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BBEAEHUE

[MnoKanMemmss — pacnpocTpaHeHHOEe 3NEeKTPONUTHOE
HapylweHWe y JeTen, KOTOPOE XapaKTepU3yeTcs CHUKEHUEM
KOHLIEHTPaLMK CbIBOPOTOYHOIO Kanns MeHee 3,5 MMONb/ N
[1, 2]. NMpHYUHBI pa3BUTUA TUNOKANTUEMUN MHOTOHUCTIEHHDI.
3T0 ¥ NepBUYHbIE NATONOMMYECKUE MEXaHU3MbI, HAanpPsMyto
Bbl3BaHHble 3a60/eBaHNEM, GU3NOOTMYECKUE peaKLnn
opraHmama Ha ¢oHe 6onesHen [1, 2], 1 NPUEM HEKOTO-
PbIX NeKapCTBEHHbIX NpenapaToB (Hanpumep, dypocemuaa,
aLeTuncannuMnoBOn KUCAOTbI, aMaoaunuMHa M napaweta-
mona) [1, 2]. OcHOBHas posb Kanus B OpraHuM3me 4esno-
BeKa — y4dactMe B pabote depmeHTa Nat/Kt-ATdasbl,
perynupytowero GpyHKLMOHUPOBaHWE MOHHbBIX KaHanos [3].
Bepywias ponb B NoAAEPKAHUM FrOMeOCTas3a Kanus npuHag-
NEXUT NOYKaM, OCHOBHbIM AIENO Kanus ABASETCS CKeneTHas
MycKynatypa [4]. Kak noKa3blBaloT KIMHUYeCcKue Habnoae-
HUS, TUNOKaNMEMUSA KaK U30IMPOBAHHOE COCTOSHME Auar-
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HoCcTMpyeTcs peako [5, 6]. Huke paccmoTpeHO OAHO M3
TaKUX COCTOSIHUM — TUMNOKaNIMEMUYECKUN NepruoanyecKun
napanwy (FM).

3THONIornusA

MM — peaKas W, Kak NpaBuNO, FreHETUYECKU AeTePMU-
HUMPOBaHHasA MaToJioruns, XxapaxkTepuayoLlwancs pa3BUTUEM
BHe3amnHbIX BANbIX Napanuyen, Yale HUKHUX KOHEYHOCTEN,
Ha GOHEe CHUXEHUS COAEPIKAHUS Kanusa B CbIBOPOTKE KPO-
Bu [7]. Ona TTIMN cBoMCTBEHEH AyTOCOMHO-LOMWHAHTHbIN
TUMN HacnefoBaHWs ¢ pa3BUTUEM 3ab0eBaHUA BCIEACTBUE
BO3HWKHOBEHMS MaTONOMMYECKUX BapUaHTOB FEHOB, KOH-
TPONMPYOLWKX PaboTy KanbLMEBDIX, HATPUEBDIX M KaIMEBbIX
KaHanoB (reHbl CACNAL1S, SCN4A). OnucaHbl cnydau [N
y NaumMeHToB C M3MeHeHusmu reHoB KCNJ2 n KCNJ1S8,
oTBeYvallWmx 3a OGYHKLUMOHUMPOBAHWE HEeMNOCpPeACTBEHHO
Ka/MeBbIX KaHaNoB.
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MpunymHon pasBuTnsa GonblunHcTBa cnydaes TN aBng-
loTcs n3ameHeHmns reHa CACNALS, perynupytollero paéoty
KanbLMeBblX KaHanoB. Haubonee 4acTbiMM MaTOr€HHbIMM
BapuvaHTamu 3Toro reHa (4o 80% Bcex cnyvyaeB 3abone-
BaHug) asastoTca p.R528H n p.R1239H [8]. CoobuiaeTcs
0 HOBbIX BapuaHTax reHa CACNALS, 4yto B 6yaywem no3Bo-
JINT TOYHEE MOHATb CTPYKTYPY NATONOrMYECKUX annenewu, npu-
BOASALWMX K BO3HUKHOBeHMo TN [9]. Ao 10-20% cny4aeB
[TIM obycnosBneHo uameHeHnamun reHa SCN4A, KoTopbin
perynupyeT paboTy HaTpmeBbix KaHanoB [10]. O6cyxaaeTca
naToreHeTM4yeckoe 3Ha4vyeHune B pa3sutum N reHoB KCNJ2
n KCNJ18 [7, 8], oTBevatoLmx 3a GyHKLMOHUPOBAHWE HEMOo-
cpeacTBeHHO KanueBbix KaHanos [10]. B 10% cnyy4aeB aTuo-
norusa MM ocTtaeTtca Hem3BecTHOM [11].

PACMPOCTPAHEHHOCTDb

PacnpoctpaHeHHocTb [T, MO HEKOTOPbIM [AaHHbIM,
coctaBnsier 1-1,5 cayyaa Ha 100 TbiCc. HaceneHus, oauHa-
KOBa Y *EHLMH U Myx4unH [10]. Mpn aToMm, BEPOSTHO, BBUAY
6051€e HU3KON MEHETPAHTHOCTU, KIMHUYECKUE MPOSIBAEHUSA
3a60/1eBaHUA Y }KEHLMH Bonee Nerkme, YTo MoxeT 6bITb Mpu-
YMHOM MEHbLIEro KOIMYEeCTBa AMArHOCTUPOBAHHbIX ClyYaeB
[Ty )ReHwuH [7, 12].

K/IMHUYECKASA KAPTUHA

CumnTombl TN Yawe geboTupytoT B NepBoe gecsatune-
TUE XU3HU (B cpedHeM B Bo3pacTe 5—7 neT), peaKko nosxe
[6, 10]. Tak, onucaHbl cnydyan nosiBNEHWUS NePBbIX MPU3HAKOB
[TIN B BO3pacte 25-35 net, ogHako nocne 35 net pas-
BUTHE 3abonieBaHMa manoBeposaTHo [6, 10]. MuK 4YacToTbl
3MNM3040B Napanuya MNpPUXOAMTCA Ha BO3PaCcTHOW Mnepuoa
¢ 15 po 35 nert [6, 10]. PaHee cymTanocb, 4To ¢ BO3pacTom
YyacToTa MPUCTYNOB CHUXKAETCH, OAHAKO Ha 3TO YKa3blBaloT
TonbKO 21% nauunenTos ¢ TN [13, 14].

BeayLmmn KNMHUYECKNA CUMITOM — BSAJIbIM Napanuny, rmno-
N apedriekcus, Yalle HUXHUX KOHeYHocTen [5, 6]. BepxHue
KOHEYHOCTH 1 Apyrue rpynmnbl MbllL, TAKXKe MOTyT BOB/IEKaTb-
CcA B NaTOMOrMYECKU MPOLLECC, XOT M 3HAYMTENBHO pexe
[5, 6]. B peakux cnyvasax BO3MOXKHO NoparkeHue AblxaTelbHON
MYCKyNnaTypbl C Pa3BUTUEM KMIHEYrPOXKAIOLWMX COCTOSHWUM
[5, 6]. bynbb6apHble M rMasHble MbllLbl B NaTONOrMYECKUN
npouecc o6blYHO He BoBnekatotcs [15]. B 6onblumMHCTBE
cnyyaeB anuzoapl MM pasBuBatoTcsa 40 2 pas B HeAento uim
[0 7 pa3 B MecsiL,, YTO 3HaYUTENIbHO CHUMKAET KAY€CTBO KU3HM
60nbHbIX [5, 6]. Y HEKOTOPLIX NAaLUUEHTOB pa3BUTUIO Napanu-
Ya npejwecTBoBanu MNOBbILEHHAs YCTanoCTb, HapylleHue
NOXOAKM M pa3BUTUE napecTte3un [5, 6]. OgHaKo 3ayacTyto
pPasnIMynTb CUMMNTOMbI-NPEABECTHUKU U fierkoe Tedenune MM
He NpeacTaBNsSeTcs BO3MOXHbIM, YTO CTaBWUT MoA COMHEHWe
MX 3Ha4YeHWe B AMarHOCTUKe 3a60/1eBaHus.

[na NpuUCTynoB xapaKTepHO BHe3amHoe pa3BUTHE, KX
LNUTENBHOCTb MOXET BapbMpoBaTb OT HECKONIbKMX 4YacoB
[10 HECKONIbKMX CYTOK (B CpeaHeM MPUCTYNbl NPOAOIKaloTCS
24 y) [3]. B 601blWKHCTBE Cly4aeB 3aNM304bl Napanuya Kynu-
pylOTCS CaMOCTOSATENbHO, 6€3 NPUMEHEHUS IEKAPCTBEHHbIX
npenapatoB. lpucTynbl MOryT pasBuBaTbCs cpasy nocne
npoo6y>aAeHns uUnn B yTpeHHue 4vacbl [10]. Anunsoan octpo-
ro napanuda npu [TIM Bcerga coOnpoBOXKAAETCH CHUXKe-
HMEM KOHLEHTpaLWW Kanus B CbIBOPOTKE KPOBU (HUXKE
3-2,5 MMO/b/1), YTO OTAIMYAET ero oT APYrmMx BUAOB napanu-
4yen. Mo HEKOTOPLIM AaHHbLIM, CPEAHSAS KOHLEHTPaLMS Kanus
BapbupyeT B npegenax 1,8-2,3 mmonb/n [10]. B mexnpu-
CTYMHbIVM Nepuoj y nauneHTa He BO3HMKAET HUKaKOW HEBPO-
NIOFMYECKOM CUMMNTOMATUKM M Kanob [8, 10].

TpurrepHbie ¢paKkTopbl. B HacToslee BpemMs OOCTOBEPHO
M3BECTHO, 4TO Haubonee YacTbiMM TpUrrepamu npucryna
[TIN gasngtoTcs ynotpebneHne NpoayKToB MNUTaHUs, 6ora-

TbIX YrNeBOAaMM, CTPECCOBbLIE COCTOSHUS (3IMOLIMOHANbHbIE
nepexmBaHus, CTpax), 3HauYuTeNbHble PU3NYECKME Harpys-
KW, ynoTpebneHune ankorons 1 nepeoxnaxaexHue [10, 16, 17].
PazsuTne MM MoxeT 6bITb CNPOBOLMPOBAHO MPUMEHEHUEM
TNIIOKOKOPTUKOWMAOB M aHEecTe3nosiormyeckoro nocobus [10].
B ocHOBe naToreHeTM4yecKoro MexaHu3ma TPUITepHbIX
GaKTOpPOB NEXMT NOBbLILEHNE KOHLIEHTPALMK KaTexonamu-
HOB W MHCYNMHA B CbIBOPOTKE KPOBM, YTO, B CBOIO 04epesb,
BbI3bIBAET NEPEMELLEHNE KaNKSA BHYTPb KIETKU, CHUMKEHUE
€ro KOHLEHTpauun B KPOBM M BMOCNEACTBUW pa3BUTHUE
MbilWeYvyHon cnabocTtu [10].

AUATHOCTHKA

[eHeTMYeCKoe TecTMpoBaHWE PEKOMEHJOBAHO B Kaye-
CTBE NMEPBOro AMarHOCTUYECKOro LWara npu KIMHUYECKOM
nogospeHuun Ha TN [18, 19]. B cayvyae ecnun anarHo3 [N
He yaanocb MOATBEPAUTb TEHETUYECKUM WCCedoBaHUEM,
HeobxoaAMMo npoBefeHne anddepeHLUmanbHON AMarHoCTUKK
C APYrMMM HEPBHO-MbILLEYHbIMX 3a60/€BaHUAMMK C NpUMe-
HeHMeM anekTpoHenpommorpadpum (GHMI) — CTUMYNALMOH-
HOW (B TOM YMCNEe AEKPEMEHT-TECT — UCCNeoBaHUe HEPBHO-
MbllEeYHOW Nepeaayn) u uronbdaton [18, 19].

Pesynbratbl HEMPOOU3UONOrMYECKUX UCCNefoBaHUN
MOTYT OTIMYaTbCA B 3@aBUCMMOCTU OT MPOAOSIKMTENbHOCTH
KNMMHUYECKUX CUMMTOMOB, CTEMEHU THXKECTU COCTOSAHUSA
(oT 04aroBoro napesa [0 NOJSIHOro Napanuya), HannMuus anu-
30/a MblLLIEYHOM cNaboCTh Ha MOMEHT NpoBeAEeHUs uccneno-
BaHMWS UM HAXOXAEHUS NaLMeHTa B MEXMNPUCTYMHOM Nepuo-
ne [18, 19]. Bo Bpems camoro npuctyna AaHHble 3a4acTyto
HecneunMduryHbl. QHMI AEMOHCTPUPYET YMEHbLUEHME YMcna
[ABUraTeNbHbIX €ANHULL U, BOBMOXHO, MMOMATUYECKME Hapy-
weHus [18, 19].

BaxHO OTMETUTb, YTO MpPW BbINOAHEHMM IHMI MOXKHO
HabnoaaTb HapyLleHWe MblleYHON BO36BYANMMOCTH Nocne npo-
BelleHUs TecTa C AMTeNbHON GU3nyeckon Harpyskon (long
exercise test; LET). AnarHoctnyeckum npudHakom [T no
pesynstatam LET aBnsetca aekpemeHT 6onee 30% NOTEHLM-
ana gencteusa Mbliwy, [19]. CHuKeHne meHee 30%, HO 6onee
20% MeHee crneundUYHO U MOXKET yKasblBaTb Ha Apyron auar-
HO3. MHOroYMcneHHble nccneaoBaHusa NoKasbiBatoT, Y4To LET
SIBNSIETCS BbICOKOYYBCTBUTENbHBLIM U CNELUDUYHBIM METOLOM
amnarHocTtunkm [19, 20]. YysctButenoHocTb LET TecHo cBA3aHa
C aKTUBHOCTbIO 3ab601eBaHus. TaK, NonoxKuTenbHbl LET oTme-
YeH y BCeX NauMeHTOB C 4YacTbiMu npuctynamu MM n 4yTb
6051€e YeM Yy NONOBMHbI MALMEHTOB C PEAKMMU MPUCTYNamu
Unn nporpeccupytollen cnabocetbio [19, 21]. 3To NnoaTBEPHK-
[aeT, 4TO MaLMeHTbl CO CMOHTaAHHbIMM MpUCTynamu cnabo-
CTU C 6OsblUeN BEPOSATHOCTbIO 6yayT MMETb MPUCTYN nocne
CTaHAapTM3UMPOBAHHOIO MPOBOKALMOHHOMO MaHesBpa [19].
CHukeHune LET 6onee yem Ha 30-40% nocne TPeHUPOBKMU
YKa3blBa€eT Ha NONOXUTENbHbIM pe3ynbtaTt LET [21].

B HacTosiuee Bpems ans guarHoctuku MM npeanoxeHsbl
KIIMHUYECKNe Kputepuu (Tabn. 1) [22]. YKa3aHHble Kputepum
YHUBEPCasbHbl ¥ NPOCTbl B MPaKTUYECKOM MCMONb30BaHUMN.
MoMuMo Pu3nKanbHOro ob6cnefoBaHus naymeHTa, B 0653a-
TENbHOM MopsaKke Heo6xoAMMO BbINOMHATL UCCNefoBaHue
COAEepKaHUS 3NEKTPONIUTOB B CbiIBOPOTKE KPOBM, H4TO NO3BO-
SINT YCTAHOBWTb HaNWyMe WAW OTCYTCTBME TMMOKaIUEMMM.
B pamkax auddepeHumanbHOM AMArHOCTUKKM C APYrumu
npuYMHamMM napanuya, B MNepByld oyepenb, HEOOXOAMMO
WCK/IOYUTb BO3MOXKHbIM Ae6oT Muonatui. [Ans atoro cne-
LyeT [OMOMHWUTENbHO MCCnefoBaTb aKTMBHOCTb acnaprtaT-
amMuHoTpaHchepasbl, KpeaTMHOOCPOKMHA3bI, NaKkTaTaeru-
aporeHasbl. [Mpu TN 3T NnoKasaTenu A0MKHbI HAXOAUTbLCH
B npegenax pedpepeHcHbIX 3HadyeHun [22]. Takxe ¢ uenbto
UCK/IOYEHNS MUONATUM PEKOMEHAYETCS BbINOAHUTL 3EK-
Tpomuorpaduio [22]. buoncunsa mbiww npu TN He nmeet



Ta6nuua 1. [lnarHoCcTM4ecKne KpUtepmm runoKanmueMmMyecKoro nepmoanyeckoro napannya (agantupoBaHo ns [22])
Table 1. Diagnostic criteria of hypokalemic periodic paralysis (adapted from [22])

2 v 6osnee anNn3o4a MblLIEYHON FTMNOTOHMU, CONMPOBOXAAIOLLUXCA JOKYMEHTUPOBAHHON rMNOKanMeMuen (Kanui cbiIBOPOTKK < 3,5 MMonb/n)

nnn

1 3Nn30[ MblLLEYHON FTMMNOTOHMK Y NpobaHaa U 1 aNn30[ MbllEeYHON FTMNOTOHWUMU Y POACTBEHHWKA C YCTAaHOBIEHHOW rMNOKanneMmen

nnn

3 unu 6onee 13 cneayoLmx KpUuTepues:

® 1e6l0T CUMNTOMOB Ha NEPBOM,/BTOPOM AECATUNETUN KU3HU

® MPOAOIKUTENBHOCTb MbILIEYHOW TMNOTOHMK 6onee 2 Y4 (NPU NopaXKeHWn 0HON NN HECKOJIbKUX KOHEYHOCTEN)
® BO3HWKHOBEHWE 3MM3040B MOCNEe BO3AEMCTBMA OMpeAeneHHblX TPUITepoB (CTpecc, ¢duanyeckass akKTUBHOCTb, ynoTpebneHue efpl,

6oratow yrnesoaamu)
® perpecc cMMNTOMOB Ha $GOHe Npvema pacTBopa Kanus

° NoATBEPXKAEHHbIE NaTonornyeckne BapuaHTbl reHoB CACNALS, SCN4A, KCNJ2/KCNJ18 wvnu Hanuine yCTaHOBNEHHbIX CEMENHbIX

anuzopgos MMM
® nonoxutenbHbi LET

McKntoveHne apyrux NpUdYnH runoKainemMmm

lMpumeyarme. LET — TecT ¢ agnmTtenbHom duanyeckomn Harpyskow; MMM — runokanMeMuyecknii nepuoanMyeckuii napanmu.
Note. LET — long exercise test; HPP (I'T1IM) — hypokalemic periodic paralysis.

ANarHOCTUYECKOro 3HaYeHUs BBMAY OTCYTCTBMSA cneundurye-
CKMX MOPPONOrn4yecKknx nameHeHnn [10].

HecoOMHEHHO, BaXKHbIM MYHKTOM [AMArHOCTUYECKMUX KpH-

Tepues TN aBnseTcs GaKT UCKIOYEHUS anbTepHaATUBHbIX
NPUYMUH TUNOKANIMEMUK, MOCKOJbKY BO3MOMXHO pasBuUTUE
BTOpKYHOro MM Ha poHEe HEKOTOPbLIX COMaTUYEeCKMX 601e3-
Hen [6, 10, 22]. B ux yucne:

naTonoruMa LWWMTOBUAHOW >Kenesbl € rMnepTMpeo3om
(noKasaHo onpefeneHne KOHLEHTpaLMn TMPEOTPOMHOro
ropmoHa (TTI), cBo6oaHOro TMpoKcuHa (T4cB.), yneTpa-
3BYKOBOE UCCNefoBaHWE WMTOBUAHOM Xenesbl; HU3Kas
KoHUeHTpauusa TTI npu BbICOKUX 3HaYeHusax T4cB. noa-
TBEPXKAaeT Hanmyue runeptnupeosa) [23];

cuHapoMm AHaepceHa — TaBuna — peakoe (pacnpocTpa-
HEHHOCTb OKOJ10 1 ciydas Ha 1 MSIH HaceneHusl) reHeTu-
yeckoe 3aboneBaHue, BO3HMKatolLLee BCneacTBME nato-
FEHHbIX M3MeHeHu B reHe KCNJ2 n nposBastoweecs

Tpnagon CMMNTOMOB: 3NU304aMW MbllLIEYHOM cnabocTn
C BO3HWKHOBEHWEM T[WUMOKANMEMUM, XKENYAOUYKOBbLIMHU
apUTMUAMU U YAIMHEHWEM WHTepBana P-Q, cTurmamu
OMCcaMbpuoreHesa (CUHAAKTUANK, HUSKKUIM POCT, CKOSINO3,
rMnepTenopmn3mM, HU3KO MOCaXKEHHbIE YLK U YMEHbLUEHWE
HUXXHER 4ventocT). BaxkHoe otnnume ot ITIIMT — BO3-
HUKHOBEHMWE 3MM30A0B CUMHKOMAa/bHbIX COCTOSHUI U yya-
LWEHHOro cepauebueHuns, YTo YKal3blBaeT Ha Hanuyue
HapylweHun putMa cepaua. B aTom cnyyae HeobxoamMmo
He TONIbKO BbIMOHUTbL PYTUHHYIO 3N1EKTPOKapanorpadmio,
HO M MPOBECTU CYTOYHOE XONTEPOBCKOE MOHUTOPMPOBA-
HUE 3NleKTpoKapanorpaMmmbl [24—26];

Apyrue COCTOSIHUS, NPOTEKAOWME C XPOHMYECKOW rnno-
Kanvemuen (Hanpumep, TybynonaTuu, 3aboneBaHus
KeNyaoYHO-KULIEYHOro TpaKTa, COoMnpoBOXAatounecs
notepen Kanus), AMarHOCTUHECKUM anroputM KOTOpPbIX
npeacTaBieH Ha pUcyHke [27].

PUCYHOK. [IMarHoCTUHECKUA aifOPUTM MPU XPOHUYECKOW MMNOKaNMEMWH, BbI3BAHHOM COMATUYECKUMK 3a60NEBAHUSIMU
Figure. Diagnostic algorithm for chronic hypokalemia caused by somatic diseases
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MCTOYHUK: aganTupoBaHo u3 [27].

Source: adapted from [27].

YnoTtpe6neHue nakpuubl

| CuHapom Nlnaana

1 H CURRENT PEDIATRICS /2026 / V.25 /N2 1

0

BOMPOCbI COBPEMEHHOM NMEAUATPUM / 2026 / TOM 25 / N



Review

0630p NuTepaTypsbl

Apyrue dpopmMbl NnepuoaUveCcKUxX napaamyen

BbigensoT psag apyrux ¢opM nepuoanyecKkmx napanuyen,
OTAMYHbIX OT TN M He CBSI3aHHbIX CO CHUXXEHWEM KOHLIEH-
TpauuMmM Kanua B CbIBOPOTKE KpoBW. HanpoTtws, Ana HuWXx
XapaKTepeH NOBbILWEHHbI WX HOPMalbHbIM YPOBEHb Kanus.

MMnepkanmemMm4eckuit NepuoanYecKun napaimy —
pefKkoe reHetTuyeckoe 3aboneBaHWe C MEHblUEW, B CpaB-
HeHnuun c TN, nonynaunoHHon 4actoton (1 Ha 200 ThbiC.
HaceneHwus), Bblpakalolleecs 3nM3o4aMu MbllEYHOW cna-
60CcTH, apednekcun u conpoBOXAaatoleecs MOBbILLEHHON
(> 4,5-5 mmonb/n) nnn HopmanbHou (oT 3,5 ao 5,5 mmonb/n)
KOHLIEHTpaLMen Kanus B CbIBOPOTKE KpoBu [28, 29]. 3ToT
BMA NEpUOAMYECKOro napanmMya accouMMpoBaH C NaToreH-
HbIM BapuaHTOM reHa SCN4A, perynupylouwero GyHKLMO-
HUMpPOBaHME HaTPMEBBLIX KaHaNoB, B pe3y/lbraTe KOTOpOro
NPOUCXOANT HapyllEeHNEe MHAKTUBALMM HAaTPUEBbLIX KaHaNoB
nnu, HaobopoT, Ux cTonKaa aktuBauus [30, 31]. Bospact
nebota 3ab0neBaHUs, KaK NpaBWIo, TaKOM Xe, KaK npu
TN [32]. MNepBble CUMNTOMbI NOABASIOTCA B NEPBOE ecs-
TMneTue *u3uu [32]. B otnume ot MMM, agna runepkanmemu-
4YECKOro nepuoamMyeckoro napanunya xapakrepHbl MEHbLUWI
BPEMEHHOM UHTEPBa NpUCTyna, KOTOPbIKM 0ObIYHO ASIUTCH OT
HECKOJIbKMX MUHYT A0 4 4 [32], 6onee anuTenbHOe coxpaHe-
HWE 3MNU30[0B U OTCYTCTBME YMEHbLUEHWUS CTEMEHU TAKECTH
napanuyen ¢ Bospactom [3, 5]. B 60nblIMHCTBE cly4aeB
B MaTONIOMMYECKMM MPOLLECC BOB/IEYEHbI MbllWLbl KOHEYHO-
CTen, TynoBMLLA W fiMLa, HO He AblxaTelbHOM MYCKynaTypbl
N cepaeyvyHon Mblwubl [15, 27]. JnarHocTM4yecKue Kputepum
rMnepKaineMmyeckoro nNepuoanyecKoro napanuya npeg-
cTaB/ieHbl B Tab. 2 [22].

HopMmoKannemm4yeckuii nepuoagnM4ecKkmin napaimy —
camas peaKkas Gopma, Npu KOTOPOM TaKXKe pa3BMBaloT-
CSl 3MM304bl MbILEYHON MMNOTOHUM, HO MPU HOPMaNbHbIX
KOHLIEHTpaUMUSAX Kanusg B CbiIBOPOTKe KpoBu [22, 33].
KnnHuyecKas KapTuHa 3TOro BMAa napanamya cxoxa c Tako-
BOM MpKW APYrnx BapuaHTax NepuoanMyeckoro napanunya.
B nocnegHee BpeMsi HOPMOKaJIMEMWYECKUW MNapanuy He
paccmaTpmMBaloT KaK caMocTosiTesbHoe 3aboneBaHue,
a cyMTaloT ero otaenbHOM GOPMOWM FMNepKaaIMeMmn4ecKoro
nepuoanyeckoro napanuya [34, 35].

BpoxkaeHHas napaMmMoTOHMs — 3TO FeHeTU4ecKas narto-
JIOTUSE C ayTOCOMHO-AOMWHAHTHbIM TUMOM HacnefoBaHUs,
XapaKTepu3yLlascsa CTOWKOW, HO He nporpeccupyolemn
MbllIEYHON C€naboCcTblo (Yalwe naToNnorM4yecKMin npolecc
3aTparnBaeT Mbllilbl BEK, WEN U BEPXHUX KOHEYHOCTEN)
6€e3 Ha/lM4ynsa 3NEKTPOSIUTHBIX HapyLWeHun [22, 36]. Anu3oabl
napanuya o6bl4HO ANATCH OT HECKOIbKUX MUHYT O HECKOSb-
KuUX YacoB. 3aboneBaHue CBHA3aHO C U3MEHEHUEM reHa

HaTpueBbIX KaHanoB SCN4A [22, 36]. OTANYUTENBbHOW OCO-
6EHHOCTbIO 3TON POPMbl MEPUOANYECKOrO Napanuya ABng-
€TCS OTCYTCTBME 3NIEKTPOSIUTHBIX HapYLUEHWN, COCTOSIHUE
NPOBOLIMPYETCH UCKIIOYMTENbHO TpUITepammn (BO3aencTeme
Xof04a 1 pu3mnyeckas akTUBHOCTb) [36].

NMPO®UJIAKTUKA

OcHoBa npodunaktukm [T — HemMeanMKaMeHTO3Has
Tepanus. Y4nTblBas BAUSHWE TPUITEPOB Ha pa3BUTUE 3MU30-
[OB napanuya, Heo6xoanMo cobtaaTb MEPOMNPUATHUS MO UX
npeaoTBpaLLEHMIO.

MauneHTtam c MM peKomMeHaoBaHO U3MEHEHUe paLMoHa
MUTaHUA C WUCKIIOYEHMEM MPOAYKTOB, GoraTbiX yriaesogamu
[10, 37]. 3ta mMepa HanpaB/ieHa Ha WCKIYEHWE 3MNU30A0B
AKTMBHOIO U PE3KOro NOBLIWEHUS KOHLEHTPaUUW MHCYMHA
B KpoBW. TakkKe naumMeHTam HeobxoamMmo usberatb AnuTeNb-
HbIX U UHTEHCUBHbIX GU3NYECKMX HArpy3o0K, HO He OTKa3blBaTb-
Cs1 OT PUBMYECKON aKTUBHOCTM MOJSIHOCTbIO, MOCKOJIbKY NErkune
TPEHUPOBKM HE MPUBOAAT K Pa3BWUTUIO 3NM30A0B Mapanuya
[10, 37]. HeobxoamMmo ctapaTbCs He [OMyCcKaTb CTPECCOBbIX
CUTyaLLMi, NepeoxaXKaeHns u NPUMEHEHUS NpenapaTtos, Cro-
COOCTBYIOLIMX BblBEAEHMIO Kanua ua opralmama [10, 27].

[ToMMMO HeMeaNKaMeHTO3HOM NPOodUIaKTUKKU, B HACcTo-
fllee BpeMS NPUMEHSIOT psf NeKapCTBEHHbIX NpenapaTos,
npenoTBpawalwmx pasButne npuctynos. [lpodunaku-
YECKUIM Mpuem npenapatoB Kafus CHUXKAET PUCK pa3Bu-
TUS MPUCTYNOB, 0COGEHHO ecnun npenapaTtbl NPUHUMALOT 3a
HEeCKONbKO 4YacoB A0 npeanonaraemoro anusoaa [10, 27].
Hanpumep, naumeHTam, cTpagatoLmMm OT yTPEHHMX 3MM3040B
[TIM, BO3HMKaOWMX cpaldy nocne npobyxaeHus, noKasaH
HOYHOM npuem npenapata Kanusa [10, 27]. MNMogbéop AO03bl
OCYLLECTBNSETCA AMMMUPUYECKM, Yalle AOCTaTOYHO pa3oBoOM
no3bl 20-30 mmonb/n, NnpuHMMaemon 3 pasa B AeHb [3].
B HEKOoTOpbIX Ciydyasax K Kanuio peKoMeHAoBaHO A06aBnsATb
npenapaTbl MarHWs A CTUMYJMPOBAHMUSA €ro MnoyeyHowm
peabcopbuunu [22].

Take B KadecTBe MNpodunakTU4eCKUX MepOonpUATUR
BO3MO}HO MPUMEHEHME NIEKAPCTBEHHbIX MpenapatoB M3
rpynnbl UHIMBUTOPOB KapboaHrMapasdbl — aleTalonamMuia
n amxnopdeHamuaa (He 3aperucTtpupoBaH Ha TeppuUTopuMn
Poccunckon depepauun) [10]. MexaHM3M AeWCTBUS 3TOM
rpynnbl NpenapatoB 4O KOHLUa He siceH. lNpegnonaraetcs,
4YTO pas3BWTME aumMao3a M aKTMBaLMS KalueBblX KaHanoB
MOTYT NPMBOAUTb K KynupoBaHuio anusogos TN [38, 39].
CTaHOapTU3MPOBAHHON CXEMbl NMPUMEHEHUS aLeTaslonamMmu-
na ans nevexus TN He cywecTByeT, 04HaKO Yalle Bcero ang
neten pekomeHaytT aody 5-10 Mr/Kr/cyT, pasgeneHHyto
Ha 3 npuema [10]. Mpu atom y 30% nauMeHTOB fleveHne

Ta6nuua 2. JnarHoCTUYECKUE KPUTEPUU TUNEPKATTMEMUYECKOro NEPMOANYECKOro nNapanumya (agantMpoBaHo 13 [22])
Table 2. Diagnostic criteria of hyperkalemic periodic paralysis (adapted from [22])

B CbIBOPOTKE KPOBU

A. 2 unu 6onee anu3ofa MblleYyHon cnabocTu (Mapanuya) nNpu YCTaHOBNEHHOM MOBbIWEHUK (> 4,5-5 MMOb/N) KOHUEHTpaLun Kanus

B. 1 anu3o4 Mbllwe4vyHoM cnabocTu (Napanunya) y npobaHaa U poACTBEHHMKA, CONPOBOXKAAIOWMNCSA rMnepKannemMmen

C. Hannuure 3 13 6 cnegyomx KIMHUYECKUX CUMNTOMOB!
e ne61oT 3ab6oneBaHua B Bo3pacTte ao 20-30 net
® MPOLOSIKMUTENBHOCTb 3NN304a Napanuya meHee 2 4
® Hanuyve TPUrrepoB, MPOBOLIMPYOLLMX 3MM304bl Napanuya
® MWOTOHUS

® MONOXMTENbHbIN LET

® Hanuyve 3ab6oneBaHus Y POACTBEHHUKOB U BbIIBNIEHHbIN NaTONOrMYecKnin annenb reHa SCN4A

D. UcknioyeHne ansTepHaTUBHbLIX NPUYUH TUNEPKaIneMmun

lNpumeyaHne. LET — TecT ¢ gnutenbHom duanyeckon Harpyskow; MM — runokanneMmuyeckunii nepuoamyecKkui napanmy.
Note. LET — long exercise test; HPP (I'TIM) — hypokalemic periodic paralysis.




aLeTa3oaMnaoOM MOXET He MPUBECTU K KIMHUYECKOMY
apbdeKTy, a y 4aCcTv nauMeHToOB C MaTOreHHbIM BapuaHTOM
reHa SCN4A — ycyry6utb Tevenune MM [10].

AnbTepHaATUBOW WHIMGMTOpPaAM KapboaHrnapasbl MOryT
ObITb Kanuncoeperaowme AMYPETUKU CMMPOHONAKTOH U TpU-
amTepeH [10]. B otgenbHbIx cnydasx coobliaetcs 06 adodek-
TUBHOCTM Tepanuu HEKOTOPbIMKU MNPOTUBOCYAOPOXKHBIMU
npenapatamu (tonupamart) [40, 41], ogHaKo pe3ynbTaThl
3TUX HaGNOAEHUI HEOOXOAMMO NPOBEPUTb B KIIMHUYECKMX
nuccneaoBaHuUsX.

OaHUM K3 TpurrepoB pa3sutus TN MoXKeT GbiTb aHecTe-
318, 4TO TpebyeT AOMONHUTENBHOrO MOHUTOPUHIA COCTOAHMS
nauneHTa M KOHTPoONs nabopaTopHbIX NOKa3aTenen Bo Bpe-
Ms ee nposegeHus. Mpun atom naumeHTol ¢ MM noaBepKeHbl
pPa3BUTUIO 3M10KAYECTBEHHON rMNEepTEPMUU, HYTO TaKKe HEeob-
XOAMMO Y4uTbIBaTb NPU NaaHWpoBaHUKn aHectesum [10].

JIEYEHME OCTPOroO NMAPAJIMYA

OcHOBHas 3agaya npu neyvyeHnn ocTporo annaoaa napa-
fiM4a 3aKNoYaeTcs B KOPPEKLUMU BO3SHUKLWEN TMNOKaNIMEMUMN.
EAMHCTBEHHBIM MPEANOYTUTENbHBIM NyTEM BBEAEHWS pac-
TBOPOB Kanusa ABNSETCS NepopasbHbli: OH TaK e apdeKTn-
BEH ANS KOPPEKLMMN TMNOKaIMEMMNH, KaK U NapeHTepanbHoe
BBeaeHue [10]. PekomeHayemas HavanbHaa fo3a pacTBopa
Kanusa coctansieT 0,5-1,0 MMONb/KI OAHOKPATHO B AOMOS-
HeHve K npodunaKTUYecKon [o3e Kanus (ecnu nauueHT
NPUHUMAET npenapaTtbl Kanua B Lensax npodunaktnkm) [10].
Mpn HeadDEKTUBHOCTU NepBOHAYaNbHON [03bl BO3MOXEH
NMOBTOPHbLIM Mpuem pactBopa Kanus B fose 0,3 MMONb/Kr
(30% HavanbHOM A03bl) Kaxable 30 MUH. Mpy 3TOM o6LLas
CYyTO4YHas [03a He [o/MmKHa npeBbiwate 200 mMmonb [27].
BHYTpMBEHHOE BBeAEHWE Kanus He AOMKHO MPUMEHSATbCS
KaK pyTMHHas npoueagypa y naluMeHToB € OCTPbIM 3MM3040M
['MMN. K nokasaHusaM 4na BHYTPUMBEHHOIO BBEAEHWUS pacTBO-
POB Kanunsi OTHOCAT Pa3BUTHE KUIHEYrPOXKaoLWMX COCTOAHUM
M HEBO3MOXHOCTb CaMOCTOSATENbHOrO MepopasbHOro npu-
ema [42, 43]. Mpu nerknx npuctynax napanuvya peKoMeH-
[OBaHa nerkasa dusnyeckas Harpy3ka Kak anbTepHatuBa
MeanKameHTO3HoMY fiedeHunto [10].

NMPOrHO3

Mpn cBOEBPEMEHHON AMArHOCTUKE U NPaBUIbHO NOL06-
paHHOW Tepanun Ka4yecTBO XMU3HKU nauneHToB ¢ [N 3Ha4u-
MO He cHwkaeTcs [10]. MNpu 3TOM OHO 3aBUCUT OT MHOXe-
cTBa GaKTopoB, B TOM 4WUCNe KOMMIAEHTHOCTU NauumeHTa.
B 60/blIMHCTBE Clly4aeB M3MEHEHUS o6pasa HU3HU U/Unn
[OMONHUTENBbHON MNepopanbHOW AoTauuuM Kanus ObiBaeT
[OCTaTO4HO A/19 3HAYMMOrO YMEHbLUEHUS YUchna 3nM3040B
napanuya [10]. HecmoTps Ha Nerkoctb U AOCTYNMHOCTb MEPO-
npusaTni no npodunaktTure MMM, Ka4eCTBO XXU3HU NaLMeHTOB
MOXET CHMMKATbCS M3-3a 60MbLIOro KonM4yecTBa rocnuranm-
3aunn. Mpun n3y4yeHnn mHeHus nauueHTos c¢ MM ¢ npume-
HeHnem onpocHuKa INQoL (Individualized Neuromuscular
Quality of Life questionnaire) 6bi710 BbIIBEHO, YTO MblLUIEY-
Has cnaboCTb M YCTanoCTb SABASIUCb OCHOBHbIMWU CUMMTO-
MaMu, MPUBOAALLMMU K CHUKEHUIO KaYyecTBa UX KU3HuU [44].
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