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RARE DISEASES IN PRACTICE OF «<ADULT» NEPHROLOGISTS: CONDITIONS
ASSOCIATED WITH HYPOKALAEMIA. COMMUNICATION I. POTASSIUM
HOMEOSTASIS, CLASSIFICATION AND CLINICAL MANIFESTATIONS OF

HYPOKALAEMIA

Kacheapb! 'Hechponorun v ananusa, "nponefeBTUKM BHYTPEHHUX 6onesHeld, “"HayuHo-uccnefoBartesnbCckuii UHCTUTYT Hedoponorum CaHkT-le-
Tepbyprckoro rocyAapCTBEHHONO MeANLIMHCKOTO YHMBepcuTeTa um. akag. W.MN. Masnosa, Poccus

PE®EPAT

PaccMoTpeHbl Npo6aeMbl perysiuum romeoctasa Kaams U MexaHu3Mbl NOYEYHOro TPAHCNOPTa 3TOr0 KaTMoHa, U3MeHeHNs aes-
TENLHOCTW KOTOPbIX MOTYT UMETb 3HaYeHUe B Pa3BUTAN TMNOKAIMEMUYECKUX COCTOSHMWIA, BTOM uMCe, UMEIOLL X HAC/EACTBEH-
Hyto npupoay. OcBelleHbl NPo6eMbl KNaccupuKaLMmn 1 KMHUYECKUX NPOSIBAEHUI TMnoKanueMun.

KntoueBble cnoBa: kanuii, romeocTtas, noyYeyHbli TPaHCNopT, rmnokaanemMmus.

ABSTRACT

The problems of the regulation of potassium homeostasis and mechanisms of renal transport of this cation, which functional
changes could have an impact in the development of hypokalaemia conditions, including genetic ones, were evaluated. An
overview of classification and clinical manifestations of hypokalaemia was made.

Key words: potassium, homeostasis, renal transport, hypokalaemia.

BBEAEHWNE

B ofHOM U3 CBOMX COOBLLEHUI Mbl yXKe OTMeYa-
NN TOT (PaKT, Y4TO «B3pOC/ble» HEPONOrn B CBOEN
NpaKTrKe BCe Yalle CTaNIK1BAKOTCS C Pa3INYHbIMU 3a-
6oneBaHUsMM, Yalle UMEKOLLUMU HACNeACTBEHHYHO
npupoLy, KOTopble 40 MOCAeLHEr0 BPEMEHU CHUTAINCH
npeporatueoi neguatpos [1]. JaHHOe NONMOXeHWe
CnpaBeAnnBo, Kak Ans rnomepynspHou, Tak n Tybyno-
WHTEPCTULMaILHON natonorun. Moatomy, B HacTos-
LLeld M HECKO/bKMX NOCNeAYIOLWNX NeKUUaxX Mol npes-
nosaraem paccMOTpPeTb PAL HacnefCTBEHHbIX U Mpu-
06pEeTEHHbIX COCTOSIHWI, KOTOpble 00beAUHSET 0AHA
o6las yepTa - CHUDKEHME KOHLEHTpauus Kanus B
CbIBOPOTKe KPOBW. BOMLLINHCTBO (HO He BCE) U3 3TUX
3ab0neBaHNiA B OCHOBE MMEIOT FEHETUYECKN AeTep-
MVUHUPOBaHHbIE HapYLUEHUS MeMBPaHHOro TpaHCcnop-

KatokoB W.I'. 197022 CankTt-MeTtepbypr, yn. /1. Tonctoro 17, HAN
Hegponorum CM6rMY um akag. W.IM. Masnosa; Ten.: (812)-346-39-
26; E-mail: kaukov@nephrolog.ru

Ta MOHOB, NN60 B KNETKax NOYeYHbIX KaHa/bLeB, 60
ApYrux TKaHei [2-19]. B gaHHOW 4acTu COO6LLEHMS
Mbl 06CYAMM HEKOTOPbIE CTOPOHbI PErynsumMm romeo-
cTasa Kanusl 1 o6Liue BONPOChbI 3TMOMOIMK, Knaccu-
th1KaLMK 1 KTMHUKW TUMNOKaMEMWIA.

FTOMEOCTAS3 KA/TNA

O6uwue npeacTasneHna. Kanuih - XUMUYECKNN
3NIEMEHT, UMEKLWNIA OYeHb BaXXHOE BMONOrmyeckoe
3HayeHne. OCHOBHblE PYHKUUU Kanus B opraHusme
cnepytowue [14]:

* MNogaepxxaHve o6bema KIeTKM

* Yyactue B cuHTe3e OHK un 6enkos

* Perynauus BHyTpuKneTouHoro pH

* Perynaums akTMBHOCTU (PEPMEHTOB

* YyacTue B npoLeccax pocra Knetok

OO6LUpre NpUHLMNLI OpraHn3aLms CUCTEMbl FOMeo-
CTa3a Kaims B HacTosllee BpeMs AOCTATOYHO XOpo-
Lo n3BecTHbI [11,20, 21]. CofepaHue kanus B opra-

81


mailto:kaukov@nephrolog.ru

ISSN 1561-6274. Hedponorus. 2008. Tom 12. Ne4.

OBLEE COOEP>XAHUE KATNA
3000 - 4500 mmonb
~3500 - 3600 mMmosb

AKOHLUEHTPALMSA

~ 150 mmonb/n 3,5 - 5,0 mmonb/n

BbicTpobMeHnBaeMbIin ~ 90%

MeaneHHoobMeHMBaeMblii ~ 10 %

Pvc. 1 PacnpefeneHue kaausi B opraHu3Me 30pOBOro B3poc-
/100 YesioBeka.

HM3Me 3[0POBOr0 B3POC/Oro 4YenoBeka COCTaBnseT
npumepHo 50 mmonb/Kr (3500-3600 MMosb Y venoBe-
Ka maccoi 70 kr). Mpu aTOM OH pacnpefeneH KpaviHe
HepaBHOMEPHO. ToNbKO 2% OT 06Lero cofepXaHus
Haxo4WUTCA B 3KCTPaLeIloIApHOM NPOCTPAHCTBE,
TOrAa Kak OCTa/lbHOW - BHYTpW KneTok (puc.l).

Kanmii, pacnonaratoLniics BHYTPU KETOK, Henpe-
PbIBHO OOMEHUBAETCH C Kaluem W3 BHEK/IETOYHOM
cpepl. Mpw aToM 0KoM0 90% BHYTPUKIETOUHOTO Ka-
nua aBnsetcs ObICTPOOOMEHBaEMbIM, & OCTa/lbHble
10% (B OCHOBHOM KanuiA KocTei) - MefieHHoO6Me-
HuBaeMbIM (cM. pumc. 1).

OCHOBHbIMW MNynaMn BHYTPUKIETOUHOTO Kanus
ABNAIOTCA MbleyHbli (~3000 MMOSb), MEeYEHOUHbIA
(~200 MMOSb), 3pUTPOLMTapPHBIA (~235 MMONb).

COOTBETCTBEHHO, KOHLEHTPALLMS Ka/ius BO BHEK/1e-
TOYHOM XXNAKOCTU (B TOM YMC/E B CbIBOPOTKE KPOBW)
coctasnsieT 3,5 - 5,0 MmMonb/n, TorAa Kak KOHUEHT-
paums 3TOro snemMeHTa B UHTPaLENoNsapHON cpefe
MoXxeT gocturate 150-160 mmons/n (cm. puc. 1).

Kanuii Kak NpocToi XMMUYECKWNIA 3NEMEHT B Opra-
HM3Me HUKaKMUM npeBpaLleHnsM He nogsepraetcs. OH

MOCTYNJIEHNE
60-120 mmonb/cyT
(2,3-4,5 rlcyT)
[600 - 700 mmonb/cyT]
OBMEH (HEPEPAE:ﬂPEﬂ,EI'IEHI/IE)

BbIBEAEHUWE
[Moukun Koxa XKKT
85% 5% 10%

60-120 mmonb/cyT

Puc. 2. banaHc kanus.
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NoCTynaeT TOMbKO C MULLEN, BCACbIBAETCH B XeNy-
[OYHO-KMLLIEYHOM TpaKTe, 0OMEHUBAETCH C KaslveM,
HaxofsLmMMea B opraHusMe, 1 BbiBogMTCA. Nogasns-
tollee KonmyectBo Kanus (0kono 90%) 3KcKpeTupy-
eTcA noykamu, okono 10% - yepes KULLEYHUK, He-
60Mbllas 40N AaHHOr0 KaTWOHA BblENAeTCS KOXel
(puc. 2). 340pOoBbIA YenoBEK 3a CYTKU BbIBOAUT
CTONbKO Kanus, CKOMbKO NOTPe6nsieT, NO3TOMY MOXK-
HO CKa3aTb, YTO OH CYLLEeCTBYeT B COCTOSIHUWN 6anaH-
ca Kanus.

Mpn 06bIYHON CpeAHEEBPONENCKON AneTe B3pOC-
NblA YeNIOBEK €XECYTOYHO nonyyaeT 60-120 mMmonb
Kanusa ¢ NuLeid 1 Takoe XKe KOAMYECTBO 3TOro 3fe-
MeHTa BbIBOAMTCA M3 opraHusMa. OfHako cuctema
romMeocTtasa Kaius opraHu3oBaHa Tak, YTO 3[0POBbIi
NHOVBUAYYM MOXET HOPMabHO XWUTb MpWU ropasso
60nee BbiCOKOM (600-700 MMOAbL/CYT), UM HAMHOTO
MeHbLUeM MOCTYMN/IEHNWM AaHHOro KaTtuoHa. B Takux
CUTYyaLMsaX NPOCTO YBE/IMUMBAETCSH UM YMEHbLIaeT-
CA BbiBEJeHVEe Kanus U opraHvW3M BO3BpalLaeTcs K
COCTOSIHMIO GanaHca 3TOro anemeHTa. Tem He MeHee,
[0NrOBPEMEHHOE OrpaHuyeHne NOCTYMNeHNs Kanus
BCE XKe 4peBaTO HeraTuUBHbLIMU MOCNEACTBUAMM, MO-
CKOJIbKY MOYKW He MOFYT CHWU3WUTb BbiBEeLEeHME Kanus
[0 BennunH mMeHee 10-15 mmonb/cyT [22]. MoaTomy
MUHUMaNIbHO Heo6X0AMMbIM MOTPebieHneM Kanus
npuHATO cumtatb 40-50 MMonb/cyT [21].

BcacbiBaH/e K B TOHKOM KWLLEYHUKE 3aBU-
CWUT OT TPAHC3NUTENIMAaNLHOTO NepeHoca HaTpus 1 BOAbI
W, NO-BUAUMOMY, He UMeET Creun@uyecKnx MexaHums-
MOB perynsuuu. HanpoTus, B TONCTOM KULLEYHUKE
Kanuii MoXeT nofBepratbCs Kak abcopbumm, Tak u
CeKpeLnn 1 3TN NPOLLECChbl UMEIOT PerynaTopHble Me-
XaHU3Mbl, BO MHOFOM aHafornyHble Tem, KOTOpble
[eCTBYIOT B noyeyHoM anuTenun [20].

MexaHun3mbl KOMnapTMeHTanunsaynn kKannsg.
OTHOCUTENIbHO HM3Kas KOHLEHTpaLms Kanus BO BHe-
K/IETOYHO cpefie M BbICOKas - BO BHYTPUKIETOYHOM,
€CTECTBEHHO, 06/1ervaloT ero BbIXO4 W U3 KNETKN U
NpensaTCTBYIOT MNOCTYMNEHUIO BHYTPb KeTKu. Mocne-
OHWUA NpOLLECC MOXET NPOUCXOAMTL TOMbKO 3a cyeT
3aTpaT 3HEpPrun 1 OCYLLECTBASETCA C NOMOLLbIO Ha-
TPWN-KanneBoro Hacoca (HaTpuii-kanmesoin ATdasbl).
3TOT Hacoc LUMPOKO MpefcTaB/ieH Ha MeMbpaHax
NPaKTUYeCKN BCEX KETOK W, UCMNOSb3YS SHEPruto, 3a-
naceHHyto B AT®, nepemeltaet yepe3 MembpaHy
BHYTPb ABa MOHA Ka/usi, BbIBOAA B 0OMEH TpW MOHA
HaTtpus (puc. 3). MoHATHO, 0AHAKO, YTO Kanuii He Mo-
XeT 6eCKOHEYHO HaKanjMBaTbCsA BHYTPU K/ETOK, Mo-
3TOMY CYLLECTBYKOT U CUCTEMbI BbIXO4a Kanusa u3
BHYTPUK/IETOYHON Cpefbl, KOTOPbIA OCYLLeCTBASETCS
B OCHOBHOM MO Ka/IMEBbIM KaHaslaM pa3HbIX TUNoB. B
onpejeneHHbIX CUTyaumsx, no-BUAUMOMY, Kanunii Mo-
XKET He TOIbKO NOKMAATb KNeTKW MO KaJMeBbIM KaHa-
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dakTopbl, BNUAIOLWNE HA pacnpeienieHne Kasinsg Mexay
BHE- 1 BHYTPUKIETOYHOW Cpenoi

MoHMXKEHUEe KOHLeHTpauumu kanus
BO BHEK/ETOYHON XULKOCTU

YBenuyeHune exoga K B K1eTku

YMeHblleHne Bxoga K B K1eTku

Ta6nuua 1 3aMeTUM, 4YTO BCS CUC-
TeMa nepeHoca MOHOB
yepe3 KNeTOYHble MeMb-
paHbl ¢ yyactnem Na,K-
AT®a3 1, COOTBETCTBEH-
Ho, hopmumpoBaHme MMM,
Xopowo paboTaeT npwu
HOpMasbHbIX rpagmMeHTax
KOHUEHTpauuii BHYTpU-
KNeTOYHOro U BHeKne-

MoBbilleHne KOHLeHTpauum kanus
BO BHEK/IETOYHOI XXMAKOCTM

- WHCY/INH - a-af\peHoCTUMYNATOPbI
- P2-agpeHocTumynatopsl - aumpos

- ankanos - caxapHblii gnabet

- MUHepanKkopTukougbl - pebmuymnT Kanms

- TOPMOHbI LIUTOBUAHON Xenesbl - XMH

- KopTuKocTepougbl YBenunyenue Bbixoga K n3 knetok

- BOCTaHOB/IeHMe noc/e (U3NUeckoii Harpysku
- pOCT OpraHoB U TkaHei

NaM, HO 1 nepemMeLLaTbcs Mo HUM B MPOTUBOMOSOXK-
HOM HanpasfieHUn. Kpome Toro, B HEKOTOPbIX CrneLm-
aIM3NPOBAHHbBIX TKaHsAX, HaNpUMep, aNUTeNNM NoYeY-
HbIX KaHa/bLeB MMEKTCH U Apyrue TUNbl TpaHCnop-
TepoB, CNOCO6HbIX NepemMeLLaTb Kanmin. OCo6eHHOCTU
psga aTux TpaHcnopTepoB 6yayT 6onee nogpobHo
PacCMOTPEHbI HUXE.

MocpeactBom Ne,K-AT®dasbl, B KNeTKy nepeme-
LaloTCa ABa NONOXUTE/bHbLIX 3apsaja (4Ba KaTuoHa
Kanums), a n3 KNeTky BbIXOAAT TpU (TPW KaTMOHa Ha-
Tpus - cMm. puc. 3). N03TOMY BHYTPU KNETKWU Co3fa-
eTCA OTHOCUTENIbHbIA Ae(ULNT MONOXKMUTESNbHbIX 3a-
PAA0B M BHYTPEHHAS NOBEPXHOCTb KETOYHON MeMOb-
paHbl OKa3blBaeTCA 3apsXKeHHOW 0TpuuaTesibHO No
OTHOLLEHUIO K BHEK/IETOUHOI cpefe. IHbIMK cnoBa-
MW, MEXAY BHEKNETOYHOM W BHYTPUKIETOUHON cpe-
[0 BO3HMKAET Pa3HOCTb NOTEHLMAN0B, COCTaBsA0-
wasa 65-90 mB. 3Ta pa3sHOCTb MOTEHLMANOB MOyYK-
Na HasBaHMe «MeMOpaHHOro noTeHuMana NoOKos»
(M), OT BennumHbl MMM pewatrowmum o6pasom
3aBUCUT TaKOe CBOWCTBO K/ETOK KakK BO36YAMMOCTb.

- TMNepocmMosiIApHOCTb BHEK/TETOYHOIA XNAKOCTN
- noBpexaeHna KneTok

TOYHOro Kanud. Noatomy
KakK Npu CHWKEHWUN KOH-
LIeHTpaLum Kasns BO BHe-
KNIETOUYHOM XMNAKoCTK (Tn-
noKasmemMus), Tak U Npu ee HapacTaHuu (runpexanve-
MUS) 0eATeslbHOCTb 3TON CUCTEMbl HapyllaeTcs,
MeHseTcsa BennynHa MMM, 4TO B CBOKO OuYepefb OT-
PaXXaeTca Ha COCTOSAHWM W AeATeIbHOCTUN BO36GYAUMbIX
TKaHen, Hanpumep, MMOKapZa Uau nonepeyHo-nono-
caTbIX MbILLL,

KomnapTMmeHTanu3aumsa Kaama B 3Ha4YUTE/IbHOM
Mepe perynvMpyemblii NpoLecc, KOTOPbIA MOXeT nog-
BepraTbCca pasMuHbIM BO34eiCcTBUAM. JOCTaToOuHO
XOPOLUO M3BECTHbI (haKTOopbI U rpynnbl (hakTopoB, KO-
TOpble MOTYT KaK YBe/IMYUTb, TaK 1 OFPaHUYUTb BXOZ,
Kannsa B KNETKW UKW AaXKe YCUNNUTL ero BbIX0[ U3 BHYT-
PVKNETOYHO cpefbl (Tabn. 1).

OfiHaKo OCHOBHbIMU (haKTOpaMu, BAUSIOLLMMUN Ha
pacnpejeneHvie Kanms Mexay BHe- U BHYTPUKIETOY-
HO cpefiol, NO-BUAUMOMY, ABASKOTCA UHCYNUH U p2
afpeHOMUMETUKW. pn 3TOM p2afpeHOMUMETUKMN He-
nocpefcTeeHHo ctumynupytoT Ne,K-ATdaz3y, ycunu-
Bas BXO[ Ka/ns BHYTPb K/ETOK. Torga Kak WHCYIMH
akTusmpyeT No +/K-+06MeHHUK, COOTBETCTBEHHO YBe-
NNYMBAs NOCTYM/IEHNE HATPUA BO BHYTPUK/IETOUHYHO

cpedy, a y>ke HeobxoAMMOCTb 3KCMop-
TUPOBATb 3TOT KaTUOH U3 KNETKW Npu-
BOANT K ctumynaumm Ne,K-AT®Pa3bl.
WNHTepecHO, UTO B 0ObIYHbLIX YC/I0BUAX
No #/K+06MEHHWNK He aKTUBEH, HO €ro
aKTMBHOCTb HapacTaeT B 0CO6bIX CU-
Tyauusax, Hanpumep, nNpy noTpe6aeHum
nuwin, 6oraTon yrneesogamu, 4To, B
CBOK 04epedb, CTUMYNUpyeT BblOpOC
NHcynuHa [22]. OnpegeneHHoe 3Haye-
HVe B nepepacnpegeneHnmn Kanusa nve-
0T W TOPMOHbI LUUTOBULHOW Xenesbl,
NX POSib B HEKOTOPbIX KOHKPETHBIX K/N-
HUYeCKUX cMTyaumsax 6yaet nogpobHee
paccMOTpeHa HUXe.

MexaHNU3Mbl NOYe4yHOTOo TpaHC-
nopTa kanus. Kak 6bl He Oblna Benu-
Ka ponb nepepacnpefenutenbHbIX Me-

Puc. 3. YnpouweHHaa cxema KomnapTMeHTanusaunm Kaniva u redepauun Mrr.

NHE - NatH+- 06MEeHHMK.

XaHN3MOB B rOMeOoCTase Kand, peLla-
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Puc. 4. YnpowieHHasa cxema TpaHcnopTa noHos B TnBIMNI

lolee 3HauYeHMe B MopfepXaHuu ero banaHca npu-
HafNeXNUT MoYKam.

KaTunoH kanus HeBenvK no pasmepy, N03ToMy fer-
KO (pUNbTPYeTCs B Kanuansapax noveyHbIX KnyooUKoB.
Wcxopsa 3 cpefHell KOHLEHTpaL MK Kanus BO BHEKe-
TOYHOM Xngkoctn 4,5 mMmons/n 1 3HadeHnss CK® 100
MN/MWH, HETPYAHO MOACYUTATb, YTO CYTOUHBIN 06bEM
thunbTpaumm Kanus (punbTPaLUOHHBIA 3apag Kanus)
COCTaBUT 0KOM0 650 MMOL/CYT, TOrAa Kak ero BbiBe-
[leHNe C MOYOI cocTaBnseT B cpegHem okono 100
MMOb/CyT (cm. puc. 2). OTcroga CTaHOBUTCS MOHST-
HbIM, 4TO OK0/10 85% OT NPOodUALTPOBALLEr0CA Kasins
peabcopbupyeTcsi B MOYEUHbIX KaHalbLax, a 3KCKpe-
TMpyemast ()pakumsa 3TOro KaTmoHa paBHa npmoaman-
TenbHo 15%.

TeM He MeHee, MeXaHM3Mbl TyOYyNsPHOrO TpaHC-
nopTa Kanus JOCTaTOYHO C/I0XHbI, NMOCKO/bKY B Of-
HMX OTAenax He)poHa OH MOXKeT peabopbupoBaTbCs,
a B pyrux cekpetuposatbcsi. bonee Toro, peabcop-
OUMA 1 CeKpeLms Kanms MOryT NMPOUCXOAUTb B OAHUX
N TeX Xe y4yacTKax KaHa/bLeBOro annapata rouyek,
HanpuMmep, B TONCTOM BOCXOASLLEM KONeHe NeTiu
Fenne (TnBMIN).

B npokcrMManbHbIX KaHanblax peabopbupyetcs
0K0/10 65% 0T NPOGMNbTPOBALLErOCSH KONMYECTBA Ka-
nns. OfHaKo MexaHW3Mbl MPOKCUMaIbHON peabcopb-
UMM [aHHOrO KaTWOoHa OCTatoTCH HEWU3BECTHLIMMU.
MpeacTaBneHHble B NUTepaType MOAENN 3TOrO Mpo-
uecca [7, 20 u gp.], npy 60nee NpUcTasibHOM paccMoT-
PEeHWW, efBa NN MOTyT AaTb YAOBMETBOPUTESIbHOE
06bsCHEHME TEM [BMXKYLLMM Cu/iaM, KOTOpble onpe-
[ensT CTOMb MacwTabHbIA TPaHCTYOYNAPHbLIA ne-
PEHOC Kansa B MPOKCUMaSbHbIX KaHanbuax. Hecom-
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NomeH

HEHHO, UTO peLuaro-
WY ponb 34ecb
urpaet Na,K-AT-
®a3a, a ydactue
npuHumaoT NHE,
pasfinyHble TUMb
HaTpUeBbIX U Kanu-
€BblX KaHafioB W,
no-sBuMANMOMY, He-
KoTopble Apyrue
TUNbI TpaHcnopTe-
POB.
Mpw 3TOM
TpaHCNopT Kaiua B
NPOKCUMaNbHbIX
KaHasbLax, ckopee
BCEro, MPOUCXOLMT,
KakK no TpaHcues-
NIONSPHOMY, TakK U
napawennonapHo-
My MyTAM.
MpokcmmanbHas peabcopbums Kanmsa cuMTaeTcs
NpakTUYeckn HeperynmpyembiM npoueccom. C apy-
roii CTOPOHBbI, HeNb3d OTpULATL TO, YTO MpY page na-
TONOMMYECKUX CUTYaUMin (HanpumMep, CMHApPOM PaH-
KOHW, aMWHOINIMKO31A0Bas Hedponatus) 1 hapmako-
NOTNYECKUX BO3AEWCTBMI MofaBneHMe 06paTHOro
BCaCbIBaHWUSA 3TOr0 3/IEMEHTa B NPOKCUMaNbHbIX Ka-
Ha/ibL,aX MOXET OKas3aTb CYLLEeCTBEHHOe B/INAHWE Ha
KOHEYHYH BE/IMYNHY ero 3KCKPeLUn ¢ MOYol 1, B UTO-
re, CNpoBOLMPOBaTL MMMNOKAIMEMUIO.

CnegytoLMM BaXKHbIM 3BEHOM NOYEYHON peryns-
Lun romeocTasa Kanua asndetca ThBIMI. Ha anunkans-
HbIX Memb6paHax anuTenus 3Toro oThena HegpoHa
pacnonoxeH Ne,K,2C1-kotpaHcrnoptep (NKCC2) no
MeXaH13My BTOPUYHO aKTUBHOIO TpaHCropTa BBOAS-
LMIA B KNETKY OAVH KaTUOH HATPpWUs, OAMH KaTUOH Ka-
nua 1 ABa aHnoHa xnopa (puc. 4).

[anbHeliwasn cyabba aTUX UOHOB MpeacTaBnseT-
cs cnegytouleii. VoHbl HaTpusi BblibpacbiBalOTCs U3
K/NEeTKW B OCHOBHOM 3a CYET AeATe/IbHOCTU HaTpuii-
KanneBoro Hacoca, pacrnojoXXeHHoro Ha 6asonare-
panbHbIX MembpaHax HepoTenus TnBIMI (B o6meH
B KNETKY BXOAAT [Ba KaTWOHa Kanus - CM. puc. 4).
Kanuii, nocTynuBLIWIA B KNETKY C ABYX CTOPOH (anu-
KanbHOM 1 6a3onarepasbHO MembpaH) No KasnesbIiM
KaHanam pas/iMyHbIX TUNOB NGO BHOBbL BO3BpaLLaeT-
cA B MHTepCTUUMIA, NM60 MOCTynaeT B MPOCBeT Ka-
HasbLa. B nnaHe TemaTuky JaHHOr0 COOBLLEHNS OCO-
60e 3HaYeHne UMEIOT KaMeBbIe KaHasbl C HA3KOI Npo-
BogmmocTbto (ROMK-KaHabl), pacrnonoXeHHble Ha
NIOMEHaNbHbIX MembpaHax 3nuTenanbHbIX KNeToK
TnBIMI. OTTOK Ka/ius U3 KETKN B KAHa/IbLIEBYHO XN [ -
KOCTb N0 3TUM (& BO3MOXHO W MO KaHanam Apyrux
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WHTepcTaumii

TUMNOB - CM. pucC. 4) co3aeT B Heil N36bITOK NO3UTUB-
HbIX 3apsgoB (cMm. puc. 4).

AHWOHbI XN0pa, NOCTYNUBLUNE B KNETKY yepes
NKCC?2, BbIXOAAT B UHTEPCTULMI MO cUCTEMaM X/10p-
HbIX KaHanoB, NpPeACcTaBAeHHbIX B JAHHOM OTAene
HepoHa kaHanamu Tunos CLC-Kb (B 6onbLueit cTe-
neHn) n CLC-Ka (B - MeHbLUeR - cM. puc. 4). OTme-
TUM, YTO BaXXHOW COCTaBNAOLWEN (p-cyObeanHULENR),
kak CLC-Kb, Tak n CLC-Ka kaHanoB sBnsetcs Ge-
NOK 6apTTUH, Ae(heKTbl KOTPOro NPUBOAAT K pa3su-
TUIO OAHOr0 13 BapuaHToB cuHApoma bapTTepa. Bbl-
X0[, @aHWOHOB XJ/10pa B MHTEPCTULMaNbHOE NPOCTpaH-
CTBO CO3f4aeT TaM fOKaNbHbIA  U3ObLITOK
OTpULATENbHBIX 3apAJ0B, YTO HApAAY C BO3BpaLLEeHM-
€M KaTMOHOB Kanus B NPOCBET KaHa/bLa Yyepes Kaiu-
eBble KaHanbl POPMUPYET TaK Ha3blBaeMYIO /IHOMEH-
MO3UTUBHYIO TPAHC3INUTENNANbHYIO Pa3HOCTb NOTEH-
umanos (¥ - cM. puc. 4). Hanuume Takoi pasHOCTU
noTeHUManos (M36bITOK MONOXKUTENbHBIX 3aps0B
BHYTPU KaHa/bLa U OTPULATENbHBIX B UHTEPCTULNN)
ABNAETCH ABWXKYLLEN CUNOWA AN nepemeLteHns noso-
XUTENbHO 3apsXeHHbIX MoHOB Ca, Mg, 1, BO3MOXHO,
TOr0 Xe Kans U3 Ty6ynsapHOW XXNAKOCTU B UHTEPCTU-
LManbHOE NPOCTPAHCTBO MO NapaLennfspHOMY NyTK
(cm. puc. 4).

HestencHocTe A4 O-KoTpaHcnopTepa nojas-
NseTcsA NeTneBbIMU AMYpPeTUKaMU, B TOM 4ucie, Qy-
pocemuziom. Bo3sgelicTBue 3TUX MpenapaTos, paspy-
LLAEeT BCHO CNOXHYK CUCTEMY TpaHcrnopTa UOHOB B
TnBMIN, npenATcTBYeT POPMUPOBAHUIO SIFOMEHMO3U-
TMBHOW TPaHCANUTENNA/IbHOW Pa3HOCTM NOTEHLMAN0B
N, B KOHEYHOM UTOre, yMeHbLUaeT peabcopbunto Ha-
TpUA, Kanua, Xaopa, Kabuusa n MarHus B JaHHOM OT-
Jene HegpoHa. Conu, yXofsLLMe B HUXKeNexatlme oT-

JiomeH

fenbl HethpoHa, «yTAruBa-
t0T» 3a c060i4 Bogy. JaHHbIN
MexaHu3M 06bACHSAET MHO-
rve canypetuyeckume agek-
Tbl U AUYpeTUYECKOe feil-
CTBUE NETNEBbIX AMYpeTU-
KOB. 3aMeTuM, 4TO, XOTH
Kannil BbIXOAWUT M3 KNEeTOK
anutenua TnBIMIT B ABYyX
HanpaBneHusx (B NpoceeT
KaHanbua 1 MHTepCTULMIA -
CM. puc. 4), nocTynneHue
ero B MHTepCcTULUanbLHOe
MPOCTPAHCTBO OKa3blBaeTCs
OTHOCUTENBHO 60/MbLINM,
4eM B MPOCBET HedpoHa.
Moatomy TnBII cunTaet-
€ MECTOM HeTTO-peabcpb-
ummn kanuna [20]. B pgaHHoM
CBSI3M NofaBneHue peabcop-
6L MK Kanns B 3TOM OTAe/1e NOYeUHbIX KaHa/bLeB MeT-
NeBbIMU ANYPETUKAMU ABNISETCSA BXKHOMN (HO He eAuH-
CTBEHHOW! - CM. HWXXE) COCTaBSKOLLEN MX XOPOLLO
N3BECTHOIO KanuitypeTmyeckoro addekTa.

CneaytoLlymM BaXKHbIM Y4aCTKOM He(poHa, Bns-
IOLLMM Ha YPOBEHb 3KCKPELMWN Kans NMOYKONA, eCiv He
B (DM3MONIOMMYECKUX YCNOBUSX, TO NPU psae naTono-
rMYECKUX COCTOSHWIA U PapmMakonormyecknx Bo3geii-
CTBWIA, SIBNSAETCA [AUCTaNbHbIA W3BUTOW KaHanel
(AWK). Ha anukanbHbiX MembpaHax kKneTok AWK
nmeetca " bkotpaHcnopTtep (NCC). Mo cTpyKTy-
pe OH o4veHb NMoxox Ha NKCC2, ofHako B OT/iM4ne OT
nocnefHero, cnocobeH BBOAUTL BHYTPb KNETKU U3
NpocBeTa KaHa/blia TO/IbKO OfMH KAaTUOH HATpus ©
O4MH aHWOoH xnopa (puc. 5).

BO3HMKaeT 3aKOHOMEPHbI BONPOC, KaKoe OTHOLLIe-
HMe K Teme JaHHOro coobLleHmns (paccMOTpeHue co-
CTOSIHWI acCOLMUPOBAHHbIX C FTMMOKAIMEMUIA) UMEIOT
3TOT TPaHCNOPTEP M 3TOT OTAeN HedpoHa B LEeIom?
OTtBeT 3aksntoyvaeTcad B ToM, 4To NCC nogaensercs
TNa3NgoBbIMKU (MU CXOAHBIMU C HUMUW, Hanpumep,
nHganamung) anypetukamu. Moatomy BTOpbIM Ha3Ba-
Huem NCC CnyXuT - «Tuasupg-4yBCTBUTENbHbIN
TpaHcnopTtep» (TSC). B Takoit cutyauun, yrHeTeHme
BCaCbIBaHWA HaTpWUa U Xnopa U yxofsleln Bcnes 3a
HVMW BOAbI NPUBOAMUT K YBENUYEHWNIO UX [OCTABKU B
6onee gucTanbHble OTAeNbl KaHanbles. B nepsyto
oyepedb 3TO CKa3blBAETCA HA AEATENbHOCTW NaBHbIX
K/ETOK CBA3YIOLMX KaHa/bLEB U KOPTUK&/IbHbIX CO-
GupatenbHbIX TPY6OK, KOTOpble B OTBET Ha yBenuye-
HVe NOCTYNNEeHUs HaTpUs YCUIMBAKOT ero peabcopb-
uMo B 06MeH Ha HapacTaHue cekpeuun kanwms. lMoc-
nepHee, Kak 6ygert 6onee nogpobHo o06CyxgaTbea
HUXeE, NPUBOAUT K YBENIMUEHUIO 3KCKPELUn Kanusa ¢
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NHTepcTuumii
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Pvic. 6. YNpoLLEHHasi cxeMa TpaHCcnopTa Kasus B N1aBHbIX KeTKax CBA3YIOLMX KaHaIbLEB U

KOPTUKa/IbHbIX cobupatesibHbIX TPYOOK (06bACHEHUS B TEKCTE).

Mo4oi. Kpome Toro, reHetuyeckunin getekt TSC ne-
YXUT B OCHOBAHUWM OLHOr0 M3 BapuaHTOB CMHAPOMA
MTenbmaHa.

BaxHelwnm 0TAeN0M HepoHa peluarowum 06-
pasoM OnpejenstomMM YPOBeHb 3KCKpeLun Kanus ¢
MOUOA, ABNAIOTCH CBA3YHOLLME KaHabLibl U KOPTUKASIb-
Hble 0TAeNbl cobupaTesbHbIX TPY60K. OCHOBHAA posb
B 3TOM MpoLecce NPUHALNEXUT rNaBHbIM K/1eTKaMm
[aHHbIX OTAEN0B NOYeHbIX KaHanbLeB (puc. 6). TpaHc-
MOpT MOHOB B 3TUX KNETKax 3acnyXusaeT 6onee fe-
Ta/IbHOrO PacCMOTPeHKS.

HaTpuid, Haxo4sALLMACA B KaHANbLLEBOMN XXMAKOCTH,
MOXET MOCTYNUTb BHYTPb KNETOK N0 cUcTeMaM 3nu-
TeNmanbHbIX HaTpueBbIX KaHanoB ENaC (cm. puc. 6).
Mpy 3TOM BaXHO, YTOObI AaHHble KaHasbl ObIIN aK-
TUBHbI (KOTKPbITbI») U UMENUCH Ha NOMEHa/bHbIX

Puc. 7. MexaHusm KanuilypeTuyeckoro AeicTBUS TrasnaoBbixX
1 NeTNeBbIX ANYPETUKOB (06BACHEHUS B TEKCTE).
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MembpaHax anuTenusa B AoC-
TaToyHOM yucne. Janee, NOHbI

NomeH

ROMK HaTPUA 13 BHYTPUKNETOUHON

cpefbl BbIBOAATCA B UHTep-

ctruymin Ne,K-AT®da3oin B 06-

N MEH Ha NOoCTYMN/IEHNE KaTUOHOB

Amunopug Kanus BHYTPb KNeTKu (CM.
TpuamTtepeH o

/ puc. 6). OTcrofja Kanuii no cso-

UM KaHanam (CKkopee BCero
kaHanam ROMK-Tvna) nocty-
naet B TyOynspHOE COAEPXU-
moe (cMm. puc. 6).

Cuctema TpaHcnopTa
NOHOB B 3TOM 0TfAeNe Hedpo-
Ha (rnaBHble KNETKW) opraHu-
30BaHa TaK, 4To 4Yem 60sbLUe
MOHOB HaTpuUA «CNyCTUTCH» B
[laHHbI/ Y4acToK, Tem 6osbLUe
€ro BOWAET BHYTPb KNEeTKN U B
06meH Tem 6onblie BbIAgET
Kanuns. ITUM 1 0OBACHSETCS KaniypeTuyeckoe fei-
CTBME TWMA3WAOB, YaCTUYHO, METNEBLIX U BO3MOXHO
ONYPEeTUKOB ApYrMX TUMOB, CNOCOGHBLIX YBEIUUYUTH
[OCTaBKY HaTpus B CBA3YIOLLME KaHa/bLbl U KOPTU-
KanbHble 0TAeNbl cobupaTenbHbiX Tpy6oK (puc.7).
3aMeTuM, 4YTO, KakK y)Xe OTMeyasnocb paHee, netie-
Bble ANYPETUKM TakXKe NofgaBnstoT HeTTO-peabcob-
umto Kanua B TnBIIT, 4TO BHOCUT LOMONMHUTENbHbIN
BK/1aj B UX KanuidypeTunyeckuii athpekt [20].

MexaHusmbl perynaunm romeocTasa Kanus. Oc-
HOBHOE 3HauyeHWe B perynsuuMmM romMeocrtasa Kaaus
MMEET rOPMOH KOpbl HafNOYEYHNKOB - albJOCTEPOH.
[aHHbIi rOPMOH [ieiiCTBYET Ha rNaBHble KNEeTKW CBS-
3YHOLLMX KaHa/bLIEB N KOPTUKa/IbHbIX COBMPAaTENbHbIX
Tpybok. B faHHOM 0TAene HegpoHa OH yBen4YnBaeT
peabcopbunto HaTpus (BCneg 3a HaTPUEM YyXOAWUT
BOJR) B 0OMEH Ha ycuneHve cekpeLum kanus (cMm. puc.
6,7). MexaHn3sm Takoro apekta anbfoCTepoHa B
npesesnbHO YNpoLLeHHOM BUAe BbIMNALNT CNeAY LM
06pa3oM. OH nepBOHAYaNbHO CBA3bLIBAETCH C MUHe-
panKopTUKoMaHbIMK perenTopamu (MP-peuenTopsl -
CM. puc.6), pacrofioXXeHHbIMU B LMTO30/1e Yy Ga3ona-
TepasibHbIX MemMOpaH rnaBHbIX K/ETOK, 06pasys rop-
MOH-peLenTopHbIi komnneke (FPK - cm. puc. 6). a-
nee N'PK NpoHMKaeT B A4p0 M CBA3bIBAETCA C Onpe-
feneHHol o6nactbto AHK (ropmMoH-peLenTopHblii
anemMeHT - 'P3J; cMm. puc. 6), 4TO B KOHEYHOM UTOre
aKTUBMPYET [eATe/IbHOCTb reHOB, OTBETCTBEHHbIX 3a
CUHTE3 6e/TIKOBbIX CYObeAUHUL, ANUTENNANbHBIX HATPU-
eBblx KaHanos (ENaC - cm. puc. 6). MNog BAusHUEM
a/lbJOCTEPOHA YNC/I0 HATPMEBbLIX KaHA/I0B Ha anuKasb-
HbIX MemMbpaHax rnaBHbIX K/IETOK YBE/IMUYUBAETCS, UTO,
B CBOK O4epefb, YCUAMBAET BXOA HATpus U3 Tyoy-
NAPHOW XXMAKOCTU BHYTPb KNeTKK, akTuempyeT Na,K-
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ATda3y, B 06MeH HapacTaeT BX0og Kanus 4yepes 6a-
30MnaTepaibHy0 MeMbpaHy, a 3aTeM BbIX0[, 3TOro Ka-
TMoHa Nno ROMK-kaHanam B NpocBeT KaHanbua. Mo-
MWMO OMMCaHHOIO Bbllle 3thheKTa, anbLOCTEPOH, No-
BUANMOMY, MOXET He TO/IbKO YBEINYMBaTb YMC/0
ENac, HO 1 ycunmnBaTtb aKTUBHOCTb YXe CYLLEeCTBYIO-
LLMX, a TAKXe, HeMOCPeACTBEHHO akTMBMpoBaTh Na,K-
ATdazy [23].

Tem He MeHee, OCHOBHOW 3heKT 3TOro M1Hepan-
KOPTUKOMAA, CBfi3aH MMEHHO C YBEe/IMYeHWeM 4yucna
ENaC, noaToMy OH pa3BuBaeTCsA He 6bICTPO (CMHTE3
6enKoBbIX Cy6beaMHNL, TpaHCNOPTEPOB TpebyeT fo-
BO/IbHO 3HAUYMTENLHOrO BpeMeHwu). MocnecTBms 3To-
ro XOpPOLLO M3BECTHbI NPaKTUKyOLWUM Bpavam. Ha-
npvMep, NOJSIHOE CTaHOBMEHWE LUYPETUYECKOro feit-
CTBMS CMUPOHONAKTOHA (BEPOLLNUPOHA) TPebyeT, Kak
MWHUMYM, HECKO/bKUX CYTOK. 3TO CBA3aHO C TEM, YTO
BEpOLUNUPOH (KOHKYPEHTHBbIA aHTaroHUCT anbAocTe-
pOHa) BMECTO Hero cesisbiBaeTcs ¢ MP-peuentopom,
06pa3ya M3MeHeHHbIN MPK, KoTopblli He cnocobeH
ycunmeaTb cMHTe3 HoBbIX ENaC. OfHako yxe cylLe-
CTBYIOLLME ellle MPOAOKAlT AeNCTBOBaTbL U BCA CU-
cTema TpaHcnopTa MOHOB paboTaeT 0 Tex nop, Noka
NMeIoLLMEeCH KaHasbl He [LerpagupytoT.

B gelicTBUM anbAoCTEPOHA HAa 3MUTENIMI CBA3YIO-
LLMX KaHaNbLEB M KOPTUKA/IbHbIX COBUpATENbHbIX TPY-
60K BaXKHOE 3HayeHue UMeeT U (hepMeHT, HOCALLMIA
HasBaHue 11p-rMapoKCUCTepouaaermaporeHasa tmna
Il (11p-rACI 1l - cm. puc. 6). OH, NO CyTH, «3aLn-
LLaeT» rnaBHble KNeTKU OT MUHEePanKOPTUKOULHOMO
[leiCTBMA KOPTU30/1a, NEPeBOAs ero B HeaKTUBHbIW B
[laHHOM nJiaHe KOPTU30H (1, BO3MOXHO, NPeAHU30/10H
B NPeAHU30H). [leno B TOM, YTO KOHLEHTpaLus KOpTu-
30/1a B n/ia3me Kposu npumMepHo B 100 pas Bbille, YeM
anbfoCTepoHa, a ero cpoactso K MP-peuenTtopam,
no-euaMmomy, 6onbLue. Mpy OTCYTCTBUN UK CHUXKE-
HuW aktuBHocTK 11 p-IACIK Il TpaHCnopT MOHOB B rNas-
HbIX KNeTKax CBA3YIOLMX KaHanbLUeB U cobupatesib-
HbIX TPY60K KOHTPONNPOBAsICS Obl HEe afbA0CTEPOHOM,
a KopTu3o/ioM. Takoe feiiCTBUTE/IbHO MPOUCXOLUT Npu
fetheKTax reHa, OTBETCTBEHHOr0 3a cuHTe3 11p-IACIH
Il uAn Npu yrHeTeHUn JaHHOro PepMeHTa, rauueppa-
3MHOBOW KWUCMOTON, B 6OMbLLIOM KOMMYECTBE COAEp-
Xalleics B KOpHe pacTeHUs conogku (nakpuubl). B
3TUX CUTyaLUAX MOXeT pa3BUBATbCA COCTOAHUE, U3-
BECTHOE KaK «CUHIPOM KaXYLLerocs n3bbiTka MyUHe-
pankoTpukongos (CKNM)».

MomMnmMo BO3AENCTBUA Ha 3NUTeNuniA cobuparesb-
HbIX TPY6OK, aHanoruyHble BAUAHUSA B OTHOLLIEHMU
TpaHCrnopTa HaTpus, Kannsa 1 BoAbl, allbJOCTEPOH OKa-
3bIBaeT Ha 3anNuTeNuanbHble KNeTKW TOCTOro KuLLey-
HMKa 1 CNIOHHbIX XXene3 [23]. Kpome Toro, B HacTos-
Lee BPEMSA HAKOMMIEHO OrpOMHOE 4YMUC/O [O0Ka3a-
TeNbCTB TOr0, YTO 3TOT FOPMOH MOXXET OKa3blBaTb

BO3/eiCTBMA (3a4acTyo He CBS3aHHbIE C BMELLIATE b-
CTBOM B reHeTMYecKuid annapar - «HereHOMHble 3g-
(heKTbl a/ib4OCTEPOHA») HE TOMbKO Ha 3NUTENNI, HO U
KNeTKN TKaHel Apyrux TUMNOB, Hanpumep, MUOKaps,
sHgotenmin, LUHC. Bo MHOrOM faHHble adeKTbl HO-
CAT HEraTMBHbIA XapakTep, YCUMBas, B YaCTHOCTMH,
pemofenvpoBaHne MMUOKapaa UM cocynoB 1 onpeae-
Nss NoBpexjatoLlee AeACTBME FOPMOHA Ha 3TW opra-
Hbl [23]. OfHaKo faHHble CTOPOHbI LeNCTBMS aNbfo-
CTepoHa He 6GyayT NpeAMETOM Hallero 06CyXAeHus.

OTMeTUM TakXe, YTO Cepbe3Hble HapyLleHus
TpaHcnopTa HaTpUs U Kains B KOPTUKaSbHLIX CO6U-
patenbHbIX TpyOKax MOryT BO3HMKATb NpPU reHeTu-
yeckux fegektax ENaC, B TOM uucne npusBogaLmx
K runokaavemmun (Hanpumep, cuHgpom Jimgnsa). Ogf-
HaKo 3T COCTOsAHUSA, Takxke Kak CKINM, Takoli csoe-
06pa3HbIi reHeTUYeCKUn fedheKT Kak runepanbhocT-
POHW3M, UCMIPaBASAEMbIN TIOKOPTUKOMAAMM, UNN faXKe
HaMHOro 6o0/fiee pacnpoCTPaHeHHbIA NePBUYHbLINA TU-
nepanbAocTepoHnsm (cmHapoM KoHHa) Mbl Hafeem-
CA pacCMOTPETb B OHOIN U3 NOCNESYIOLWNX NEKLWIA.

C NpaKTUYeCKMX NO3MLMIA Hanbonee BaXKHO TO, UTO
n30bITOK anbAoCTepoHa (pefKoe UCKOUYEHUE -
COCTOSIHWSA, COMPOBOXAAOLNECA PE3NCTEHTHOCTLIO
MoYeyHbIX KaHaibleB K AeCTBUIO 3TOr0 rOpPMOHA)
accoummpyeTcs C yBeIMYEHMEM MOYEYHOWM 3KCK-
peunn Kanua u nocnegyrowmm pasBuTUeM rmno-
Kasimemumu.

KOHeYHbIMW UTOraMm KpaTKoro o6cy>xaeHus me-
XaHM3MOB NMOYEYHOro TpaHCNopTa Kanusa u perynaumm
[JaHHOro npovecca MOXHO cuutatb cnegytowee. Oc-
HOBHbIMW Y4YacTKaMun «06paboTKM» Kanus B NOYKax
ABNAKOTCA:

* Kny6ouku

* MpokcuManbHbI KaHanel

» ToncTbll BOCXoAAWMA oTaen neTnm FeHne

o lucTanbHbIrA U3BMTON KaHanel

e CBA3yOW NI KaHaney U KOpTUKanbHble coOu-
paTenbHble TPybKK

Mpwn aTom:

* Kanuii npakTuyeckn cBo60fHO PuUNbTpPyeT-
cA B NOMEPYASIPHBITX Kanuaaspax

* 65-70% OoT npodhuabTpOBaBLIEroca Konnye-
cTBa Kanusa peabcopbupyeTcsa B NPOKCUManbHble
KaHanbLuax

* MexaHM3MbIT NMpoOKCUManbHO peabcopbuum
Kanms B TOYHOCTMU He yCTaHOBNEHbII

* MpokcumanbHasa peabcopbumnsa kanmsa He pe-
rynupyeTcs (?)

* MopgaBneHne peabcobuyum HaTpua B TaBMT
(neTnesble guypeTukun) u AN K (Tuasngbl) umeeT
Ba>XHOe 3Ha4YeHWe B OMpefeneHNn ob6beMa KOoHeu-
HON NOYEYHON 3KCKpeLuu Kanus

* O6bemM NOYEYHON IKCKPeLun Kanus, pellato-
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wum obpasom, onpefensieTcs BENMYMHON ero cek-
peunn B o6MeH Ha peabcopbuuio HaTpuUsa B rnas-
HbIX KNneTKax CBA3YILWMNX KaHaNblLeB M KOPTUKab-
Hble cobupaTenbHble TPy6OK

« [NaBHbIM PErynsiTopoM NOYEYHON 3KCKpeLuu
Kanms SBNSETCA anbLOCTEPOH, YBE/IMUMBAIOLWNIA CeK-
peuunto Kanma B 06MeH Ha HapacTaHue peabcopbuumm
HaTpWMA B CBA3YIOWMX KaHanbLax N KOPTUKaNbHbIX
cobupaTenbHbIX TPyOKax.

T’MMNOKANMMEMUA

JethnumnT kKanua - ogHo 13 Hanbosnee pacnpocTpa-
HEHHbIX PacCTPOMCTB MOHHOFO FOMeocTasa, Habnto-
JaroLeecs B KAMHUYECKON npakTuke. Y 6onee yem
20% rocnuTann3npoBaHHbIX 60MbHbIX OTMeYaeTcs
CHVXEHWE KOHLIEHTPALUN Kaulisl B CbIBOPOTKE WJIN Mas-
Me KpPOBMW MeHee 3,5 MMMO/Ib/fI, & B HEKOTOPbIX K/n-
HUYECKNX CUTYyaLmaX FTMNoKaMeMmns BCTPEYaeTCs eLLe
yaule, gocturas, Hanpumep, 40% y nayneHToB, Nony-
yaroLWwmnx Trasnaosble anypeTmkn [21].

Knaccudukauyns runokanmemuii. O6WenpuHsa-
TO KnaccugukaumMm runokKaIneMmini He CyLLECTBYET,
0AHaKo 06bIYHO MbITAOTCHA NOAPA3LEeNsTb 3TU COCTO-
SAHWSA B 3aBUCMMOCTM OT NPUYMH UX pa3sutua [11,24].
B cBA3M C 3TMM MOXHO BblAeNUTb ChnefyoLlne Bapu-
aHTbl FTUMOKa/IMEMMWIA;

I. Tcesgornnokanuemunu

Il. HepocTaTouyHOe NocTynneHue kKanug

I1l. MoTepn Kanma M3 opraHusma

IV. lMepepacnpegenedne Kanud

V. KOMOWHMPOBaAHHbITE MPUYUHbI!

VI. Tunokanmemun HeACHOTro NPOUCXOXKAEHUA

MNcesgornnokannemmn BecbMa pefikue COCTOS-
HUWS, KOTOpble MOTYT BCTpeYaThCs Npu NeiKoLmuTo3ax
N TpomboumTo3ax. B aTmx cuTyaumsx nocne 3abopa
npo6bl KpoBu (B MPO6GUPKE) MPOMUCXOANT MEpexos Ka-
NS B KNETKU U3 BHEK/IETOUHOI cpefbl, 0CO6EHHO ecin
KPOBb KaKOe-TO BpPeMs XpaHWUTcAa B Tense. Torga npu
nocnefyoLlem Nnosiy4YeHnn CbIBOPOTKU U OMpegene-
HWN B Hell YPOBHA Ka/iMsi OH OKa3blBAETCH HU3KUM.
KNMHWYecKn nceBgornnokanmemMmns HuYem cebs He
nposiBnseT (KOHLUEHTpaLMs Kanusi BO BHEK/ETOUHON
XUAKOCTU OpraHv3ma OCTaeTcsi HOpMaslbHOI). Cun-
TaeTCH, YTO B 3TOW CUTyaLum nyYlle onpeaensiTb ypo-
BeHb Ka/is He B CbIBOPOTKe KPOBM, a B Maa3me, B KO-
TOpOiI1 OH B HOpMe Ha 0,5 mmonb/n Huxke [12].

HepocTatoyHoe NOCTynneHWe Kanusa LOBONLHO
PeSKO MOXET CTaTb NPUYUHON runokanuemun. OfgHa-
KO, KaK y>XXe 0TMeyasiocb paHee, BO3MOXHOCTU NoyekK
Mo KOHCepBauuW Kanuna orpaHunyeHsl. [Moatomy anm-
TeNbHOe MnpebbiBaHNE Ha HW3KOKaINEBOW ueTe Mo-
XKET CNpOoBOLMPOBaTL AeULMT 3TOr0 KaTuoHa B opra-
H/3Me 1 MOC/eYIOLLYIO rMnoKaimemnto. I'mnokanve-
MWW, CBA3aHHbIE C HELOCTATOYHbLIM MOCTYM/IEHNEM
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Kanus, vawle HabnalnTca Y NoXubiX, 0COBEHHO
OVHOKMX N He3[0pOBbIX 0Ael, Y KOTOPbIX 3HAYM-
TeNIbHO CHWXXEHbI BO3MOXHOCTM COLMa/IbHOM afanTa-
LMW N UMeeT MeCTO HU3KUIA COLUIKOHOMUYECKNIA CTa-
Tyc. OnpefeneHHoe 3HaYeHne MOXEeT UMETb TUM Au-
eTbl (PaLuoHbl C MasibiM KO/IMYECTBOM OBOLLER U
(hpYKTOB), B TOM YKC/IE CBA3AHHbINA C 0COOEHHOCTAMU
MULLEBOro NOBeAEHUSA TOW NN MHOW HaLMOHaNbHOW NN
pacoBoii rpynnel. Hanprumep, MHorve ahpoamepukaH-
Libl MOYYAl0T C NULLEN 0KOMO 25 MMOSb Kans B CyT-
KW, TOrAa Kak CpegHuii ypoBeHb NoTpebieHns 3Toro
aneMeHTa NpeacTaBUTENIAMU FOPOACKOro 6enoro Ha-
ceneHuna CLUA coctasnset npumepHo 62,5 Mmonb/
cyT [21].

"'Mnokannemnn, cBA3aHHbIE C NOTEPAMU Ka-
NNF 13 opraHn3mMa - Hambosee pacnpocTpaHeHHas U
KVHUYECKMN 3HaUMMas rpynna runokaavemuii. More-
pyv Kanns MOryT MPOUCXOAUTL Yepes MNOYKU, XXeyou-
HO-KULLUEYHbIWA TPaKT W, B 0COObIX CUTYyaLusX, vepes
KOXY WK 3a cyeT appepeHTHOM Tepanum [11].

MyTW 1 NPUYUHBI NOTEPb Kalns U3 OpraHu3ma:

* MoyeyHble NoTepu Kanus

MnepanbaocTepoHN3M

- nepBuyHble (cMHApoM KOHHA)

- UCNPAaB/ISEMBII FNIIOKOKOPTUKOULAMM

- BTOPUYHbIE

BasopeHabHas runepTeH3ns (Mwemuyeckas 6o-
Ne3Hb noyek - WBIM)

PEHVH-MPOAYLMPYIOLLE ONYXO/W NOYEK

CUHAPOM 3KTOMUYECKON NPOAYKLMN peHUHA

McesgornnepasnbLoCTEPOHN3M

- HaC]'Ie,ElCTBeHHbIVI

fepmumnT 11p-rugpokKcucTeponaerugporeHasbl
Tuna Il (CMHAPOM KaxkyLLerocs n3bbiTka MUHEpPaKop-
TUKOWJ0B)

- NpuobpeTEeHHbIEe

KOpPEeHb CONOAKM (rnueppasmvH)

HethponaTun ¢ noTepeii Kanus

- Ty6ynouHTeEpcTMLMANbHbIE HEdponaTuu

namonaTuyeckme

NHEKLMOHHbIE (XPOHWUYECKUIA NNENOHE(PUT)

TOKCUYecKue

- HacnefACTBEHHblIe U NpuobpeTeHHble Ty6yno-

naTun

cuHapom BapTtTepa

cuHApoM [nTenbMaHa

cuHApom Jinana

CUHAPOM PaHKOHK

NoYeYHbIi TyBYNsapHbIA aungos Tun |

NoYeyHblit TYBYNspHbIA aumaos Tun 1l

MNMoTepn Kanus, BbbBBaHHbLIE IEKapCTBaAMMN

- ANYpeTuKu

OoCMOTUYECKHME

aueTasonamuf
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neTneBble

TMasugbl

- @aHTNBUOTMKM

aMUHOTIMKO3WbI

amnuLnIINH

Kap6eHULMNINH

KMHAAMUUMH

NPOCPOYEHHbIE TETPALMKIINHBI

- cTepounaHble TOPMOHBI

I/IFOKOKOPTUKOU I

nepopanbHble NPOTUBO3a4YaTOUHbIE CPeacTBa

- npoyne neKapCTBEeHHble CPpeACTBa

MPON3BOLHbIE NIATUHbI, XMHUAWH, CANMUMNaThl 1 ap.

PaccTpoiicTBa KNCNOTHO-OCHOBHOIO COCTO-

AHNA U AN33NeKTPONUTEMUN

- MeTabonnyeckuin ankanos

- BOCCTaHOBNEHMe nocne anabeTMUecKoro Ke-

Toauugosa

- rmnepkKansunemMmmna

- TmnoMarHunemmna

Monnypus

- He(pporeHHbIli HecaxapHblii guabeT

- NoOAWypUYECKas cTagus ocTporo TybynapHoro

HeKpo3a

* [ToTepun uepe3s XKT

- psoTa

- Anappes, B TOM u4ucne 3noynoTpebneHue cna-

6UTenbHbIMM

- BOpCnMHYaTaa onyxonb TONCTOW KULIKK

* [ToTepun 4vepe3 KOXy

- ycuneHHoe noTrooTpgeneHune (?)

- KUCTO3HbI punbpo3 (aedhekT CFTR-XxN0pHOrO

KaHana)

e MoTepn npu apdhepeHTHON (3aMecTUTENb-

HOW No4YeyHOW) Tepanuu

MepeuncneHue Bbilwe NPUYUH MOTEPL Kanns, He
ABNAETCA NPUBEAEHMEM KaKOW-1Mbo Knaccugmkaum-
OHHOIM CXeMbl [aHHbIX COCTOSIHWUIA W, TeM 6Gofee, He
pa3paboTKol COBCTBEHHOW KnaccupuKkaumm, a npocTo
MONbITKOIN 60/ee-MeHee YyNnopsa0UYeHHOr0 N310XKeHNS
[aHHOW Npob6nembl. OfHAKO, NPU peLleHn faxe 3Toi
BECbMa CKPOMHOI 3aaauun, BCTPETUAUCH TPYAHOCTM C
KOTOpbIMU, MO-BUANMOMY, MOT/IN CTOSIKHYTLCA U ApY-
rve aBTOPbl, MHTEPECOBABLUNECA 3TUM BOMPOCOM.
HekoTopble NpUUYUHbLI NOTEPb KasiMsi MOXHO 6b110 6bl
NPUBECTU B ApYrux pyopukax Wam ykasaTb UX B He-
CKOMbKMX. Hanpumep, cuHapomMbl BapTTepa u MuTenb-
MaHa MHOrfa ONUCbIBAKOT KaK BapuaHTbl BTOPUUYHOIO
rmnepanbAoCTePOHN3Ma, YTO OTHYACTW CrpaBesvBo,
MOCKOMbKY Ha (POHe NOTepu CONel 1 XKMAKOCTW BCnes-
CTBME AeeKTOB COOTBETCTBYIOLLMX WUOHHbLIX TpaHC-
MOPTEPOB B MOYEYHbIX KaHa/bLax aKTUBUPYeTCH pe-
HWH-aHTMOTEH3WNH-a/1Ib0CTEPOHOBAsA CUCTEMA U MOBbI-
LLeHVEe YPOBHA anb0CTEpPOHa BHOCUT CBOW BKMaj B

yBeNMYeHne MoYeyHoOW aKckpeuun kanus. CUHAPOM
Nnana paccmaTpmBaloT Kak BapuaHT nceBgorune-
pasib4OCTEPOHN3MA, UTO C KIMHUYECKUX NO3WLKIA, BO3-
MOXHO, OrnpasfaHOo, XOTS B OCHOBE 3TOro pefKoro
ayTOCOMHO-OMWHATHOI0 3a601eBaHUsA NEXUT reHe-
TUYECKN [eTEPMUHUPOBAHHOE MOBbILIEHWE aKTUBHO-
ctv ENaC. BapuaHTbl MOTepb Ka/ius, CBA3aHHbIE C
NoNNYpPUSMU, B NPUHLIANE MOXHO NEPEHECTU B pa3aen
Ty6ynonatuin. JononHWTENbHYIO TPYAHOCTb CO34aeT
TO, UTO cama Mo cebe A/IUTENLHO CyLLecTBYOLan
rMNOKa/INEMUS MOXET CTaTb NPUUUHOM XPOHUYECKOM
rMNoKasMeMmnYeckoi Hethponatueid, OLHUM 13 NPOSB-
NeHW KOTOPOI U ABNAETCA He(hPOTreHHbIN HecaxapHbll
vabet. MepeyeHb NOAOOHBLIX HECOOTBETCTBUIA MOX-
HO MPOAO/MKUTL, MO3TOMY Npobnema co3gaHusi 060-
CHOBaHHOW 1 YA06HOIN KnaccuuKaLumm NpruYmH noyey-
HbIX MNOTEPb Kanus, Kak U runokKanneMunii B Lesiom, no-
BUAVMOMY, eLle XAET peLleHus.

MNMepepacnpefenyTeNbHble TUMOKAINEMUN
BCTPEYAKTCA HAMHOrO pexe, YeM runokainemuu,
CBAI3aHHbIe C MOTEPAMU 3TOr0 KaTuoHa. TeM He Me-
Hee, B KNIMHUYECKOW NPaKTUKe OHU He ABASKOTCS 3KC-
K/O3MBOM U C HAMUW MOTYT CTa/IKUBaTbCA Bpayu ca-
MbIX pasHbIX CneumanbHOCTENR.

"'Mnokannemuw, cBs3aHHbIE C NepepacnpeseneHu-
em Kanus

* Ankanos

* [MNepUHCYNNHU3M

* P2aApeHOMUMETUKN

* MUHepaKOPTUKOULbI

* TOPMOHbI L MTOBUAHON Xenesbl

* KOPTUKOCTEPOULbI

* KOthenH

* BOCCTAHOB/IEHWE NOCe (PU3UUECKOA Harpy3Ku

* POCT OPraHoB ¥ TKaHel

* TNOKaIMEMMYECKUI NEPUOANYECKII Napainy

- CeMeliHbIi

- CNopagnyecKunin

- TUPEOTOKCUYECKUIA

- UHTOKCMKaLUna 6apmem
- BTOPUYHbIN (?)

Bce i1 NpuUrHbI, NepeyncreHHble BblLLE, Harpu-
Mep, MUHEPaSIKOPTUKOMAbI, CMOCOOHbI BbI3blBaThL Me-
pepacnpeaennTelbHyt0 TMNOKaIMEMUIO, MO KpaliHel
Mepe, AOCTaTOYHO OTYET/IMBYHD, OCTAeTCH CMOPHbLIM.

KomM6V1HMPOBaHHbLIM TMNOKa/IMEMUN, Kak cnegy-
eT 3 U3/I0KEHHOIO BbILe, MOryT BCTpeYaThCcs Mnpu
COYeTaHMM HECKONbKNX (PAKTOPOB, Kak Npasunio, npu-
BOAALLMX K MOYEYHLIM MOTEPAM Kanus U nepexopy
3TOro KaTMoHa BHYTPb KNeTOK. Hanbonee apkmum npu-
MepoM Takoro poga, no-BvAMMOMY, SBASAIOTCA TUMO-
Kasmemum, acCcoLuUmMpoBaHHbIE C aJIKaio30M.

BONbLUIMHCTBO aBTOPOB NPW MOMbITKax pasrpaHu-
YEeHWS Pas3INYHbIX FMNOKAIMEMUYECKUX COCTOSHUIA
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MCNOMb3YKOT ONUCaHHbIE Bbille Noaxoasl. HekoTopsle
npeanaraloT y4uTbiBaTh elle psag 06CTOATENbCTB U
BbIZENAOT, Hampumep, OCTPbIE U XPOHUYECKME TU-
nokaneMmn, NoApasaenss nocnegHue eLle v no ypos-
HIO apTepuanbHoro fgasneHus (AL) [24].

OcTpble rMNoKanneMun (4IMTENbHOCTHI0 MeHee
12 yacos)

* Ankanos (MeTabonmuecKunii Unmn pecnmpaTopHbIi)

* 'HcynuHoTepanusa (Hanpumep, Npu TsXXenon ru-
neprankemmm)

* p2afpeHOMUMETUKM (Hanpumep, anbbyTepon)

XPpOHUYecKMe rnnokanueMmmn (4AUTeNbHOCTbHO
6onee 24 4acoB)

» C HOpManbHbIM apTepuasibHbIM AaBfeHUEHUEM

- yBeiyeHue notepb Kanua yepes XKKT

Auvapes

cnabutenbHble

- YBe/IMYeHUe NoYeyHbIX NOTepb Kanus

ONypeTuKu

runomarHuemMus

MOYEYUHbIA TYOYNAPHBIA aunao3 (UcTanbHbIn 1
NPOKCUMaJIbHbII)

reHeTuyeckne gethekTbl (Hanpumep, CUHAPOMbI
baptTepa n 'MTtenbmaHa)

* C BbICOKMM apTepuasibHbIM faBneHnem

- TUNepaIbLOCTEPOHU3M

NepBUYHbIIA

CTEHO3 MOYEeHON apTepun

60ne3Hb KylumHra

- HOPMO- WJIM TMNOabA0CTEPOHU3M

akTueaums ENaC (cuHgpom Slngns)

310ynoTpe6eHre NakpuLeit

MpencTaBneHHOe Bbille pa3fesnieHne rnnokaame-
MWUIA NpeacTaBnseTcs Ham BeCbMa MOJe3HbIM, XOTH
3Ty Knaccugukaumio A. Rastergar u M. Soleimani [24]
e[1Ba NI MOXHO CYMTaThb MOJHOM.

HakoHeLl, BO MHOTMX COOGLLEHNAX NPOCMAaTpMBa-
eTCA TEHAEHLUMA K pa3fesieHNI0 rMNOKaIMeMUYecKmX
COCTOSIHUIA MO TSXKECTU, XOTA NPAMOro npejcrasre-
HMSA TaKoW Knaccuukaumm B 4OCTYMHON nuTepaType
Mbl He BCTPeTUN. C KIMHNYECKUX NO3ULLWIA, NO-BUAN-
MOMY, CTOWUT BbIAensTb TPU CTENEHW BbIPKEHHOCTU
rMNoKaaMemuu, OPUEHTUPYACL HA YPOBEHb KOHLEHT-
pauuy aTOro KaTuoHa B CbIBOPOTKE KPOBU:

* lerkyto (KoHUeHTpauusa kanus 3,0-3,5 Mmonb/n)

* YMepeHHY0 (KoHLUeHTpauusa kanusa <3,0-2,6
MMO/Ib/N)

* Tsxkenyto (KOHLEHTpaLms Kanus <2,6 MMosb/n)

KnuHunka runokanuemuun. TMNOKaInMemmns Bbi3bl-
BaeT Le/blil psf NocneAcTBUIA, MHOMLA BeCbMa Cepb-
€3Hbl M MOTYLUMX CTaTb NPUUYUHONM NeTaslbHOro UCX0-
fa. MNpn 3TOM CHVYXKeHMe KOHLLEHTpaLMm Kanus BO BHe-
KIETOYHOM XXMUAKOCTU MOXET CYLLEeCTBEHHO OTpasuTCs
Ha 0eaTeslbHOCTU pas3/iyHbIX OpraHoB v cuctem. Oc-
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HOBHbIE KIMHUYECKME NPOSB/IEHWS TMNOKAIMEMUN Ce-
aytouue:

CepfieyHo-cocyancTble

- ocnabneHve | ToHa

- Taxukapgus

- MHOrja puT™ ranona

- CHWXeHne Al

- opToCTaTMyeckas rMnoTOHMUS

- HEKOPOHAPOreHHbIe HEKPO3bl M1OKapAa

- CHWDKEHWE TONEPaHTHOCTU K CepAeUHbIM [/IMKO-
3ngam

MeTabonuueckue

- CHVXXeHMWe TONepaHTHOCTU K YrieBosam

- YrHeTeHWe NpPoAyKLMN ammmaka

- pa3BuTME MeTabo/IMUYecKoro runoxsopeMumyec-
KOro asikanosa

[oyeyHble

- Pa3BuTre HepporeHHOro HecaxapHoro auna6eta

- XpoHunyeckas runokaaneMumyeckas Hethponarums

- Passutune OIMH

Helipo-mbilleyHble

- YcTanoctb

- MNapecTtesun

- CUMNTOM «BaTHbIX HOI»

- Mapannumn (napesbl)

- Hekposbl CKeNeTHbIX MbILLL,

KenynoyHo-KuLeyHble

- 3anopsbl

- HenpoxogumMocTb KULLeYHMKA

- YcyrybneHue nevyeHOYHOM aHLUedanonaTum

B TsKenbIxX cAy4vasx npu runokaaveMmuy MoxeT
pa3BMBaThLCS TeTpanapes v HapyLueHne MyHKUUN fbl-
XaTe/IbHOM MyCKynaTypbl, XOTS Takue cnydan Habnto-
[laloTCs L0BONLHO pefko. CyLecTBYIOT CCbIKM Ha
NX pa3BuTUe Npu cuHapoMax bapTTtepa, MuTenbMaHa,
OCMOTUYECKOM [Juypese, rmnepanbLoCTEPOHU3ME,
TSDKE/ON fnappee Y HEKOTOPbIX APYTUX NaTonorusx.
OTpenbHyto Npobnemy cocTaBnseT rmnokanmemmyec-
KUiA Nepuoamnyecknii napasny, 0COBeHHO CeMelHbIl 1
TUPEOTKCMYeCKNn. OfHAKO AaHHble COCTOSHUS Mbl
npegnonaraem 6onee Nogpo6HO paccMOTPETb B Cre-
LYIOLLEN NeKumm.

Kpome Toro, TaxKenas runokaamemust MOXeT Crpo-
BOLMPOBaTL PabAoOMMONIN3 CO BCEMU BbITEKAIOLLMMM
nocneactsmsamun [24].

Tem He MeHee, B CUly 0COBEHHOCTEN TpaHcLen-
NIONSPHOro pacnpeseneHns Kanus u ero ponun 8 op-
MUPOBaHUM MeMOPaHHOI0 NOTeHLMaNa MOKOSA FMNoKa-
nuemuns (Kak v runepkanmemust) Hambosbliee BUS-
HME OKa3blBaeT Ha COCTOSHME BO3BYAUMbIX TKaHER u,
npexgae Bcero, Ha Muokapd. Mpu aToM runokanve-
MU0 paccMaTpuBaloT KakK OAWH U3 OCHOBHbIX apuT-
MOFeHHbIX (haKTOpOB, B TOM YMC/le CMOCOOHbIN CTaTb
NPUYMHO BHE3anHon cMepTu. OYeBUAHO, YTO AUCKa-
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3K IMPU3HAKW ANCKANTMEMUIA

Funepkanuemus (> 5,6 Mmonb/n) Funokanuemuns (< 3,0 mmons/n)
* 1. Y3Kue, BbICOKUE OCTpbIe

3y6ubl T

1. YwupeHue, ynnoueHune, MHBEpCcUs
3y6ua T

* 2. YKopouyeHue nutepsana QT 2, MosblweHne, ysennuenne 3ybua U
(U>T Ha 1mm u Gonee B TOM xe

oTBeAeHMNU)

3. YwupeHnune komnnekca QRS

4. flenpeccusa cermeta ST

3. Cnusanue 3y6ua U c 3y6uom T
5. YKopoueHue nHtepsana PQ

(ymepeHHas [pK) 4. flenpeccns cermeHTa ST Ha 1 MM 1

Gonee B AByX Unu 6onee oTBefeHNi
* 6. HapyweHus AV- Ay A

NpOBOANMOCTI (BbIpaXeHHAs
FpK) . 6. HapyweHus AV-nposoaumocTtn

5. ¥YannHeHue uutepsana QT

7. Wc4ye3HoBeHue cermeHTa ST 7. -9KcTpacuctonuu

8. ®opmupoBaHue MOHO(a3HOMN - 9KTONMYeCKUit AV -putm
KPWUBOI (04eHb BblpaXeHHas

FpK - [K]~10 mmonb/n)

- CynpaBeHTPpUKYNApHas TaxMKapana

- ®ubpuNNALMA XenyaoykoB
9. PaznunuHble BuAb  6pagun - unu
TaxuapuTMui

Puc. 8. 9nekTpokapauorpaduyeckme npusHaku rmno- u rv-
nepkanMemMuu.

NiveMnK, okasbiBas BAMsHME Ha MMI1, moryT nony-
YMTb CBOE OTPaXKEHME NP UCMOb30BAHUN CTO/b MPO-
CTOro 1 LJOCTYMHOro MeToja UccnefoBaHNs, Kak anek-
Tpokapguorpagus (puc. 8).

PaccmatpuBas IKI-npusHaku AnKannemuia, cTo-
UT OTMETUTb UX Manyto crneum@uyHocTb. OfHU U Te
YK€ U3MEHeHWs MOTYT BCTPEYaTbCA Kak Npu runo-, Tak
n runepkanvemmmn (cm. puc. 8). B To Xe Bpems, BON-
PEKU pacrnpoCTpaHEHHOMY Cpeaun psia Bpayell MHe-
HUWIO, TMMOK/IMEMUSA MOXET ObITb MPUYUHOI HE TOMb-
KO CYMNPaBEHTPUKYIAPHBLIX NN XKENTYJ0UKOBbIX TAXUKap-
[WiA, HO 1 BbI3bIBATb HAPYLUEHWS aTPUOBEHTPUKYNAPHON
MPOBOAMMOCTH, NHOT ja BLICOKMX CTeneHei. CyLecTBeH-
HO, YTO KOPPUIMPOBaTb 3TN U3MEHEHUSA MOXHO TO/bKO
nyTeM BOCMOJIHEHUA AeduLuTa Kans, YTO TOXKE MO-
XEeT MoKas3aTbCA He BMOJHe 06bIYHbIM, MOCKOSMbKY Y
MHOIMX U3 HAC eLle CO CTY[eHYECKUX BPEMEH 3aKpe-
MWACs Te3nc 0 TOM, YTO BBEAEHUE COMein Kanus npu
AV-6n0Kagax npoTneonokasaHo. C Apyroi CTOpPOHbI,
[LaXe Mpy BbIPWKEHHbIX TMNOKaIMeMUAX, 3N1eKTPOKap-
anorpaguyeckme U3IMHEHUS MOTYT OTCYTCTBOBATb WU/
OrpaHnymMBaThbCA MOAB/IEHNEM MATONOMMYECKOro 3y6-
ua U [21,24].

KnuHrKo-naTousnonruyeckue nocneLcTsms ru-
NnoKasMemunn - BeCbMa MHTEpPeCHas 1 o6LInpHasa Tema
N ee 0BCyXeHNe MOXeT NpuBecTun, nogyac, K napa-
[OKCa/lbHbIM 3aKtoyeHnsam. OfHako 06beM AaHHOro
COO0OLLEHNA He NO3BONSET pa3BuBaTh ee panee. Mo-
3TOMY B 3aK/IH0UYEHMEe OCTaHOBMMCSH TOJSIbKO Ha pafe
MONOXEHWUIA B CUMY MX MPAKTUYECKOW 3HAUYMMOCTH,
HeCMOTpSA Ha TO, YTO YacCTb M3 HUX AOCTATOYHO XOPO-
LLIO W3BECTHA.

XO0poLo M3BECTHO, YTO MNPV YPOBHE CbIBOPOTOY-
Horo kanus ot 3,5 go 3,0 MMoNnb/N ABHbIE KANHUYEC-
KWe UK 3N1eKTPoKapamnorpadmyeckme Npu3HaKky rurno-
Ka/IMEMUW MOYTU HUKOrLa He passuBatoTcA. B 1o xe
BpemMs CYLLECTBYET MHOIO [0Ka3aTe/ibCTB TOro, 4TO

HW3KOoe NoTpebeHne Kanus ¢ NULLEel, AaXe He NPMBO-
Jauee K (hopMasibHOW rMNOKa/IMeMUK, accounmnpyeT-
CA C YBE/NMYEHNEM PUCKA Pa3BUTUS MO3rFOBOr0 WH-
CyNbTa W NETA/ILHOCTW MpY HEM, a TaKXKe HapacTaHu-
€M YPOBHS apTepuanbHOro fasneHus, B 10 e Bpemst
YBe/IMYEHNE COAepPXKaHUa Kanusa B paLMoHe YacTUUYHO
HUBENNPYET 3TW HeXenaTesibHble nocneacTems. Oco-
6eHHO HeraTVBHbI NOCNEACTBUSA AedurLmTa NULLEBOrO
Kafina 1 BO3MOXHOW rMNoKaimeMmmn ans runepTeH3ms-
HbIX MHAMBUAYYMOB U NALMEHTOB C XPOHUYECKOW cep-
[le4yHOl HeA0CTaTOYHOCTbIO. Y MOCNeAHUX rMNoKanu-
emMuns 0CO6eHHO 4acTo MPUBOAUT K Pa3BUTUID apuUT-
MU (B TOM uucie Ha (POHe nmpuema CepheyHbIX
rNIMKO3MAOB), CUHKOMa/bHbIX COCTOSHWNIA, OCTAHOBKM
cepaua wnu cmepTtu. To XXe camoe Kacaetcs 60/b-
HbIX C APYroi opraHU4eckoi natonoruein cepgua
(MBC, MHMapKTLI) 1 NOXMUALIX NUL. B TO e Bpems
apUTMOreHHbIV 3 heKT NErkon nnm faxe ymepeHHOM
rMNOKa/INEMUN Y MALUEHTOB CO 3[0POBbIM CepALeM
HeBe/MK, ecnn BoobLe cyliecTByeT [24]. B no6om
cfydae, NaumeHTbl U3 TPy PUCKa, LO/HKHbI NONyYaTh
[0CTaTOYHOE KOMMYECTBO Kaus € NWLLER, a npu He-
06X04MMOCTU UCMONL30BaTb AONOMHUTENbHBIA NPUEM
coneit Kanus 1 Kanuincbeperalowmx npenaparos. B
[laHHOW CBSA3W BO3HMKAET HENPOCTO BONPOC B OTHO-
LIEHMN NALMEHTOB C XPOHWYECKOA 60/ME3HBI0 MOYEK.
C 0fHOIi CTOPOHBI OHU CK/TOHHBI K PasBUTUIO FMMepKa-
NNEeMUU, BCNELCTBUE CHIDKEHUS 3KCKPELMM 3TOro Ka-
TUOHa MO Mepe ycyry6aeHns NoYeUHoR AuchyHKLUN
1 Heo6X0AMMOCTM MpUeMa Kanmincbeperatoowmnx npe-
napatoB (Hampumep, uHrM6buTopos AM®). C apyroi
- Y Takux 60/IbHbIX Pe3Ko BO3pPacTaeT PUCK Hexena-
Te/IbHbIX KapAWOBaCKYNAPHbLIX COOLITUA U CPaBHM-
TeNIbHO BbICOKME KOHLEHTPALMN CbIBOPOTOUHOIO Ka-
NUA MOTYT UrpaThb 34eCb OnpefeneHHy NpoTeKTUB-
HYI0 pofib. B CBA3M C 3TUM BO3HMKAET BOMPOC O
LleNeBbIX YPOBHSAX MOTPe6eHNs Kanusa 1 ero KOHLUEeH-
Tpauuii B CbIBOPOTKE KPOBU Ha pasHbix cTagmax XbI.
K coxaneHuto, aHHas npobnema noka nosiHOCTbIO He
peLueHa.
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