO N36bITKA
MUHEPANIKOPTUKONA OB




[lceBgorunoanbaocrepoHmnsm tun li

(cuHapom Gordon)

AyTOCOMHO-AOMWHAHTHOE Hac/ie40BaHMe -
myTaumm B reHax WNKg4, WNKaz,
KOAUPYIOLWUX KNHA3bl, OTBETCTBEHHbIE 33
TPaHC- 1 MapauentoaapHoe ABUXEHUE
XJ10PQ, YTO BTOPUYHO NPUBOAUT K
NOBpeXAeHUI0 cekpeLnmn Kaama v Bo40poaa



[lceBgornnoanbaocrepoHunsm tun li

(cuHgpom Gordon)

KnnHuka./1ebtoT B N04p0OCTKOBOM BO3PACTE,
XapakTepHa apTepuasibHasa rmnepTeH3ud
JlnarHocrtuka.

[Mnepkannemus

MeTabonnyecknm aumnaos

CHMXeHne akTUBHOCTU PEHMNHA
HopMaibHaa AN HMU3KAA KOHLEeHTpauus
a/bA0CTEPOHA NJ1a3Mbl (MPU HOPMAJIbHOM
YPOBHe KpeaTuHMHa B KPOBK)



[lceBgornnoanbaocrepoHunsm tun li

(cuHgpom Gordon)

BusyasnunsaumoHHaa AMarHoCTukKa

Y3W noyek - Bcerga B HOpMe

CKPUHUHr

- KLLC (pH kpoBun, HCO3 -, BE)

- Buoxmmmyeckoe nccnefoBaHme KPOBMU:
KaJnn, HaTPUKU, XJA0PUAbl, KpeaTUHUH

- onpejeneHne akTUBHOCTU PEHMHaA NJ1a3Mbl,
KOHL,eHTpaL MU a/ib40CTEPOHA N1a3Mbl



[lceBgornnoanbaocrepoHunsm tun li

(cuHgpom Gordon)

JleueHue
OrpaHuyeHune conu

- Tnasunabl (rmgpoxsopoTmasng 1-2
MI/Kr/cyT)

[loka3zaHa NoXXW3HeHHaa Tepanua
Tnasngamm!!!



CuHapom Jingana

CuHgpom JlInaana nceB0anbh0CTEPOHU3M)
— Hac/sieACcTBEHHOeE 3ab01eBaHME,
XapakTepu3ayoLeecs paHHUM A4e0l0TOM
TAXEN0MN apTePMaibHON TMMNEPTEH3NN, B
COYETAHUM C HU3KUMU YPOBHAMM aKTUBHOCTU
PEHMHA M a/IbA0CTEPOHA N1a3Mbl,
rmnokaamemMmen n meTabosimyeckmum
a/1KaJI030M.



CuHapom Jingana

JTnonaTtoreHes

AyTOCOMHO-AOMWHAHTHbIN TUM HACNE€40BaHUA - MyTaL UK
reHoB SCNN1B, SCNNaG (nokyc 16p12.2), KoTOpble
NPUBOAAT K HAPYLLUEHUIO CTPYKTYPbI B 1y cybbeamHuy,
aMUIOPUA- YYBCTBUTE/IbHBIX IMUTEANAJIbHBIX HATPUEBbIX
kaHasoB (ENaC) ceBAsyowmx KaHabLEeB U M/1aBHbIX KJ1ETOK
KOPTMKa/IbHbIX CObnpaTenbHbix TpyboK. 3ameasieHnem
aerpagaumm ENaC npossasieTcss n3bblTouHOM
peabcopbumen HaTpmsa n noTepen kanus. N36bITouHas
peabcopbunsa HaTpua BeAeT K apTepuaibHOU rMnepTeH3nm
BC/IeACTBME yBeMYeHNs 0b6beMa LMPKYAMpPYOLLEN KPOBMY,
YTO NOAABASET CEKPELLMIO PEHMHA M aIbA0CTEPOHA.



CuHapom Jingana

KnanHnyeckana kKapTuHa

Tsxenas obbem3aBMCMMan apTepuaibHas
rmnepTeH3ns

[Moanypus

MblWweyHas rMunoToHms, bbICTpas yTOMAAEMOCTb,
TaxmKapams 30

OTcTaBaHWe B NCMXNYECKOM N PU3NYECKOM
Pa3BUTUN.

AdwvarHocTtuka

- [Mnokannemus

- MeTabonnyeckum ankanaos

- Hn3Kkaa akTMBHOCTb peHUHA NJiasmbl

- Hn3kme ypoBHM anb0CTEPOHA MNJ1a3Mbl



CuHapom Jingana

CKpPUHUHr

- KWW C (pH kposu, HCO3 -, BE)

- Broxmmmyeckoe nccaesoBaHmMe KPOBU: KaauUn, HATPUM,
XJIOpUAbl

JleyeHue
- OrpaHunyeHme notpebaeHms conm
- HazHaueHwne kannncbeperawowmx AnypeTnkoB (aMmaopua )

[lporHos

HecBoeBpemeHHas AnarHocTMKa 6onesHu u OTCyTCTBUE
aAeKBAaTHOW Tepanunm TAXeN0U apTepmaanom rmnepTeHsmu
MOXET NPUBECTU K PAa3BUTUIO XPOHUYECKOM MNOYEYHOM
HeAO0CTaTOYHOCTH, BNJIOTb 40 TEPMUHANBHOW CTa4UMN.



CnHAPOM MHUMOTIO U30bITKA

MMUHEPAIOKOPTUKOUAO0B

dtnonormsa. CuHgpom obycnoB/ieH
HeA0CTAaTOYHOCTbIO 116eTa-
rMapPoOKCUCTEPOUALLErNAPOreHasbl.

[pn cnHapome MHUMOTro n3bbITka
MWUHEPANOKOPTUKOMA0B HAapYLUEHA
MHAKTMBaLMA KOPTM30aa. HacneaoBaHme
BPOXAEHHOM POPMbl CUHAPOMAayTOCOMHO-
peLecCcMBHOE.



CnHAPOM MHUMOTO M36bITKA

MUHEPAJIOKOPTUKOUNA 0B

JlnarHocTuka.

CuXXeHme OTHOLLEHUS KOPTU3OH/KOPTN30/1 B
CbIBOPOTKE UAU

OTHOLLUEHUA TeTParnapoKOpPTU30H [ TeTparua
POKOPTU30J1 B MOYeE.

KAanHuka

Taxenaa apTepuasbHasa rmnepTeH3ns
‘Mnokaanemums

MMOHATPUEMUA

HU3KNM YPOBEHb BCEX KOPTUKOCTEPOUAOB




CnHAPOM MHUMOTO M36bITKA

MUHEPAJIOKOPTUKOUNA 0B

JleyeHune. baokaaa peuenTopos
MWUHEPaJI0KOPTUKOUAOB OYEHb BbICOKMMMU
£,03aMM CMMPOHO/IAKTOHA BHava 1€ MO3BOJISIET
2,06uTbCa cHuxeHnsa AZL v noBbiweHUs
KOHLLeHTPaL MM KasIns B CbIBOPOTKE. dPPeKT
CNUPOHONAKTOHA MOXET ObITb YCUAEH
pobasneHmnem gnypetnkos. K coxxaneHuto, y
MHOIMX 6ONbHbIX TepaneBTUYECKNU 3P DEKT
CNUPOHONAKTOHA U ANYPETUKOB MOCTEMEHHO
ncyesaeT (M3-3a CHUXKEHUS YYBCTBUTENBHOCTH
peLenTopoB). BaXxHyto pob B 1Ie4UEHUN UTPaeT
BOCMO/IHEHWE NOTEPb Kaaus .







