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Distal Tubulopathy. Liddle Syndrome

The clinical recommendations on management of children with Liddle syndrome which is characterized by severe hypertension along
with low activity levels of renin and aldosterone in blood plasma, hypokalemia and metabolic alkalosis, were developed by the experts
of the Union of pediatricians of Russia. Aspects of epidemiology, etiology and pathogenesis, disease progression, differential diag-
nostics and evidence-based treatment are presented.
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BBEAEHME

KnuH1Yeckue pekomeHaaLmmn pa3paboTaHbl Ha OCHOBaA-
HWM KIMHUYECKOro OMbiTa aBTOPCKOrO KOJUIEKTUBA B [Wa-
FHOCTUKE, IeYEeHWUU U BeIeHUMn eTei ¢ Ty6GynonaTuamu.

KPATKAAl UHOOPMALIUA

OnpepeneHue

Ty6éynonatum — naToNoOrus MOYEYHbIX KaHanbLEeB,
XapaKTepuayoLlanca pasiMyHbIMU HapyLeHUMKU TyGynap-
HOro TpaHCMopTa 3NEKTPONUTOB, MMHEPAOB, BOAbI U Opra-
HUYECKMX CYyBCTaHLUMM HacneaCTBEHHOro (nepBuyHbie TyOy-
fionatun) Unu NPUOBPETEHHOro (BTOPUYHbIE TybynonaTuw)
XapakTtepa.

Mo nokanusauuu TpaHCNOPTHOro AedeKTa pasnuyatoT
NPOKCHMMalbHble, NETNEBbLIE U AUCTASIbHbIE TYGY0NaTHM.

CuHapom Jlngana (nceBpoanbaoctepoHnsm) (OMIM
177200) — HacneacTBeHHoe 3abofieBaHne, xapaKTepmaylo-
Leecs paHHUM AeOOTOM TSHKEON apTepPUanbHOM TMNEPTEH-
31U B COYETAHMUMU C HUSKMMM YPOBHSAMM aKTUBHOCTH PEHMUHA
W anbAocTepoHa Mna3Mmbl, TMNOKaINEMUEN U MeTaboNnye-
CKUM ankanosom [1, 2].

9Tnonorua v natoreHes

XapaKTepeH ayTOCOMHO-AOMUHAHTHBLIM TUN HacnenoBa-
Hus: myTauun reHoB SCNN1B n SCNN1G (nokyc 16pl12.2)
NPUBOAAT K HapyLIEHWIO CTPYKTYpPbl B 1 Yy Cy6beanHUL, aMu-
NIOPUAYYBCTBUTENbHbIX 3MUTENMANIbHbIX HATPUEBbIX KaHa-
noB (ENaC) cBs3ylolWnX KaHanbLEB M FMaBHbIX KIETOK Kop-
TUKanbHbIX cOBGUpaTenbHbIX TPYOOK.

3ameanenune gerpagaunn ENaC npossnsercs n3bbiTou-
HOM peabcopbumen HaTpua K notepen Kanusa. U36biTouyHas
peabcopbuma HaTpUs BEOET K apTepuasbHOM FMNEPTEH3NN
BCNEACTBME YyBENMYEHUS 06beMa LIMPKYNIMPYIOLLEN KPOBMH,
4TO MOAABNAET CEKPELMIO PEHUHA M aNlbAOCTEPOHA.

Anuagemuonorua
PacnpocTpaHeHHOCTb HensBecTHa. OnuMcaHbl €anHWUY-
Hble cnyyau.

KogupoBaHue no MKB-10

N25 HapyweHus, passuBalowmecs B pesynbrate guc-
®YHKLMM NOYEYHbIX KaHaNbLEeB.

N25.8 [Ipyrne HapyweHus, 06yCnoBfeHHble ANCOYHKLIN-
el MoYeYHbIX KaHanbLeB.

N25.9 HapyweHune GyHKLMM NOYeYHbIX KaHabLeB yTOY-
HEeHHoe.

Mpumepbl AgUarHo3oB
e CuHapom Jlugana. AptepranbHas runepTeH3uns, 2-a cte-
neHb. XpoHU4ecKkas 60ne3Hb NoYeK, 2-9 ctagus.

Knaccudpukauyusa
O6uwenpuHATON Knaccudukauuu cuHagpoma fluagana He
cyllecTByerT.

AUATHOCTUKA

Xano6bl U aHamMHe3

XapaKTepHbl Taxenasa apTepuanbHas TUnNepTeH3us,
6bICTpas yTOMISEMOCTb, NOMYPUS, MblLLIEYHAS TUMOTOHUS.

dusnKkanbHoe o6¢cnegoBaHue

O6wmrn ocmMoTp noapasymeBaeT OUEHKY (U3M4EeCKOoro
M NCUXOMOTOPHOIO Pas3BUTUA pebGeHKa, NOACYET 4acToThl
[bIXaHWs, CEPAEYHbIX COKPALLEHWUW, ayCKyNbTaLMio NErkux,
cepaua, nanbnaumio ¥uBoTa.

OnpepensaioTcs TaXenas o6bem3aBUCUMan apTepuanb-
Has rMnepTeH3us, oTcTaBaHWe B MCUXMYECKOM U dU3NYe-

CKOM pa3sBUTUM, MbllleYyHas rmnoToHus, BbicTpasa yTomnse-
MOCTb, TaXnKapaua, nonnypuda.

JlaGopaTopHas AMarHocTuKa

PekomeHgyeTcs uccnegoBaHue:
®  KWUC/OTHO-LWENOYHOro coctosiHus (pH Kposwu, cTaHgapT-

HbIn 6UKap6oHaT — HCO3", BE);
°*  OWOXMMWYECKOro aHann3a KPOoBW (Kanun, HaTpuu, Xno-

puabl, KpEaTUHUH);
® AKTUBHOCTW pPEHMHa Niasmbl;

° YPOBH$ anbAOCTEPOHA NNa3Mmbl (CHaa peKomeHaaummn 4;

ypoBeHb foKazaTenbeTs C2) [2].

KommeHTapui. [lnarHoctnyeckne Kputepum CUHAPO-
Ma Jlngana: runokanMemus, mMeTabosM4yecKuit anKkanos,
HU3Kas aKTMBHOCTb PEHWHA Naa3Mbl, HU3KWE YPOBHM anb-
[LOCTepoHa nNna3Mmbl (Cuia peKomeHgaumnun 4; ypoBeHb [JOKa-
3aresnbcts C) [2].

UHcTpyMeHTanbHaa AMarHocTuKka
HeunHdopmaTnBHa.

AnddepeHumnanbHas guarHocTuka
e [lepBHYHbIN rMNepanbaoCTEPOHNU3M.
* HeKoTopble BapuaHTbl cuHapoma MueHKo—KyluunHra.

JNNEMEHME

KoHcepBaTMBHOE Ie4eHHne

PekomeHayeTcs orpaHudyeHne noTpebaeHus conu,
Ha3HavyeHue Kanuncbeperawwmx AUYPETUKOB (amuiopua,
TpMamMTepeH), KOTOpble MO3BO/AIOT YMEHbLWWTL apTepuasb-
HYIO TUNEPTEH3KUIO, a TaKKe NNKBUAUPYIOT TMNOKanIMeMuIo.
[2]. MpumeHeHMe CNUMPOHONAKTOHA HelenecoobpasHo
B CBSI3M C PE3UCTEHTHOCTLIO (CMaa peKomeHaaumui 4; ypo-
BeHb floKa3aTtenbcTs D) [2].

XupypruuecKkoe neyeHume
He cywecTByerT.

Pea6unutauuna
He cywecTsyerT.

NMPO®UNIAKTUKA U AUCNAHCEPHOE
HABJIIOAEHUE
MpodunakTuka
MpodunakTnku (NepBUYHON) HE CyLLEeCTBYET.
BeaeHue nauueHtos’

KOHTPO/Ib KUCNOTHO-LLENOYHOIO COCTOAHMS, INEKTPONN-
TOB KPOBU (Kaiun, HaTpuK, Xxnopuabl).

AOMNOJ/THUTE/ZIbHASA UHOOPMALMUA, BJIUAIOLLAA

HA TEMEHUE U UCX0 3ABOJIEBAHUA/CUHOPOMA

WUcxoabl n nporHos?

HecBoeBpeMeHHas [uarHOCTMKa cuHapoma Jivaana
U OTCYTCTBME afEeKBATHOM Tepanuu TSXKENoWn apTepuasbHOM
TMNEPTEH3UN MOMKET MPUBECTU K PasBUTUIO XPOHUYECKOM
MoYeYHOM HEAOCTATOYHOCTH BIOTH 0 TEPMUHAIbHON CTaAWM.

KpUTEpHM OLLIEHKM KayecTBa MeANLIMHCKOM
nomouyu®

Cuna pekomeHaaLuni 1 ypoBeHb oKa3aTenbCcTB — lNpunoxexHve
Al (tabn. 1, 2).

cM. Mpunoxkenue b.

cM. MpunoxkeHue B.

Mopsagkn v cTaHaapTbl OKa3aHUMS MEeAMUMHCKOW MOMOWM —
MpunoxeHune A2.



Ta6nuua 1. OpraHn3auUnOHHO-TEXHUYECKME YCNIOBUS OKa3aHUst MEAULMHCKON MOMOLLM
Table 1. Organizational and technical specifications of healthcare delivery

Bua MeaMLMHCKOM NOMOLLM CneunanuanpoBaHHas MeAULIMHCKas NMoMOLLb
YCNoBMA OKa3aHUa MEAULIMHCKOM NMOMOLLM CraunoHapHo / B AHEBHOM cTaLMoHape
dopmMa oKasaHUa MeULIMHCKOW MOMOLLU MnaHoBasn

Ta6nuua 2. Kputepun KayecTBa OKasaHUs MeaAULMHCKON NOMOLLK
Table 2. Quality Criteria of healthcare delivery

YpoBeHb AOCTOBEPHOCTU AOKa3aTeNbCTB
N¢ Kputepuin U y6eaAUTeIbHOCTU PEKOMEHAALUA — HU3KUIA
(KkoHCceHcyc aKcnepToB — D)

1 BbinonHeHo nccnegoBaHne KUCNOTHO-LWET0YHOTO COCTOSIHUS KPOBHM D
5 BbinonHeHo uccnegoBaHMe GUOXMMUYECKOrO aHanuM3a KpoBKU (Kanumn, HaTpuw, D
XN0pUabl, KanbLni, MarHum, KpeaTuHMH)
BbinonHeHo nccnegosaHne GUOXMMUYECKOIO aHann3a MoUM (KanbLini)
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