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O6ocHoBaHue. [lepnoan4eCcKU runoKaineMMYEeCKU napaamy — pegKkas ¢opma napasauya y AeTen, BO3HUKaLero
B pe3y/bTate reHeTUYECKN AETEPMHUHUPOBAHHbLIX 3/IEKTPOIUTHBIX HapyLleHWH. [MarHocTMKa nepmuoagn4ecKoro runoKaame-
MUYECKOro napasnya 3atpygHeHa rno npuYnHe TPaH3UTOPHbLIX HECEUNPUIECKUX CUMITTOMOB. OnNucaHne KINMHUYE€CKOro
cayyas. 3abosieBaHue [eb0TMPOBaIo B Bo3pacte 5 seT ¢ ann3040B MbIlLIEYHON €1aboCTh U pPe3Kon ycTaiocTu. B gasb-
He#dlweM oTMevasach TEeHAEHUMS K y4YalleHWo 3TuxX anu304oB. [locse onepaTnBHOro BMeluaTebCTBa y pebeHKa cTaaun
MosIBASITbCS napanunyn, npeumylLleCTBEHHO HMXHMUX KOHEYHOCTEHM, KOTopble BCEerga COMpPOBOMAANCh CHUXEHMEM KOH-
LeHTpaumn Kaans B CbiIBOPOTKE KpoBU. MeTo0M CEKBEHMPOBaHMS HOBOrO MOKOEHNS FEHHOM NaHesan «HePBHO-MbILLIEY-
Hble 3abosieBaHUsi» O6HapyeHbl natoreHHble nameHeHusi reHa CACNALS (c.3716G>A, p.Arg1239His). [atonorn4yeckmi
annenb BepupuumpoBaH no CeHrepy y npobaHga, HO He y ero poauTesen (M3MeHeHue reHa de novo). YcTaHOB/IEH ANarHo3:
«TMNoKannemMmn4eckui nepuoanyeckui napaaud». Pe6eHoK nepeBeAeH C napeHTepaslbHOro BBEAEHUS PAacTBOPOB Kaaus
Ha repopasbHyto Tepanuio 4% pactsopom KCI. B cxemy neqeHns jobaBuin aleta3osamui, KOTOpbIk B rocaegyouem 6bii
OTMEHEH 0 MPUYUHE HEXKeNaTe/lbHOM peaKkuynn — CTOMKOro MetabosIM4ecKoro auunjola. 3aknwodeHue. O6HapyKeHue
y naLyueHTa CroHTaHHO BO3HMKAIOLLEro napasamnda, KOTopbli COMPOBOKAAETCS CHUKEHNEM KOHLIEHTPALIMN KaJins B CbIBOPOT-
Ke KpoBM, — 10BO/ 3aMof03pnTh NEPUOANYECKMI TMIMOKaIMEMMIECKUI napaauny. [TpumMeHeHne npenapata Kaausi No3BoJsi-
€T NpeaynpeanTb NosiBIEHUE CUMITTOMOB 3a60/1eBaHNs 6€3 CHUXEHMS] Ka4eCTBa XU3HM NaLMeHTa.
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OBOCHOBAHME Yaule Bcero napanuvyu cBsi3aHbl ¢ HapylweHnem yHKLUK
Mapanny — HEeBPONOrMYECKUA CUMMTOM, XapaKTepu- HEPBHOW CUCTEMbI BCNEACTBUE NOBPEXAEHUI Pa3fiMyHOro
3YIOLMIACA CHUXKEHMEM WNW MOMHLIM OTCYTCTBMEM [BMWra- reHesa WAM KOMMPECCUWU (Hanpumep, OMyXofbio) YacTu
TenbHOM QYHKLMM B OQHOM WM HECKOJIbKMX Y4acTKax Tena, LeHTpanbHOM WM nepudpepuyeckon HepBHOM CUCTEMBDI
BO3HWKAOWWIN 13-3a yTpaTbl MbllleYHbIX ABWKeHuM [1, 2]. (B 0COBEHHOCTM CnUHHOro mo3ara) [3]. B peakux cnyyasx

Artem A. lvanov, Tatiana V. Kulichenko, Julia S. Lashkova, Nataliya S. Ershova

Pirogov Russian National Research Medical University, Moscow, Russian Federation

Hypokalemic Periodic Paralysis in a 10-year-old Child: Case Study

Background. Hypokalemic periodic paralysis is a rare form of paralysis in children resulting from genetically determined electrolyte
disorders. Its diagnosis is complicated due to transient nonspecific symptoms. Case description. The disease onset was at the age
of 5 with episodes of muscle weakness and severe fatigue. Later, the number of these episodes has increased. After the surgery child
was diagnosed with paralysis of lower limbs (mostly) accompanied by decreased level of potassium in blood serum. Next-generation
sequencing, neuromuscular diseases gene panel, has revealed pathogenic variant in the CACNALS gene (c.3716G>A, p.Arg1239His).
The pathological allele was verified via Sanger sequencing in the proband, but not in his parents (de novo mutation). Diagnosis of
“Hypokalemic periodic paralysis” was established. The child was transferred from parenteral administration of potassium solutions to
oral therapy with KCI (4%) solution. Acetazolamide was added to the treatment regimen, and was subsequently discontinued due to an
adverse reaction (persistent metabolic acidosis). Conclusion. Spontaneous paralysis in the patient, accompanied by decrease in serum
potassium level, is a reason to suspect hypokalemic periodic paralysis. Administration of potassium medications allows us to prevent
any symptoms of disease without reducing patient's quality of life.

Keywords: children, paralysis, electrolyte disorders, hypokalemia, case study

For citation: Ivanov Artem A., Kulichenko Tatiana V., Lashkova Julia S., Ershova Nataliya S. Hypokalemic Periodic Paralysis

in a 10-year-old Child: Case Study. Voprosy sovremennoi pediatrii — Current Pediatrics. 2026;25(2):115-122. (In Russ).
doi: https://doi.org/10.15690/vsp.v25i2.3013




Clinical Observation

=

16

KnuHunyeckKoe Ha6noaeHue

napanauMyiu accouumpoBaHbl C ayTOUMMYHHOW MaToNOrMEN,
3NIEKTPONUTHBIMU HapPYLWEHUAMU U IEKAapPCTBEHHbIMU BO3-
nencteuamu [4]. B 3aBUCMMOCTM OT YPOBHS MOparKeEHUs
BbIAENSFIOT LleHTPasbHble (CnacTUYeckue) n nepndbepmnyeckmne
(BSINblE) Napannyun, KOTopble Yalle BCEro COnpsiXeHbl C Hapy-
lweHneM GYHKLUMIA HEPBHOW CUCTEMbI BCNEACTBME MOBPEXIe-
HWUM pas3nMyHoro reHesa [3].

ONEKTPONUTHbIE HaPYLIEHUS TaKKe MOryT ObiTb NPUYK-
HOM pa3BUTUS Napanuyen. B aTon CBA3KM BbIAENSIOT rpynny
NepPBUYHbIX MEPUOAMUYECKMX Napanunyemn, BbI3BaHHbIX M3Me-
HEHWSIMW TEHOB, OTBETCTBEHHbLIX 3a (YHKLMOHUPOBaHWE
MOHHbIX KaHanos [5, 6]. O4HUM U3 KIIMHWYECKMX BapMaHTOB
3TOM rpynnbl 3ab6oneBaHnn SBASETCH NEPUOANYECKUI TUMO-
Kannemuyeckun napanuy (MNIM) [7]. MM — pegkas KaHa-
nonatusi, BO3HMKaloWaa B peaynbraTte U3MEHEHU TeHOB
MOHHbIX KaHanoB (KaNnbLUMEBbIX, KalMEBbIX W HATPUEBBLIX)
K/TIETOK CKEeNeTHOM MyCKynaTypbl. 3T U3MEHEHUSA NPUBOAST
K CMOHTA@HHOMY CHMWXEHMWIO KOHLIEHTPaLMKU BHEKIETOYHOMO
Kanua W, Kak cneactBue, BHEe3aMnHbIM 3anuM3o4aM reHepa-
JIN30BAHHOIO WK 04aroBoro napanuya. B GonbWHHCTBE
cny4yaeB TWMN HacnefoBaHWS — ayTOCOMHO-AOMWHAHTHbIN,
NPOUCXOXAEHNE — HACNeACTBEHHbIE UKW CEMEWHbIE CyYaun
6one3Hu [7]. Hauie Bcero passutue 3ab6osieBaH1A BbI3BaHO
M3MEHEHUAMMU CTPYKTYpbl reHa CACNALS [7], oTBevatowero
3a QYHKLUMOHMPOBAHUE KanbLMEBbLIX KaHa/lOB B CKEETHOM
MyCKynatype. BnepBble n3meHeHue reHa O6bli0 OnMcaHo
B 1994 r. [8]. B HacTosilee BpeEMS B YMCE MPUYNH pa3BU-
Tna M o6cyKaaeTca ponb NaToIOrMYECKUX annenen reHos
KCNJ2 v KCNJ18 (KoaupytoT KanuneBble KINETOYHbIE KaHasbl)
n SCN4A (KognpyeT HaTpUeBbIE KaHaslbl CKENETHON MYCKyna-
Typbl) [9, 10]. K oCHOBHbIM npuirMHam npunobpeteHHoro Ml
OTHOCAT NEePBUYHbLIA TMPEOTOKCMKO3 U BTOPUYHbIE MOTEPU
Kanus (Ha GoHe NoYeyHoro TyeynspHOro aunao3a un aHTe-
ponatun) [7]. MNMpeanonaraemas pacnpoctpaHeHHocTb [T
coctaBnsier 1 Ha 100 TbiC. YENOBEK, a NepBble NPU3HAKK
MOryT BO3HWMKaTb C 5-neTHero Bo3pacTta, AOCTUras nuKa
YyacToTbl NPUCTYNoB B Bo3pacTte oT 15 go 35 net [11, 12].

MITI xapakTepusyeTca BHE3amnHbIMKU, a He PerynsapHbIMU
anu3ogamu [7, 10], BO3HMKAKOWMMK MOCNe 3HAYUTENbHbIX
PU3MYECKMX Harpy3okK, cTpecca, BO3AENCTBUSA HUBKUX TEM-
nepaTyp, MPUMEHEHNS TIOKOKOPTUKOMAOB M yNnoTpebneHus
NPOAYKTOB ¢ 60/blWNM cogeprkaHnem yrnesogos [7, 13]. Bo
Bpems anusoga NIl Bcerga HabntogaeTCcs CHUXKEHUE (HUKe
2,5-3,0 MMO0JIb/N) KOHLEHTPaLMKN Kanus B CbiIBOPOTKE KPO-
BM, YTO M OTIMYAET €ro OT APYrnx BapuaHTOB napanaunyen
[7, 10]. NMpoaoMmKUTENBHOCTb 3ANMN304a MOXKET BapblMpoBaTb
OT HECKOJIbKMX MUHYT 0 HECKONbKUX AHEW, HO Yalle AnuTcs
HECKONbKO YacoB [6, 7]. B MeXnpucTynHbIKn nepuog y nauu-
€HTOB OTCYTCTBYIOT 3NEKTPONUTHbIE HapYLWEHUS U HE BbISB-
NISeTcs NaTonornm Npu HeBPOJIOrMYyeckom obcenenoBaHmm [6].

M3-3a HU3KOW pacnpoCTpaHEeHHOCTU NEPBUYHbBIX MepPUo-
[OWYECKUX Napanuyen B MONynsiuMu CyWECTBYIOT TPYAHOCTH
B AMArHOCTMKE 3TUX COCTOSIHWIA W OKa3aHWM NauuneHTaMm
CBOEBPEMEHHOM KBannduLMpoBaHHOM nomouu. Mo Hawemy
OnbITy, Yalle BCero MMeeT MecTo runogmarHoctuka M.

CornacHo paHee ony6aMKOBaHHbLIM OMUCAHUSAM POCCUI-
CKMX nauneHTos c NI, aeboT 3aboneBaHus HacTynan B BO3-
pacTte 15 net 1 ctapuwe. Mpy 3TOM HX Y OAHOIO U3 NaLMEHTOB
[AMarHo3 He 6bl1 BEpUPULMPOBAH MrEHETUYECKM, a TaKTMKa
fle4eHns cTpounacb Ha napeHTepanbHOM BBeAEHWW npena-

paToB Kanusi AW 3aMeHE UX Ha Kanua acnaparvHart. Takke
B 60ONbWMHCTBE CNy4yaeB OTCYTCTBOBaNO OMucaHWe KaTam-
He3a, 4TO 3aTPyAHSET OLeHKy cTteneHu KoHuTponsa MMM Ha
doHe Tepanuu. B cBA3K C 3TUM Mbl NPeACcTaBUAN ONUCaHUE
cnyyas paHHero ge6tota NI ¢ BepnudmumMpoBaHHbIM naTo-
reHHblM BapuaHTom reHa CACNALS, BO3HUKLWIKMM de nhovo,
M YCMELWHbIM KOHCEPBATUBHLIM fleHEHUEM C MPUMEHEHMU-
€M MOHOTepanuu nepopanbHbiM NpenapaToM Kanus. Takas
Tepanusa COOTBETCTBYET 3apybeKHbIM pekoMeHaauumsm [5, 6]
M NO3BOAAET JOOGUTHCA CHUMKEHUS PUCKA HEOBOCHOBAaH-
HOW rocnuTann3daunmn u CBSA3aHHbIX C 3TUM HexXenaTeNbHbIX
MEeANLMHCKMX BMmewaTtenbcTB [6]. lMpuBeaeHHble AaHHble
B CTaTbe TaKXe HaleNeHbl Ha NOBblleHNe OCBEAOMIEHHO-
CTW Bpayen 0 AMarHoCTuKe, Ne4eHnun n npodunakTuke pas-
BUTMUS anu3oao. [MITI.

KNUHUYECKHUIA NPUMEP

O nauueHTe

Manbynk A., BodpacT 10 net, noctynun B neauvatpu-
yecKoe aumarHoctnyeckoe otaeneHne POCCUMMUCKOM AeTCKom
KJIMHUYECKOoW 601bHMLbI (MOCKBA) C Xanobamu Ha pasBuTne
BHe3anHoW MbllWeyHON cnaboCTu U OTCYTCTBUE ABUMKEHUN,
NPEUMYLLECTBEHHO HUXHUX KOHEYHOCTEN.

AHamHe3 60ne3HM. [TleproanyecKn BO3HUKatoWwasa Mbl-
WweyHas cnaboctb Ha ¢dOHe MNOAHOro 340poBbsA pebeHKa
BMnepBble 0TMeYeHa B Bo3pacTe 5 net. [MapoKcu3mbl ANUANCH
0T 2 0 10 MUH U NPOXOAUAM CaMOCTOATENbHO, MX YacToTa
cocTtaBnsina 1-2 pasa B Te4yeHne 6-8 mec. PebeHOK 6bin
OCMOTPEH NeanaTpoM MO MECTY UTENbCTBA, €ro COCTOAHUE
CBSi3anun C NposiBNeHnem «6onen poctar, 6blla Ha3HaveHa
HelpomeTabonuyeckas Tepanus 1eBoKapHUTUHOM. OaHaKo
B [JdanbHenweM Yy nauueHTa 3adUKCMPOBAHO yvalleHue
3MM3040B MbllEeYHON cnabocTu. 3HauyuTeNbHOE YXyALeHne
COCTOSIHMSI HacTynuno Mocne anneHAdKToMuMu B BO3pacTe
7 neT, Korga K ann3ogaM Mbllle4YHON cnabocTu NPUCOEANHM-
SINCb MPU3HAKM Napanmya HUKHUX KOHEYHOCTEN.

MauneHT HeofHOKPaATHO HaxoAMICsH Ha CTauMOHapHOM
Nle4eHnn B CBA3K C anmn3odamMu napanuya. Natonornyeckui
npoLLecc pacnpocTpaHuIcsa Ha BEPXHUE KOHEYHOCTH (NOSBU-
nacb cnabocTb, 3aTeM — napanuy). Anu3oabl Napanuya
Havyanu BO3HMKaTb 4Yalle (1-3 pas3a B Mecsil) U NPoAoIKa-
nvck oT 2 1o 12 4. Bo Bpems nepBbIx rocnutanmaanmi (noyTm
BCE — B paloOHHble 60/bHULbI, O4LHOKPATHO — B FOPOACKYIO
60NbHULLY) COAEPKaHUe INEKTPOIUTOB B KPOBM He onpege-
NISAK, HO B BO3pacTe 7 IeT BO BPeMS 3MM3040B Napanuya
06Hapy)KMBanu rUNoOKaIMeMUIO (3HaAYeHUS KOHLEHTpauuu
Kanns HEU3BECTHbI), reHe3 KOTOPOW He Bblfl yCTaHOBEH.

B Bospacte 9 net poauteny nauueHta caMocTosTeSb-
HO 06paTUANChb 3a KOHCynbTauuen K reHeTuKy B MepguKo-
reHeTU4YEeCKUM Hay4dHbli UeHTp uM. akag. H.ll. boykoBa
(MockBa), rae 6bi10 BbIMONHEHO ceKkBeHupoBaHne [AHK
MEeTOAOM HOBOrO MOKONEHUS (MCcnefoBaHa reHHas naHenb
«HEPBHO-MbllLEYHble 3aboneBaHus»). Mo pedynbrataM reHe-
TMYECKOro uccnegoBaHms (nonyveHsl cnycts 3 mec) y nauu-
eHTa o6HapyeHo nameHeHne reHa CACNALS (c.3716G>A).

C BospacTa 10 net oTMEYEHO yBENUYEHNE HaCTOTbl 3MK-
30408 Napanunya o 5—7 B Hejaento, B CBA3K € YeM pebeHOK
Obl1 HEOAHOKPATHO FOCMMUTaNUM3MPOBaH. ANU30AbI Napanu-
Ya Bcerga COMNPOBOXAANUCL MOSIBEHWEM TUNOKaaMemMuu
(KOHUEHTpaLma Kanua BapbuMpoBana B AvanasoHe ot 1,8 o



3,1 MMOfb/N), KOTOPYIO KynupoBanu MHOY3MOHHON Tepanu-
en — 4% pactBopom xnopuaa Kanus. NaumeHTy Ha NoCTosH-
HOM OCHOBE Ha3Ha4yeH Kanus acrnaparvHaTt B gose 262 mr
3 pasa B CyTKMW. [Tpn 3TOM ynyyLEHUS COCTOAHUSA 340POBbS
He OTMEeYeHO, COXPaHSIMCb 3MNM304bl MbllLEYHOW CnabocTy,
a nocne BKOYEHWS B Tepanuio CMMPOHONAKTOHa O6bl1o
3aperucTpMpoBaHoO HapacTaHMe rMnoKaameMuu.

YyuTtbiBas paHee BbisiBieHHOe nameHeHue reHa CACNALS
(.3716G>A) 1 coxpaHsaloWMecs anu3o4bl FMMNOKaIMEMUH,
TPYyAHO nogaatowmecs Tepanuu, 6bina NnpoBeaeHa Tenemean-
LIMHCKas KOHCyNbTaLus ¢ POCCMMCKOM AETCKON KITMHUYECKOM
60/IbHULEN U PEKOMEHAOBAHa rocnuTanmn3auus.

AHaMHe3 XWU3HU. Pe6eHOK OT nepBon 6epemMeHHOCTH
(Bo3pacT maTepn — 32 roga), NpoTeKkaBllen Ha GoHe yrpo-
3bl NpepbiBaHUs B | TpUMecTpe, NepBbIX CaMOCTOATENbHbIX
poaoB Ha 39-1 Hea. Macca Tena npu poxkageHmn — 3580 T,
OnvHa Tena — 55 cm, oueHka no wkane APGAR — 7/8 6an-
nos. [lepvoa HOBOPOXKAEHHOCTM MpoTeKan 6e3 ocobeH-
HocTen. Pu3unyeckoe M NCMXOMOTOPHOE pas3BUTUE — 6e3
OTK/IOHeHUK. Co cnoB poauTenemn, XpPOHUYEeCKnx 3aboneBa-
HUW Y YIEHOB CEMbM HET, NEPUOANYECKOM MbllLEYHON cnabo-
CTW, HapYLWEeHWM MOXOAKM M Napannuyer 0TMEYEHOo He 6bino.

dusuKkanbHaa AMarHocTMka

Mpu NOCTYyNAE€HMM MNauUMEHT He MOr CaMOCTOATENbHO
XOAWTb, CMAETb U BCTaBaTb Ha HOrM. B HEBpPOMOrMyecKom
cTatyce 0OO6LWEMO3roBblX U MEHWHreasbHbIX CUMMOTOMOB
BbISIBI€HO He 6bl/I0, CO CTOPOHbI YepernHbiX HEPBOB — 6€e3

naTonoruu, B ABuratesibHO-pedIEKTOPHOM chepe — BSAMbIN
TeTpanapes CO CHUMKEHWEM CWbl B BEPXHWX KOHEYHOCTAX
NPOKCUMasnbHO Ao 4 6annos, AUCTaNbHO B pyKax cuna cocta-
Buna 4—5 6annoB; B HUKHUX KOHEYHOCTSAX MPOKCUMaibHO —
2-3 6anna c 06eunx CTOPoH, AnctanbHo — 3—4 6anna (M3me-
peHus no 6-6annbHon (0O—5 6GannoB) WKane MaHyalbHOM
OUEeHKU MblweyHon cunbl MRC). CyxoxKunbHble pedneKcbl
C PYK M HOI XWBble, CUMMETPUYHbIE, 6€3 MaTONOrMYECKMNX
3HaKoB. KoopanHaTopHble NPo6bl BbINOAHAN YA40BNETBOPU-
TeNbHO C 06enxX CTOPOH B nNpeaenax napesa. HYyBcTBUTENbHbIE
HapyleHns (MOBEPXHOCTHOE, MblLUEYHO-CYCTaBHOE YyBCTBO)
He OBGHapyxeHbl. Ta3oBble GYHKLIMU COXPaHEHbl, KOHTPOU-
poBan. [pyrnx KIMHUYECKM 3Ha4YMMbIX OCOBEHHOCTEN Mpw
GH131KanbHOM OCMOTPE HE OGHapPYXEHO.

MpepBapuUTenbHbIA AUArHo3

lNepnogmMyecKnin runornMKeMmMYyecKknu napanuyy. Ouod-
depeHuManbHas AMarHoCTMKa C HacneLCTBEHHbIMU MMO-
naTMsMn, MMacTeHMEN U BTOPMYHBIM TMMOKANIMEMUYECKNM
napann4yom.

JlaGopaTopHbie U MHCTPYMEHTaJIbHble UCCNefoBaHusA

Mo pes3ynbratam NnabopaTopHbIX MCCeaoBaHWn Obin
BbIsiBieHbl TUMWYHbIE OGUOXMMUYECKMe natTepHbl [I:
rMNOKanMeMuss u HesHayuTenbHoe (4o 2,5 HopM) NOBbI-
lweHne KpeaTuHpochoknHasbl (KPK) (tabn. 1). dytnpeos,
HEM3MEHeHHas CTPYKTypa W HOpMasbHble pa3Mepbl WWTO-
BWAHOW Kenesbl MO3BOMWMAU WMCKIIOYUTb TUPEOTOKCMKO3.

Ta6nuua 1. Pe3ynbratbl NabopaTopHbIX U MHCTPYMEHTaNbHbIX UCCIeA0BaHWI, BbIMOMHEHHbIX NaLMEHTy A.

Table 1. Laboratory and instrumental results in patient A.

UccnepgoBaHusa

Pe3ynbrar

JlaGopaTtopHble uccnegoBaHusa

BroxMMHn4ecKknn aHanmM3 KpoBm

ACT — 36 Eg/n (Hopma 10-42 Ea/n), NAI — 249 ME/n (Hopma 100-320 ME/n),
K®K — 456 ME/n (Hopma 25-200 ME/n), LL® — 313 ME/n (Hopma 50-400 ME/n),
anektponutsl (Na, Ca, Cl, Mg, P) — B npeaenax pedepeHCHbIX 3Ha4eHUIn

BUOXMMHUYECKHUA aHanM3 Moyu
(BCe NoKasaTtenu B npegenax
pedepeHCHbIX 3HaYeHnn)

JKcKpeumnsa Na ¢ moyont — 118,5 mmonb/cyT (Hopma 40—-170 Mmonb/cyT),
K — 58,8 mmonb/cyT (Hopma 10-60 mmonb/cyT), Cl — 120 mmonb/cyT
(Hopma 110-250 mmonb/cyT)

TUpeonHbIE FOPMOHbI (BCE MOKasaTesu
B npeaenax pedepeHcHbIX 3HaYeHMt)

TTr — 1,3 mEa/n (Hopma 0,4-5 mEa/n), T, cBo60AHbIN — 10,9 nMonb/n
(Hopma 10,8-18,9 nmonb/n)

KKCNOTHO-0CHOBHOE PaBHOBECHE KPOBU

pH — 7,35 (Hopma 7,32-7,42), rntoko3a — 5,5 mmonb/n (Hopma 3,9-5,8 mmonb/n),
nakrat — 1,3 mmosnb/n (0,5-2,2 mmonb/n), HCO; — 21 Mmonb/n (26—-32 MmMOib/1)

CKPUHUHT @aHTUSIAEPHbIX aHTUTen OTpuuaTtenbHbIn

UHcTpyMeHTaNnbHble uccnefoBaHUs

Mpu cTUmMynsaunoHHOM AHMIT NpM3HaKoB HapyLeHWs NPOBOAUMOCTM MO NepudepruyecKkum
HepBaMm He BbisiBieHO. Mpu nronbyaton IHMI B uccneayembix Mblwlax (m. tibialis
anterior) B NoKoe v Npu Npou3BOSIbHOM YCU/IUK NaTONOrMYECKON CNIOHTaHHOW aKTUBHOCTH

npoBOANMOCTHU

SHMI
He 3aperncTpmMpoBaHo, NapameTpbl MOTEHLMANOB ABUraTeNbHbIX €4MHUL, COOTBETCTBOBA/M
BO3pacTHOW HOpMe, MUOMaTUYECKUI NaTTepH OTCyTCTBOBAS. JeKpeMEeHT MbIleYHOro oTBeTa
npv PUTMUYECKOW CTUMYNSLIMK HE NPEBbIWan HOpManbHbIX 3HavyeHuin (MeHee 10%)
CuHycoBbIf putMm. HopmanbHoe nonoxernue 30C. HapylweHune BHYTPUKENYL04KOBOWM
AnekTpokapaunorpadums Y P P Py yie yA

CURRENT PEDIATRICS / 2026 / V.25 / N2 2

7

BOMPOCbl COBPEMEHHOW MEAUATPUM / 2026 / TOM 25 / N2 2

Y3W noyek, WUTOBNAHOWM XKenesbl KnuHM4yecKu 3Ha4ymMMowm NnaTtonornum He o6Hapy*KeHo

Mpumeyarne. ACT — acnaptatammHoTpaHchepasa; 1A — nakratgerngporeHasa; KOK — kpeatuHdochokmHaza; LD — wenoyHas docdaTasa;
TTI — TMpeoTponHbIv ropmoH; AHMIT — anekTpoHerpomuorpadumsa; S0C — aneKTpuyeckas ocb cepaua; Y3 — ynbTpa3ByKoBOe UccnefoBaHue.
Note. AST (ACT) — aspartate aminotransferase; LDH (J1AI') — lactate dehydrogenase; CPK (KPK) — creatine phosphokinase; AP (LL®) —

alkaline phosphatase; TTH (TTI') — thyrotropic hormone; ENMG (3HMI) — electroneuromyography; CEA (30C) — cardiac electrical axis;
USG (Y3WM) — ultrasonography.
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KnuHunyeckKoe Ha6noaeHue

HopmanbHble noKasaTenn 3KCKpeuun 31eKTPOSIMTOB C MO-
4YOM W KUCIOTHO-OCHOBHOIO paBHOBECWS CBWAETENbCTBYIOT
He B MoMb3y Hanuyusa TybynonaTui Kak NPUYMHbI BTOPUY-
HOM runoKannemunun. HopmanbHoe 3HayeHue AeKpeMeHTa
MbILEYHOr0 OTBETa MCKAYaNno Haluyue CUHanTU4ecKowm
6N10KaAbl, XapaKTepHOW AN MUacTeHUK (Tabn. 1).

AnHamMuKa u ucxopbl

3a BpeMs HabnaeHUS y NaLMeHTa HECKONbKO pa3 pas-
BMBaNUCb 3MM304bl Napanuya, 4To Bcerga 6bi10 accoumu-
poBaHO C Tpurrepamu (ctpecc, puanyeckass akTUBHOCTb).
Hanpumep, anu3oabl napanvya 3adUKCUpOBaHbl nocne
urpbl B 6acKetbos Ha OETCKOM naowajgke UM aMoLMOHasb-
HbIX MepexMBaHWM nNauneHTa. JMHaMMKa KOHLEHTpauuu
CbIBOPOTOYHOIO Kanus B CBA3M C BO3MOXHbIMU TpUrrepamu
npeacrtaBneHa Ha puc. 1.

C uenbto BanngaLmu paHee BbIiBEHHOrO NaToNorMyecKo-
ro annens reHa CACNALS 6b1710 BbINO/IHEHO CEKBEHUPOBaHUE
no CeHrepy y npobaHga v ero poautenein. o ero pesynbra-
TaM y npobaHaa noatBepXaeHo uameHeHue reHa CACNALS
(.3716G>A, p.Arg1239His), y poauTtenen nauneHta OHO
OTCYTCTBYET, YTO yKa3blBaeT Ha M3MeHeHus reHa de novo.
Ha ocHOoBaHMM pesynbTaToB FEHETUYECKOro MccneaoBaHus
YCTaHOB/IEH OKOHYaTeslbHbIM AMarHo3: «[MnoKanneMmnyecKkum
nepuoanyeckni napanuy (¢.3716G>A B reHe CACNAL)».

Pe6eHoK 6bln NepeBedeH ¢ NapeHTepanbHOro BBEAEHUS
pacTBOpa Kanus Ha nepopanbHyto Tepanuio 4% pactBopom
KCIl. Takke B cxemy neyeHus obaBunu aveTtasonamup.

Puc. 1. [InHaMrKa coepaHuns CbiIBOPOTOYHOMO Kanus y nauneHTa A.
Fig. 1. Serum potassium level dynamics in patient A.

MauneHTy 1 pogutensiMm 6bln AaHbl PEKOMEHAALMM MO U3Me-
HEeHUI0 06pa3a XU3HU (YMEHbLUEHWE AMOLIMOHANbHbIX Nepe-
YUBAHWN, COCTOSIHUM, CBSI3aHHbIX CO CTpaxoM, nepenagos
HaCTPOEHMS, BO3AENCTBUSA HU3KUX TemrnepaTtyp, U3NULLIHEN
PU3MYECKOM Harpy3Ku) U NUTaHKs (orpaHMYeHne NPOAYKTOB,
6oraTbix yrneBogamu 1 Hatpuem). Ha poHe neyeHus Ha npo-
TSAXKEHUM BCEro nepuoga rocnutanmaauunun (24 cyt) coctos-
HWE NauMeHTa C NOJIOKUTENbHOM AMHAMUKON. Taenbix anu-
30pa08 [Tl He oTMeYanu. Pegkue 1 nerkue anusoabl (Yalle
NPOXoAsilMe CaMOMpPoOn3BOSIbHO) ObliM Bbi3BaHbl CTPECCO-
BbIMW dakTopaMun. OQHaAKO Mbl CTOSIKHY/IMCb C HEeXKenaTesb-
HOM peaKuuen B OTBET Ha MNPUMEHeHue aleTalonamuia:
y pebeHKa pas3BuWICH CTOMKUMKA MeTaboNMyecKur auunaos,
B CBfI3W C 4yeM npenapart Obin OTMEHEH. B panbHewnwem
(B TeyeHue 1 roga nocne BbIMUCKKU) NaLMEHT OocTaBascs Ha
nepopasnbHo MoHoTepanuu 4% pactBopom KClI, yxyaLeHus
COCTOSIHUSI 340POBbS HE OTMEYEHO.

MporHo3s

[MporHo3 6o0ne3Hn GnaronpuUaTHbIN. Mpn 3aTOM NpU TaXKe-
JIOV TMMNOKanneMmnn (KOHUEHTpaLmMa Kanusa B CbiIBOPOTKE KPo-
BM MeHee 2,5 MMOJb//1) MOTyT pa3BUBATbCS KU3HEYrPOXKa-
lOLLME OCNIOKHEHUS, TaKNe Kak GUOPUINSALUS KeNyao4yKoB,
rMNOTEH3MS, AblXxaTeNbHas HeAOCTaTOYHOCTb [5].

BpemeHHasn wKana
XpoHonorua pasBuTUA 3abosieBaHUA nNpefcTaBieHa
Ha puc. 2.
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lMpumeyaHure. TopU30HTaNbHBIMU IMHUAMK 0603HAYEHbI HUKHWI (3,5 MMONb /) U BEPXHUI Nopor (5,1 MMOJb/N) KOHLIEHTPaLUMK Kannus B CbIBOPOTKE

KpOBH.

Note. Horizontal lines indicate the lower (3.5 mmol/L) and upper (5.1 mmol/L) threshold of serum potassium levels.



Puc. 2. MaumneHT A.: XxpoHonorna pa3eBuTua 601e3HU, KNlo4eBble COObITUS U MPOrHO3

Fig. 2. Patient A.: disease chronology, key events, and prognosis

Mocne NpoBeAeHHOM anneHA3KTOMKK
cTanu BO3HWKaTb aNU304bl Napanunya
HUXHWX KOHEeYHoCcTeMn

MepBble CMMNTOMBbI:
MbllleYyHas cnabocTb

AHanus reHa CACNA1 (cekBeHupoBaHue no CeHrepy):
y npo6aHaa, Ho He Y poauTeNnen BbISiBIEH NaToNOrM4eCcKum
annenb, xapaktepHbivt ang MM (de novo).
HasHavyeHa nepopanbHasa Tepanus, 4% pactsop KCI

Y4yalleHue annu3o0408
MblLLEYHON cnabocTu

MporpeccupoBaHue annM3o40B napanuyen,
BOB/IeYEHME BEPXHUX KOHEYHOCTEN,
yBeNM4yeHne BPeMEeHHOro nHTepBana anM3oa0s.
MpoBeneHo reHeTnyeckoe ob6eneaoBaHue,
BbISIBNIEH NaToreHHbln BapuaHT reHa CACNAL.
MpeanonoxkeHune o MM

Ha ¢oHe nameHeHusa obpasa
YXWU3HUW, COBNIOAEHUS aneToTepanuu
1 npodunakTUyecKkoro npuema
npenapaToB Kanusg KoNuyecTso
anu3oao0s. Ml cBeaeHo K MUHUMYMY.
Taxenblx 3aNM3040B He OTMeYanocb

MpumeyvaHue. MM — NepUoanYECKU rMnoKanMeMmYecKun napanmy.
Note. HPP (MNI'M) — hypokalemic periodic paralysis.

OBCYXAEHMUE

B npeacraBneHHOM HaMMW KIMHWMYECKOM HabAlOaeHWM
3anono3putb Ae6toT MM MOXKHO OblNO €elle Ha pPaHHUX
cTaguax 3aboneBaHuns, 40 NPOBeAeHUs MHOrMx nabopatop-
HbIX U MIHCTPYMEHTaNbHbIX nccneaoBaHuin. K oTnMynTenbHbIM
npu3Hakam Ml oTHocsATeAa cneaytowme [7, 13]:
® CMOHTAaHHOCTb BO3HWKHOBEHMS 3NN30A0B Napanuyen;
® HaNMyue YacTblX TPUITEPOB BO3HUKHOBEHWUS Napanuyen

(3MOLMOHanbHbIE NepexuBaHus, drManyeckasn Harpyska,

yrnoTpebseHne NpoayKToB, 60raTbiX yrneBogamu);
® BO3HWMKHOBEHWE Mapanuya Bcerga COMNpOBOXAaeTcs

CHWXXEHWMEM KOHLIEHTPALMK Kannsa B CbIBOPOTKE KPOBMU;
® 4yacTo HabnaaeTcs camoCToATeNbHOE 3aBeplleHue

3Nn304a;

e OTCYTCTBME KaKOM-TMOGO HEBPONOrMYECKON CUMMMNTOMATH-

K1 Mexay anM3onamu.

Bce a1 npusHaku 6blIM OTMEYEHbI B A€6I0TE M NpK AaNb-
HeWlweM pa3BUTUKM BOIE3HM MUY ONMCAHHOIo HaMu NaLMeHTa.
OOHaKO OKOH4YaTesNbHbIM AMarHo3 6bi1 MOCTaBfEH CNyCcTs
5 net nocne NosABAEHUS NEPBbIX CUMNTOMOB G0/IE3HU, YTO
OTCpPOYMNO Noadop 3ODOEKTUBHOM KOHCEPBATUBHON Tepanumn
1 CBOEBPEMEHHYIO peann3aLuio NpoPpunakTMHecKon cTpaTte-
'MW, OCHOBaAHHOM Ha BbIABNEHUN BeAyLINX UHAUBUOYANbHbIX
TPUITEPOB Y METOA0B UX NPeaoTBpalleHus. Bce 3T0 B KOHeu-
HOM MTOre MOINI0 MOJIOXKWTENIbHO CKa3aTbC Ha KayecTBe
MW3HU nauueHTa. Takke HeobXoAMMO OTMETUTb, YTO MpH
OKa3aHWM MeaMLMHCKOW MOMOLM MO MEeCTy XMUTenbcTBa
nauMeHTa He 6bl/I0 BbIMOIHEHO AEWCTBMI MO NpeaoTepalle-
HUIO NOBTOPHbIX ann3oaos MMM nytem M3meHeHUs obpasa
W3HU, Ha3Ha4YeHnsa aneToTepanum UM NPodunaKkTMyecKomn
JoTauun pacTBopa Kanus. HasHavyeHue Kanua acnaparu-
HaTa ABNSETCA COMHUTENbHBIM C TOYKW 3PEHUS KOPPEKLIUK
rMNOKaNIMEMMU M3-3a CNOXKHOCTM [O3MPOBaHUA U pacyeTa
[103bl Npenaparta. CneacTBMEM TaKOW TaKTUKKM NevyeHuns cTano
MHO}ECTBO rocnutann3almi, Kotopble camu No cebe Morau
ObITb CTPECCOBbLIM PaKTOPOM ANs MaumneHTa U cnocobCTBO-
BaTb GOPMUPOBAHUIO «TOPOYHOI0 Kpyra» 060CTPEHUN.

Taknm 06pa3oM, Hall KIMHWUYECKUW cnydyam AEeMOH-
CTpUpPYET BMNepPBbIE OMUCaHHbIM B OTEYECTBEHHOW NUTEpa-

Type paHHWW, FreHETUYECKM NoaTBepKAeHHbIn aebtoT MMITI.
Onupasicb Ha 3apybexHble peKoMeHaalnu, HaMm yaanocb
[OCTUYb CTOMKOIO MOJIOXKMUTENBHOIO0 OTBETa UCKIIOYUTENb-
HO Ha nepopasbHon Tepanun 4% pacTBOPOM Kalug Xio-
puia 6e3 AONONMHUTENIbHOrO NnapeHTepasbHOro BBeAeHUd
npenapaTa Kanus, 4TO TaKXKe MOATBEPXKAAETCA AaHHbIMU
KaTaMHesa.

MapoKcu3aManbHylo MbllweyHyto cnabocts npu [T,
B MNepByl o4yepeab, Heobxogumo anddepeHunpoBaTb OT
a@HaNorMYyHOro COCTOSIHUSA MpPW HACNEeACTBEHHbIX MUOMaTW-
AX U MUaCTEHMYeCKOM cuHapome [14]. CneumduyHbiM Ans
MM, B oTaMyne OT NPOrpeccupyloMx MUonatun, asnset-
csl NPUCTYNoo6pasHbin, NapoKCH3ManbHbli, 06bIYHO BbICTPO
pasBuBatoLLMiCSA (B TEYEHME HECKOJSIbKMX 4acoB) xapaKTep
CUMMTOMATUKK C MOJIHbIM BOCCTaHOBJIEHUEM MblLLEYHON
CWNbl B MEXMPUCTYMHbLINM NEPUOA U OTCYTCTBUEM HEYKITOHHOIO
CHUEHUSA MOTOPHbIX GYHKUMI [6, 7]. BaXKHO OTMETUTL, YTO
Ha paHHux cTagusax M, ocobeHHO y aeTen, nabopaTopHble
WU MHCTPYMEHTasNIbHble MapKepbl MbILIEYHOrO MOBPEXAEHMUS
(akTBHOCTb KPK, pesynstatbl Urofb4yaTon aneKkTpoMuorpa-
¢$wumn) MoryT octaBaThbCs B npegenax pepepeHcHblX 3HaveHum
U G6blTb HE 3HAYUTENbHO M3MEHEHbl (40 2—3 HopM), 4TO
HEe MNO3BONSET MCKIOYMTb HEMUOAUCTPOdUYECKHE Muona-
Tvn [15]. B npeactaBneHHOM HaMu HabNIOAEHMM HOPMasibHas
aKTMBHOCTb KK M oTcyTcTBME MMOMaTMYecKoro natrepHa
npu anekTpomuorpadum, NPoBEAEHHON BHE 3anu3o4a napa-
Nin4a, CNYXXWUIW [OMNOJSIHUTENbHBIMU aprymeHTaMu B MONb3y
KaHanonatuu, XoTd U He MOIU CYUTaTbCA abCOMOTHLIMU
KPUTEPUSAMU UCKITIOYEHUSA MbllLEYHOW NaTonoruun. B cooteert-
CTBMW C COBPEMEHHbLIMWU [MAarHOCTUHECKMMU CTaHZapTamu
BepudMKauma auarHosa Obina BbINOAHEHA C MPUMEHEHUEM
MOJIEKYNAPHO-FEHETUHECKOrO aHanu3a, B pesy/brate KoTo-
poro 6bin BbISIBJEH paHee ONMCaHHbIA NaTOreHHbIM BapuaHT
reHa CACNALS [5-7]. MnacTeHusi rpaBuc, TaKxKe NposBsio-
wascs anuMsogamu cnaboctu, 6bina UCKIOYEeHa Ha OCHOBa-
HWUW OTCYTCTBMUSI NATOrHOMOHWYHOW KIMHWYECKOW CUMMTOMAa-
TUKM (NTO3, AunNaonus, 6ynbbapHble pacCTPoOMCTBA), a TaKKe
[laHHbIX 3NeKTpoMUorpadum, No pesynbrataM KOTOpow Hapy-
LWEeHNN HEPBHO-MbILWEYHON Nepeaayun curHana He BbISiIBJEHO.
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KnuHunyeckKoe Ha6noaeHue

Ecnu otnnyma MNIT oT HacneACTBEHHbIX MUOMNaTui ABNA-
loTC AOCTaTOYHO O4YEBWUAHLIMWU, TO 6ONbLIKE TPYAHOCTU
npeactaBngetr guddepeHUnanbHaa AMaArHOCTUKA Mexay
nepBMYHbIMKU U BTOPUYHBLIMW MPUYNMHAMU TUNOKaInemMuye-
CKOro napanuya. Heo6xogMmMoO NMOMHWTb, YTO MOTEPS BHe-
K/IETOYHOrO Kanua € pas3BUTMEM TUMOKaIMeMMUYEeCKOoro
napannya BO3MOXHa W MNPU HEKOTOPbIX COMATMYECKMX
naTosioruax (rmneptupeos, tyéynonatum) [16, 17]. UMeHHO
noaToMmy nauueHTam ¢ nogospeHuem Ha [Tl cnepyet npo-
BOAMTb UccnenosaHune TupeoungHoro npoouns (TTr, T, cBo-
604HbIN), KNCIOTHO-OCHOBHOIo paBHoBecus (pH, rnokKko3a,
nakrat, HCO3), 6MOXMMUYECKMX MOKa3aTesnen, cneLnpuy-
HbIX 415 Ty6ynonatun (3NeKTPOanTLI, WenovyHas docdata-
3a), a TaKXXe OCYyWeCTBNATb OLEHKY 9KCKpeLun 3NeKTpo-
JIMTOB C MOYOMN.

B ocHoBe Tepanuu [ITl, B nepByto o4vepenb, NEXUT
cBOEeBpeMeHHas npodunakTuka BO3HUKHOBEHWS 3NN3040B
napanuya. lMauneHTam pekomeHayeTcs cobniogatb AMETY,
06OoralleHHyl Xupamu u 6enkamu (Hanpumep, aBoKamo,
MWHAANb, TPELKUIA OpEX, Cbipbl, AKLa), M36eratb U3NLLHE-
ro ynotpebéneHus yrneBoAoB, OCOOGEHHO J1EMKOYCBOSEMbIX
[5—7]. TakKe HEOBXOAMMO CHU3UTb KOJIMYECTBO CTPECCOBbLIX
CUTyauuMm n orpaHuMymBatb GU3UYECKYID aKTUBHOCTb yMe-
pEeHHbIMU Harpyskamu [6]. B HeKoTopbIx paboTax NokasaHa
3pDEKTUBHOCTb NPOPUNAKTUYECKOro Npuema ButamuHa D
(B neyebHbIX JO3aXx NPU ero CHUXEHUU Ui B Npodunartu-
yeckoh fose 1000 ME 1 pa3 B CYTKM BHYTPb MOCTOSIHHO Mpu
€ero HopmasnbHoOM ypoBHe) [18]. CobnioaeHne 3Tnx npaBui
noMoraeT 3Ha4yuTeNlbHO CHW3WUTb YacTOTy BO3HUKHOBEHWS
3MNM300B Mapanuya M Npu 3TOM HE CHUMKAET Ka4yecTBa
YW3HW, NOCKOJMbKY HE BieYeT 3a COO0M KECTKUX OrpaHnyu-
TeNbHbIX Mep [6, 7].

B cnydae ecnu npepynpeautenbHblx Mep (cobnioaeHue
OMEeTbl, N3MeHeHne obpasa }KU3HU) HeJOCTaTO4YHO, Ansa Npo-
GUNaAKTUKKM Napanuyen Moryt 6biTb NMPUMEHEHbI Nepoparb-
Hble pacTBoOpbl Kanus (B Poccuiickon Pepepauun aaHHas
dopma He 3aperncrpupoBaHa), MHIMOUTOPbI KapboaHrua-
pasbl (aueTasonamupi), Kanuncobeperawwme OUYPETUKK
(cMMpoHONaKToH, TpuamTepeH) [6, 19]. Tepanus anu3oaa
MM ocHOBbLIBaeTCs Ha NepopanbHOW AOoTauuu npenapaToB
Kanus ¢ pekomeHaoBaHHOM [03bl 0,5—1 MIKB/KI (MaKcu-
MasnbHasa cyTodHas Ao3a coctaBnseT 200 MIOKB) [6]. UMEHHO
nepopasbHbIi NyTb BBEAEHUS NpenapaTtoB Kanus sBaseTcs
ONTUManbHbIM AN AOATOCPOYHON KOPPEKLMM FMNOKaNIMeEMUn
npu MIT. BHyTpMBEHHOE e BBEAEHWEe PacTBOPOB Kanus
JOMKHO MPUMEHSTBCS TONIbKO MpPU Pa3BUTUM TaKWUX XKU3He-
YrpoXKatowmnx COCTOAHUN, KaK BO3HUKHOBEHWE apUTMUK Ha
$oHe runokannemmuu, 3aTtpyagHeHe akra rnoTaHus, napanuy
[blXxaTeNbHON MycKynaTypbl [6, 7].

Ha6nwogeHus MMM npeacraBfieHbl B HECKOJIbKUX POC-
CUUCKKUX paboTax (Tabn. 2). MogpobHee oCTaHOBUMCH Ha
OBYX KAMHUYecKux Habnwogenuax MMM y pgeten [20, 21].
B o6oux cnyyasix onucaHbl NauneHTbl B Bo3pacTte 17 ner,
MY}CKOFO Mofla C NpuM3HaKamMu BHe3amnHoro napanuya,
COMPOBOXAAIOLWLErOCA CHUXEHMEM KOHUEHTpaLUuK Kanus
B CbIBOPOTKE KPOBM (MaKcumanbHo Ao 1,5 mmonb/n)
[20, 21]. BmecTe ¢ TemM, B aTux paboTax He Oblan npea-
CTaBfieHbl pe3ynbTaTbl FEHETUYECKUX UCCNEA0BaHUN U, KaK
cneactBue, He coobllanocb 06 OKOHYaTeNbHOW BepudU-
Kauuu auarHoza [I'M. O6oum naumeHTamM B KayecTBe
Tepanuu Ha3Ha4vanu napeHTepasnbHylo AoTauuio pacTBopa
Kanug xaopuaa, 4To NMpoOTUBOPEYUT COBPEMEHHBLIM Mpes-
cTaBneHuam o Tepanuu MM [6]. B aToM cBA3K npeacTas-

fIEHHOEe HaMu onucaHue aeMoHcTpupyeT 3PbEKTUBHOCTb
6onee caeprKaHHOM TaKTUKKM Tepanun anndonos 11, a Tak-
e COMEPKMUT yKa3aHWe Ha BarKHOCTb NMPOPUNAKTUHECKUX
MeponpuaTun ana npepoTBpalleHna ob6octpeHun [T,
Kpome Toro, He06Xx0AMMO OTMETUTb, YTO pPa3BUTUE MEPUO-
ONYECKUX TMMOKANMEMUYECKUX Napanmyen Npu UCKIoYe-
HWU BTOPUYHBIX MPUYUH UX NOSABNEHUSA TpebyeT npoBeje-
HUS TEHETUYECKUX UCCIeA0BaHUM C LIe/blo 3TMOIOTMYECKOM
BeEpUPUKaLnn.

3AK/IOYEHUE

[OuarHoctuka M1, Kak 1 gpyrux 3abonesaHui, B NepByto
oyepeb, OCHOBbIBAETCA Ha KIMHMYECKOM KapTuHe 3aborie-
BaHWS U OLEeHKe HEeKOTOpbIx NnabopaTopHbIX MoKasaTenewn,
a reHeTn4ecKoe uccnefoBaHMe NUb NOATBEPXAAET rUMno-
Te3y U HOCUT BTOPUYHbLIN XapaKTep. Tepanua MM gonxkHa
OCHOBbIBATbCA Ha MUHUMU3ALMK NapeHTepanbHOro BBeje-
HWS PacTBOPOB Kasjud, a NPUOPUTET CriedyeT oThaBaTtb nep-
opaJibHOMY Mpuemy, MOCKOJIbKY 3TO He TONbKO 3ddeKTUBHEE
n 6e3onacHee AJ19 NaLMeHTa, HO 1 NMO3BONAET OTKa3aTbCs OT
NpUYUHEHUS emy 60N,

WHO®OPMUPOBAHHOE COINIACUE

Mpu nocTynneHun B CTauLMOHap 3aKOHHble npeacTa-
BUTENM NauueHTa noanucanu MHGOpMUpoBaHHOE A06PO-
BOJIbHOE corjacue Ha UCMNoNb30BaHMe pe3ynbTaToB o6cne-
[IOBAHWS W NleYeHnss B Hay4HbIX LiEensx (aata noanucaHus:
14.08.2024). NpumeHeHue off-label 4% pactsopa KCI nep-
OpanbHO paspeleHo BpayebHOW Komuccuen PoccurcKom
[E€TCKON KNIMHUYEeCKOon 60nbHMUbI (NpoTokon N2 196/3619
oT 14.08.2024).

INFORMED CONSENT

Patient’s legal representatives have signed informed
voluntary consent (at admission) on the usage of examination
and treatment results for scientific purposes (signed on
14.08.2024). Off-label administration of KCI (4%) solution
orally was authorized by the medical commission of Russian
Children’s Clinical Hospital (protocol No0.196/3619 dated
14.08.2024).
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