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NEPNOAMNYECKAA CUCTEMA HazeaHue: Kanui (Kalium)
Mopsakoesllt HoMep: 19

XUMUYHECKWUX SNTEMEHTOB Fovroai
A. N. MEHOENEEBA MNepuoa: 4

SNexKTpOHHOE CTpoeHue: 4s1
AToMHas macca: 39,0883
SnexkTpooTpuuareneHocTe: 0,82

K 19 TeumnepaTtypa naaeneHua: 63,259C; 145,850F
el Temnepartypa KuneHua: 759,90C; 1389.820F
L - LM Bkl [MaoTHocTe (r/cu3): 0,862

XapaxkTepHbele CTENEHW OKUCNEeHnA: +1

LleeT anemeHTa: Cepebpucro-6enuiin

Kem otxkpeiT: Temdpu A3en

Noa oTkpeiTHa: 1807

VIIIA

Bepcun 2.0 8 paapaborke
NAHNTAHOUAM [-——Skin——|

AKTHMHOWAB

- Temdppu [38n 19 Hoa6pA 1807 roaa BbiaenieHMe Kanama anekTpoansom KOH
«MOTaCHM>

-~ B 1809 roay /1. B. Tnnb6epT NpeaoxKu Ha3BaHUE «KaJiIni»
- 5-11 no pacnpocTpaHEHHOCTM MeTaN, 7-1 N0 COAEPKaHUIO B KOPE 3/IEMEHT

~  LllenoyHorn metann. Coaepat OAMH 3NEKTPOH Ha BHELLHEM SHEPreTMYECKOM
YPOBHE, XapaKTepHbl BOCCTAaHOBMTE/IbHbIE CBOMCTBA. HU3KME 3HAYEHUSA
NnoTeHUManoB noHmsaumu. Kak cneacteme, B 60/1bLUIMHCTBE COEAUHEHUM LLENOYHbIE
MeTaJl/lbl MPUCYTCTBYIOT B BM/E OJHO3apAAHbIX KaTUOHOB.




- B cbiBOpoTKe KpoBu coaepxurtca 3,5-4,5 mMmonb/ n.

~ CyTo4yHas notpebHocTb 1-1,5 MMonb/Kr/cyT. [lna peten 1-2
MMOJIb/Kr/cyT (He 6onee 3-4 MMOJIb/Kr/cyT). 19

K

~ OCHOBHas YacCTb COAEPHKMUTCA BHYTPUKIETOYHO. KA

39.098
4s’
-  MMeeT He3HaunTeIbHble CYyTOoYHble Konebanma (<0,7 MMmonb/ n)

N 00 0 -

- 90% BbIBOAMTCA NOYKaMU (FNaBHbIM 06PA30M KJeTKaMM
cobupartenbHbix Tpyo6o4eK) 300-400 mmonb/cyT, KKT,
NOTOBbIMU XKeJIe3aMM.

- Perynauma: AKTI, anbgocTepoH, UHCY/IUH.
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(DaKTopbl BAMANOLLIME HA YPOBEHDL K

- AumMao3 cnocobCTBYET BbIXOAY KasMA U3 KAeToK. pu
OCTPOM AblXaTe/IbHOM aumao3e 3Ha4YMTE/IbHO MEHbLLE, YeM
NpU NOBbILWWEHNM KOHLUEHTPaUMM HEOPraHUYEeCKMX KMCOT B
CbIBOPOTKE KPOBM.

~ [lepepacnpeaeneHme Kaamsa Mexay KNeTKamMm U
BHEK/IETOYHOM }KMUIKOCTbIO BCEACTBME U3MEHEHUSA
OCMOJIAPHOCTM. BblBpoC Kanusa 13 noBpexKAeHHbIX KNETOK.

- ApTepuasibHaAa runep\runoteH3sna. MameHeHune
YyTUIU3aUMN.

- [InypeTukn. MNnokanmemmsa, MHAYLMPOBaHHASA NPUEMOM
MOYEroHHbIX MpenapaToB, 06bIYHO NPOSBASAETCA B TEYEHME
nepBbiX ABYX HEeAEe/b NeYeHNs AUYPETUKAMM.




~  ATMMMYHbIE aHTMMCUXOTHMYECKUE NpenapaTbl, TaKUE KaK
PMCNEPUAOH M KBeTUanmH. OnocpeoBaHo yMeHbLatoT K B
KpOBM.

~ CMMNaToMMMETMYECKME NpenapaTbl, TAaKME Kak 6eTa-
aJlpeHeprmyeckue aroHmcTbl. OnocpeaoBaHo BAMSAOT Ha K
B KPOBM.

- KOpTMKOCTepOMAbI NnpuUBOAAT K yBEJIMUHEHUIO noYyey4yHou
SKCKpeunn KainA.

~ Ype3mepHoe UCNo/Ib30BaHUE C/IABUTEIbHbIX CPeACTB
CNOCO6CTBYET MOBBILLEHUIO NOTEPU KaNUA Yepes
}KeMYJOYHO-KMLLIEYHbIM TPaKT.
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T — MMcranbiedn ManuTol KaHatey, § — cra- )
youwmi otaen; 9 — cobuparenviian 1pybxa
HapyRHOro Moarosoro sepecrsa, 10— cobu- MouesuHa
parcabHas TpyGxa BHYTPEHHErO MO3roBOro A
peuecTsa nouxu, 11— Gennursmes Npotox,
Crpenxa, obpamenson #3 NPocseTa Kayaib- S
Bt -,

ua, — peabeopbums BewecTsa, n Npocher
KOHATBIA — CeXPeuMi.




- [lo gaHHbIM O. Paltiel c coaBT., 2,6% 60/bHbIX,
HaXOAMBLUMXCA B K/IMHUKE, UMEJIU YPOBEHDb Ka/IUA B
niasme KpoBu MmeHee 3 MMoab/n. 28,1% umenu
rMNoKaMeMmIo Npu NOCTynaeHmnn. Y octanbHbixX 71,9%
60/IbHbIX TMNOKa/IMEMUSA pa3BUIacb B Nepuo NpeodbiBaHUS
Ha CTaLUMOHAPHOM JIEYEHUMU.

- B papyrom uccnepgosaHum M.J. Crop c coaBT. YCTaHOBMUIM,
4yTto 12% BCEX NocTynarwmx K HUM B CTaluMoHap 60/1bHbIX
MMENN YPOBEHb KasnMAa HUXKe 3,5 MMOJIb/ N. npu
NOCTYMNJIEHUM TUMOKASIMEMUA PerncTpupoBanach y 29%
60/IbHbIX, a Y OCTa/IbHbIX 71% pa3Buaacb BO BpeMS
npebblBaHMA B CTaUMOHape

N TONbKO ~2% YKa3aHbl B UCTOPHU BONE3HM.




[ MNoKannemMmsa KJIMHMKa

- AJMHaMMA, aCTEHUA, MbllLeYHasa rMNOTOHUA.

-~ MeTeopunam, pBoTa, CHUXKEHUE NEPUCTANIbTUKMA.

- [lapeHne AL v yennyeHne BEHO3HOro AaBJ/IEHUA.
~ CTpPYKTYpHblE 1 DYHKUMOHA/IbHbIE U3MEHEHMA NOYEK
- JKI:

- BbICOKMM 3a0CTPEHHBIN P,

- YWMpeHue, ynaoweHue uam (-)T
- BblcOKaA U-BOJIHA,

- YenyJo4KoBble 3KCTPAaCUCTO/IblI,
- Yenyao4ykoBas Taxukapamsa.




- ['Mnokannemmsa oobbl4YHO ObiBaeT CAeACTBUEM
MCTOLLIEHUA 3anacoB KaJsiMa B opraHmM3me 60J1bHOro
BC/IeCTBME aHOMa/IbHOW pPeHaJIbHOU (NuesnioHedpuT,
TYOYNISIPHbIM HEKPO3, NMPUEM TMA3UAHbIX AUYPETMKOB,
BbICOKUX [103 I/TIOKOKOPTUKOUA0B, aHTUOUOTMKOB,
NepBUYHbIM FTMNEPasIbJOCTEPOHU3M BCAEACTBUE
aZIEHOMbI, KapLUMHOMbI HAZINOYEYHUKOB,
6unatepasibHOU rMnepnaasmm Haano4Ye4YHMKOB,
cuHapom Jinpgana, baptepa, 'MtenbmaHa, gedpmumt 11
B-rmapoKcuctepoHaernaporeHasbl, 11 B-
rMapoKcunasbl, 1/a-ruapokcmnasbl, CUHAPOM
KyLUMHra)




~ DKCTpapeHaJIbHOM (MHTEHCMBHAS pBOTA, AMapes
BC/IeICTBUE M3ObITOYHOrO NMPMEMA C/TabUTE/IbHBIX CPEACTB,
Ca/lbMOHENNE3a, MEPCUHMO3A, MHDULMPOBAHMS BUPYCOM
MMMYHoedH1LMTa YEeNOBEKA, ONYXOJIEM KULLEYHMKA,
XMMMOTEpPAnmu, Iy4eBoM Tepanum y 60/1IbHbIX
OHKOJIOrM4yecKkoro npodunsa, LesIMakmum, KUWEYHOro
aHaCTOMO3a, HeJOCTATOK Ka/inea B MULLEBbIX NPOAYKTaxX)
noTepu Kaams.

~ TpaHcMeM6paHHOro nepepacnpefeneHms Kanms
(CEMENHbIN NEPUOANYECKMIA TMNOKATMEMMYECKUIM Napany,
NPMEM aroHUCTOB B2aapeHepruvyecKkux peuenTopos,
6pOoHX0AN/IAaTaTOPOB, TEOPUIINHA)




~ CuHApoMm Jlnaana - 3To peKkoe ayTOCOMHO-

AOMUHAHTHOE paCCTpOﬁCTBO NMNo4e4Ho- Autosomal dominant
KJIETOYHOr0 TPaHCNopTa, KJIMHYNECKMU

HanoMMHatoLLee NepBUYHbIN rer roher -
rMnepasibJJoOCTEPOHU3M, C apTEPUAIbHOM

rMNepTeH3neEn 1 rMnoKaMeEMMYECKUM

MEeTab0/IMYECKMM aJIKasio30M, HO 6€e3

MOBBbILLEHHBIX YPOBHEN PeHUHA Maasmbl UM
anbaoctepoHa. CUHAPOM ABNAETCA ‘/P\/K | \_\
pe3y/IbTaToOM HaC/IeiCTBEHHOM NOBbILLEHHOM n
aKTUBHOCTM 3MUTENMABHBIX HaTPUEBbIX .,

KaHasioB (ENaC), pacnosioxKeHHbIX Ha !I n* II

‘_\__)

JIOMMHAa/IbHOM MEMOBpPAHE, YTO YCKOpSeT
pe3op6umio Na u cekpeumio K B noYeyHbIu A":gged Cateced  Unalfected
KaHanewl (runoaktmeHocTb ENaC npmBogmT K B Unaffected
BbiBeAeHMIO0 Na 1 3agepxKe K) [] Affected

daughter



- [lpn cuHapome bapTepa U
CUMHApOMe UTenbMaHa MNoYKK He
CNOCOBHbI HOPMAJIbHO
peabcopbmMpoBaTb U3 MOYEYHbIX
KaHa/IbLEB COJIb (HAaTpMA Xnopua).
Takum obpa3om, NOYKaMKM B MOYY
BbIBOAMTCSA U30bITOYHOE
KOJIMYECTBO I/IEKTPOJIMTOB HATPMHA
1 Xxnopmaos. oTepa HaTpuAa U
XJIOPUA0B NPUBOAUT K M3ObITOYHOM
BbIpAOOTKE MOYM U, TAKUM
06pa3oMm, K
CN1aboMYy 06€3BOKMBAHMIO.




Oco6eHHOCTU KOppeKLNU

~  AHypua v onurypua (amypes meHee 0,7 mn/Kr/4vac, meHee 500 mn/cyT)
OrpOTUBOMOKAa3aHue A1A KOppeKumu

- 'MnokanMemms + JeKOMNEHCUPOBAHHbIM aLMA03. (YCTPOHAEM auma03o
NpoAo/1XKaeM KOpPpPEKLMIO).

- CKkopocTb 20 MMob B Yac (0,33/MMH). 2-3 MMOIb/KI B CYTKK. 1/3-1/4
naTaJiorM4eckom NoTpebHOCTU eCcn Bbille 2-3MMOJIb/KT.

- PacTBOpbI AN14 B\B BeAeHMA He AO/IKHbI coaeprKaTb 60blie 41 MMOIb/ 1 UK
3r xnopuaa Hatpua Ha 1 (0,3%), MaKCUMaZIbHO A0OMNYCTMMAA KOHUEHTpauus
1-2% pacTBop.

~ BBeaeHWe KOHLEHTPUPOBAHHOIO pacTBOPa B LEHTPa/IbHYI0 BEHY O
NPOTMBOMOKa3aHMe A1 KOppeKLUMM. PUCK KapAMOTOKCHMYHOCTM.

~ Haubonee 3chpeKTMBHbI NonApusyoLLme cMecu. Kaamn+rioKosa+uHCYAUH (1
el Ha 4 r rnoKo3sbl). MNpenapaTbl pocdopa yayywarT ycBoeHue K.




[ MnepkannemMma KJIMHUKa

-~ PBOTa, TOLWIHOTA.

~ COHMBOCTb, CNYTAHHOCTb CO3HAHMA,
MblLLEeYHble 60U

- [apenne A/l, 6paaukapama

- JKI:

~ HapyLlleHMne NpoBOAMMOCTU (610Kaabl),
~ OCTaHOBKa cepAua B a3y AMacTo bl

- K+ cBbiwe 10,5 MMONb/ N - cMepTenbHo!
~ MeTabo/IMYecKmMn aumaos




[IpUYMHDI

~ WM36bITOYHOE nocTynsieHne K+ U3 KNeToK B MHTEPCTMLMM U KPOB
(Mpy noBpeXAeHUU KNIETOK pa3/IMYHbIMU MEXAHMYECKMMMU,
TEPMUYECKUMM U BUOJIOMMYECKMMM NMATOreHHbIMMU DaKTopamM, M
reMo/in3e 3pUTpPoUnTOB, TMMMNOKCUU, BHYTPMKIETOYHOM aumaose,
MILEMUU, MPOTEO0IMN3E, HEKPOOMO3E, HEKPO3€E KJIETOYHO-TKAHEBbIX
CTPYKTYpP, 3/I0Ka4YeCTBEHHaA runepTrepmma).

~ WM36bITOYHOE noctynsieHne K+ ¢ nmwen Ha doHe 3aTpyJHEHUA ero
BbIBEJEHMSA C MOYOM; - M3ObITOYHOE NAapeHTEpPasibHOE (F1aBHbIM
0o6pa3oM BHYTpUBEHHOE) BBeZeHMe pacTtBopoB Kaamsa (KCL v ap.),
YaCTMYHO rEMOJIM3UPOBAHHOM KPOBMU;

-~ HepocTtaTo4Hoe BbiBegeHMe K+ U3 opraHmMiama (npu noBpeXaeHun
NoYeK, NOYEYHOU HEAOCTATOYHOCTM, TMNOANbAOCTEPOHM3ME NN
CHMXEHMN YYBCTBUTE/IbHOCTU PELLENTOPOB AMUCTAJIbHbIX KaHaslb
NOYeK K a/ibAOCTEPOHY).




O6ycsi0BNEHDbI NOBbILLIEHUEM OCMOJIA/IBHOCTU U
rmapataumMm BHEKNETOYHOro, B TOM YUCae
BHYTPUCOCYAUCTOr0, CEKTOPA U CHMKEHMEM
OCMOJIJ/IbHOCTU U rmapaTaumm
BHYTPUKNETOYHOr0 CEKTOopa, NPUBOASALLIMMMU K
HapyLleHUAM KaK dpopmupoBaHma Ml v MNA, Tak
M pacnpocTpaHeHns BO3OYKAEHMA NO
BO36YyAMMbIM TKAHAM, OCOBEHHO NO HEPBHOU U
MbILLEYHOM (a TaKXKe CKeNeTHOM, CEpPAEYHOM,
rNaKOMbILLEYHOMN) TKAHSAM.
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Tepanua

OTmeHa K cogepkalumx npenapartos.
YCTpaHsieM MPUUYUHbI YCYry6aAoLME TMNePKAIMEMUIO

Mcnonb3oBaHUE NeT/IEBbIX ANYPETUKOB

U O 0O U

TpaHcuennnapHoe WyHTupoBaHue (bukapboHat Na+ 1-1 MMONb/KT;
10% rnoKo3a ¢ MHCY/IMHOM (1ea/4-5  rnoKo3bl; rMnepBeHTUIAUUA)

2 MonncteponcynbdoHat Na per os. (15—30 r B 30—70 mn 70%
copbuTona, BHYTpb, Kaxable 4—6 4). JleMcTByeT KaK
KaTMOHOOOMEHHMK U BbIBOAMT K uepe3s KT, Kaxkabli rpamm
BBEZEHHOM CMOJ1bl YaanaeT okosio 1 mMakB K.

2 Ecnn Ha 3KT otcyTtcTByeT 3ybel P nau pacwmpeH Komniekc QRS,
MOKa3aHo B/B BBEAEHME HE TONIbKO MHCYMHA C rHOKOo30M, HO M1 Ca. OT
10 go 20 mn 10% raokoHata Ca (mam 5—10 mn 22% raokoHaTa Ca)
BBOAAT B TeyeHne 5—10 MHH.

0 ['emoauanus




Hatpua xnopug 0,9% pactBop coaepur
— Hatpua - 0,15 mmonb/mn;
— Xnopa — 0,15 Mmonb/mn

Hatpusa xnopug 10% pacTBop coaepKuT
— Hatpua - 1,71 mmonb/mn;
— Xnopa — 1,71 MMonb/Mn

Kanna xnopuz 4% pactBOp COAEPKUT
— Kanma - 0,5 Mmonb/mn;
— Xnopa - 0,5 MMosib/ M

Kanua xnopug 7,5% pactBop coaepxuT
— Kanmsa - 1,0 MMONb/MA;
— Xnopa - 1,0 MMonb/Mn

Kanbuma xnopug 10% pactsop COaepKUT
— Kanbuma — 0,9 mmonb/mn;
— Xnopa - 0,9 MMosib/ M

Kanbuma rnokoHat 10% pacTtBop coaepXuT
— Kanbuma — 0,45 mmonb/mn;
— Xnopa - 0,45 MMosib/Mn

Marnusa cynbdat 25% pactBop CogepKuT
— MarHusa - 1,0 MMob/MN




Aeduumnt noHa (Monb) = (MoH NoH XMxC

HOpMa 6oanoro)

M - macca C - 06bem BHEKNIETOUHOM KMNKKOCTM: Y HOBOPOXAEHHbIX — 0,5; Ao roga — 0,3;
nocne roga — 0,25; y B3pocabix — 0,2.




Cnacubo 3a BHMMaHue!




