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PE®EPAT

Cungpom Nuaana onucad B 1963 r. Mo cOBpeEMEHHLIM NpeAcTaBNeHUsIM ABASETCS TybGynonaTtuein ¢ ayToCOMHO-A4OMUHATHbIM
TMNOM HacnegosaHus. OH onpefenseTca MyTauusiMyu reHoB, KOHTPOJIMPYIOLLMX IKCMIPECCUIO p Uy-CyObeUHULL 3NUTENNaIbHbIX
HaTpueBbIx kaHanos (ENaC), koTopble NpenMyLLEeCTBEHHO pacnonaraloTCs HaannkanbHbIX MeM6bpaHax rnaBHbIX KNIeTOK CBA3YIOLLNX
KaHasnbLeB 1 KOPTUKaNbHbIX cobupaTenbHbiX TPy6oK. 3aboneBaHne BCTpeyaeTcs peako v npossnset cebsa o6bem3aBUCcUMON
HU3KOPEHWHOBO runepTeH3neld, runokanvemvein n metabonnyeckmm ankanosom. CuHgpom lingana Hepeako maHndectupyet
BA,ETCKOM BO3pacTe, HO MOXeT BNepBble BbIABAATLCA Y B3POC/bIX U Aaxe NOXUNbIX NtoAel. B nedyeHun ncnonb3yertca orpaHuye-
HVe Conun B paLunoHe, 3amMecTUTesibHaa Tepanva conssMu kanus n kanuiicbeperatrowmne guypetuku (amunopug, TpuaMmTepeH).

KntoueBble cnosa: cCMHAPOM Jlnanns, natoreHes, KANHUKa, AnarHocTuka, neyeHme

ABSTRACT

The Liddle syndrome was described in 1963. And according to the modern views is a tubolopathy with autosomal dominant
inheritance. It is determined by the mutation of the genes, controlling the expression of p and y-subunits of epithelial sodium
channels (ENaC), which are mostly located on the apical membranes of the main cells connecting tubules and cortical collecting
ducts. The disease is very rare and shows itself in a volume-dependant, low rennin hypertension, hypokaliemia, and metabolic
alkolosis. The Liddle syndrome quite often manifestoes in the childhood, but can be primary noticed in adults even in elderly
patients. As atreatment organic salts in the ration, potassium salt substitutive therapy and potassium saving diuretics (amylorid,
triamteren) are used.

Key words: Liddle syndrome, pathogenesis, clinic, diagnostic, treatment.

B Hawem npefblgyLieM coobeHmm [1] 6b1im pac-
CMOTpPEHbI 06LLMe BOMPOCHI (IU3M0N0rMKU 1 NaTohm3mn-
0/10TUM Ka/JIMEBOrO FOMEeOCTasa, nmaToreHesa, Knaccu-
(hMKauMn 1 KIUHWMKK TUNOKanmemMunii. B HacToswwem
pasgene paboTbl Mbl MpegnonaraeM NPoJo/MHKUTL 06-
CyX[eHue npo6iemMbl TMNOKaIMEMUYECKMX COCTO-
SHWIA, 60MblIas YaCTb M3 KOTOPbLIX C TOW WAX WHOWA
BEPOSAITHOCTbIO MOXET BCTPETUTHLCA B MPaKTUKE
«B3pOCnoro» Heponora. daHHaa nekums 6yget no-
CBALLEHa OAHOMY BapuaHTy Tybynonartuid, accouum-
POBaHHOMY C apTepuanbHOW TMNepTeH3neid, rnoka-
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nmemunen n mMetabonMyecKMM ankano3oM - CUHAPO-
My Jingans.

Cungpom lngana (cuHgpom Jlngana, ncesfoans-
[OCTEPOHM3M, MCEBAOrUNepabA0CTEPOHU3M, PeaK.:
ceMeiiHas apTepuvasibHasi TMMEpPTEH3ns ¢ MeTabonn-
YecKuUM ankano3om [2] - HacneAcTBeHHoe 3aboneBa-
HVMe C ayTOCOMHO-LOMMUHAHTHbIM MyTeM Mepejauu,
BMepBble OMMUCaHHOe y NpefAcTaBuTeneld 6onbLLON ce-
mbu B Anabame G.W. Liddle n coast. B 1963 r. [3].

PacnpocTpaHeHHOCTb cuHApoma JIngansa Hems-
BECTHa, XOTS, OYEBMAHO, YTO BCTPEYAETCA OH OYeHb
peako. T. Matsushita n coasT. [4] K 1998 r. HacuuTaNn
B aHr1053bI3HOM nnuTepatype 30 onucaHuii 60MbHbIX €
CUHAPOMOM Jlnaansa un 22 cay4as 3Toro 3abonesaHums
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6b110 NpeAcTaBneHo B AnoHuW. AHanu3 6asbl faH-
HbIX MUPOBON MeAUUMHCKONW nnuTepaTypsl PubMed
[laeT OCHOBaHWA nojaratb, YTo ¢ 1998 I. N0 HacTos-
Liee BpeMs 6b110 0ny6MKOBaHO eLe 0KOo NonyTo-
pa AecATKOB ONUCaHUA NaLMeHToB ¢ CUHAPOMOM Jlna-
Ans. B LOCTYMHOI pyCCKOA3bIYHON MEAULMHCKON ne-
puoanKe onucaHuin cuHapoma JSIngans Mol He
BCTPETU/N, XOTA CUCTEMATMUECKUIA aHan3 ee 3aT-
PYAHEH 13-32 OTCYTCTBUSA HALMOHabHON MHopMaLW-
OHHOIA 6a3bl. He MCKMOYEHO, YTO Takne ONmncaHns Bee-
Taku 6b1In. He UCKNIOYEHO, YTO pacnpoCcTpaHeHHOCTb
cuHApoMa Slnaans HamHoro 6onblue, 04HaKO MHOrMe
cfyyan 3ab60neBaHUa He AuarHoctupytoTtcs [5]

ATwuonorua. CuHapom JInaana Knaccuyeckas
HacnencTBeHHas 60/1e3Hb, KOTOpast, Kak yXXe yKasbl-
Ba/IOCb Bbllle, MepesaeTcs No ayToOCOMHO-4OMUHAT-
HoMmy Tuny. B ocHoBe 3a60/1eBaHNSA NexaTr MyTauum
reHoB SCNN1B 1 SCNN1G, KOHTpOnupymowmx, co-
OTBETCTBEHHO, P U Y CYObeUHULbI 3NUTENNAbHBIX
HaTpueBbIX KaHanoB (ENaC), pacnonoxeHHbIX Ha anu-
Ka/lbHbIX MeMbpaHax K/eTOK 3nuTenus Tex OTAe/N0B
NoYeYHbIX KaHanbLeB, KOTOPble YyBCTBUTENbHbI K
anbJoCTEPOHY. BO3MOXKHO BbiBNeHWEe CUHApPOMa JTna-
ANA Ny npeacTaBuTeneld cemei, B KOTOPbIX paHee 3To
3aboneBaHne He Habnoganock. B TakoM cnydyae peub
naeT o pasBuTUM MyTauun de novo [6].

MaToreHe3. MonekynspHyto npupogy AedekTa,
NPVBOAALLErO K POPMUPOBAHUIO KITMHNYECKON KapTu-
Hbl CMHApPOMa JIMAANA B HAcTOsLLEe BPEMS MOXHO
cuMTaTbh AOCTATOYHO XOPOLIO YCTaHOB/IEHHOW, MO
KpaiHeli Mepe, B OCHOBHbIX YepTax. PackpbiTue 3Tux
MeXaHW3MOB ABNAeTCA GNeCTAWUM NPUMEPOM MpU-
NOXEHWS SOCTUXKEHMWI MONEKYNSPHOA B1MON0rMmn K K-
HMyeckol cuTyauun. OaHHas npobnema CTONb UHTeE-
pecHa, YTo ee CTOUT paccMoTpeTb nofpobHee. Og-
Hako ANna 3Toro Heob6xoAMMO BepHYTbLCA K 6onee
fleTanbHOMY 06CYXKEeHMI0 NPOLLECCOB MOHHOIO TPaHC-
nopta B AUCTa/IbHbIX OTAenax HepoHa, OCHOBHbIE
NpeACTaBeHNs 0 KOTOPbIX OblIWM KpPaTKo NpejcTas-
NeHbl B HalleMm npeasigyuiemM coobueHumn [1].

AmMunopung-vysctemtencHole ENaC - MOHHbIe
KaHaslbl, KOTOPble 3KCMPECCUPYIOTCA B K/ETKax anu-
Tenus QUCTaNbHOro He(poHa, pecnmpaTopHOro Tpak-
Ta, KMLWEYHMKA U OpraHoB BKyca. Kak yxe oTmeva-
Nnocb paHee, npeobnagarolimMm MeCcTOM UX NOKannsa-
UMK B MOYKax ABNAKTCA AUCTalbHble OTAeENbl
caasyowmnx KaHanbues (CBK) v KopTuKanbHble Co-
6upatenbHble Tpyokn (KCT). 3gecb OHWM obecneun-
BAlOT OfUH W3 BAXKHEMLLMX LLAaros B peabcopbuun Ha-
TPUSA Y XKULKOCTU. DTU NPOLECChl PEryMpyroTcs Ta-
KUMU TOPMOHaMW KaK a/bJOCTEPOH W Ba30MPeCCuH,
KOTOpble YBENIMUMBAKOT aKTUBHOCTb aHHbIX KaHas0B.
OfHaKo Ba30MpecCUHOBLIN MyTb PErynaumMm TpaHcnop-
Ta HaTpua B 3TUX OTAenax HeqpoHa, No-BUAMMOMY,

He MMeeT CYLLEeCTBEHHOr0 3HaYeHWst B NOYKax 4eso-
BeKa M HeKOTOPbIX APYrMX MAEKONUTAKOLWKX. Y HUX
HapacTaHwue peabcopbuum HaTpKs NOL BANSHUEM 3TOM0
nenTuga ABNSETCS KPaTKOBPEMEHHbIM U BbLICTPO Mo-
[laBnsieTcs NoBbiWeHWeM npogykuun PGE2- ¢usno-
NOTMYECKOro aHTaroHMcTa aHTUANYPETUYECKOTO rop-
MoHa [7].

WHTeHCMBHOCTb NepeHoca HaTpus onpegensercs
cTeneHbto «OTKpbITOCTU» ENaC (Po) u nx Konuye-
CTBOM Ha anukaibHOl MembpaHe HedpoTenus [8].

ENaC cocTosAT 13 Tpex 6enKoBbIX CyObeanHULL:
a, p ny. Kaxaas U3 HUX COLEPXUT fBa TpaHCMeM6-
paHHbIX JOMEHa, COeANHEHHbIX JOBO/ILHO [/IMHHOW K-
cTpauenntonapHoi netnei, a N- n C-tepMmmHany pac-
rnonaratTcA BHYTPU KNeTOK. Ponb rnaBHONM «nopbi»
NS HaTpUs, NO-BUAUMOMY, UrpaeT a-cybbeanHMLa,
0fHaKo MakKcuMasfibHbI TpaHCMeMOPaHHbIN NOTOK
3TOr0 KaTMOHa A0CTWUraeTcs Torfa, Korga Bce OHu
06beAMNHAIOTCS B €4UHbIA aHCamb/lb.

AnbLoCTEPOH nocnie B3aumogeincTaus ¢ MP-pe-
LLenTopoM, 06pa3oBaHMs FOPMOH-PELLENTOPHOIO0 KOM-
nnekca (MPK), NpOHNKHOBEHNSA €ro B AP0 U CBA3bI-
BaHUS C FOPMOH-peLenTOpHbIM 3fieMeHTOM (PJ)
JHK nepsoHayasibHO aKTUBUPYET CUHTE3 ONnpeseneH-
HbIX 6enKoB (anb4oCTEPOH-UHAYLMPOBaHHbIE NpOTe-
MHbI - AnlT). Ha ponb 0AHOr0O U3 «6amkanwmx» Aull
B HacTosiee BpeMs npeteHayeT SGK (SGK1, sgk) -
CepUH-TPEeOHMHOBasA KMHa3a. He UCKIOYeHO, YTO He-
NocpeLCcTBEHHO, (hocthopunmpys cybbeanHuLbl ENaC,
SGK yBenmunBaeT ux akTMBHOCTb. OfHAKO 60/bLLYIO
pofib, NO-BUAUMOMY, UrpaeT CrocoBHOCTb AaHHOrO
thepmeHTa (hochopuNMPoBaTh eLLe pas BHYTPUKIETOY-
HbIX MPOTENHOB, BOBJ/IEKAIOLLMXCA BO BCTpauBaHue U
«U3BATUE ANUTENINATbHBIX HATPUEBBIX KAHA/10B U3 K/1e-
TOYHbIX Mem6paH. lMpeacTaBuTensaMm Takux nNpoTeun-
HOB, B YaCTHOCTH, BAsAtOTCS 3H3MMbI Nedd4-2 n Nedd4-
1- uneHbl cemeicTea ES-yOUKBUTUH Nnras (CM. HIKE).

[ns T0ro, 4To6bI NOHATL POb 3TUX (PEPMEHTOB B
perynaumm TpaHcnopTa MOHOB B rNaBHbIX KneTkax KCT,
peanu3aunn ahdekTa anbLOCTEPOHa U NaToreHese
cuHgpoma lmaansa cnegyetr HemMHoro nogpo6Hee oc-
TAHOBUTLCA Ha YOUKBUTUH-3aBUCUMON CUCTEME NPO-
Teonu3sa u ferpajauun BHYTPUKIETOUHbLIX BGefKoB.
Pofb 3TO CMCTEMbI 1 €e OCHOBHOIrO KOMMOHEHTA -
YOMKBUTMHA HarpaBfieHa Ha YHUUYTOXeHWe Tex npo-
TEVHOB, KOTOPbIE KNETKE He HY>XHbl U OMacHbI.

Y6uKBUTUH (OT naT. ubique - Be3gecywuin) - 6e-
NOK, NPUCYTCTBYIOLWUIA NPaKTUYECKN BO BCEX KIIET-
KaX >KVBbIX OpraHnsmoB. OH COCTOMT U3 76 amMuHO-
KUCNOTHbIX OCTATKOB, €ro MOJieKy/spHas macca cpas-
HUTENbHO HeBenuka, (HemHorum 6onee 8 KAa).
YBUKBUTUH O4eHb CTaOW/EH M ero yyacTue B pa3nuny-
HbIX 6UOXMMUYECKMX NpoLieccax He MPUBOAUT K U3-
MEHEHUIO CTPYKTYpPbl faHHOro npotenHa [9].
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Mpouecchl cMHTE3a OE/IKOB C YYacTUEM HYK/eu-
HOBbIX KMC/IOT feTanbHO uccnegosaHbl. OHKM npoTe-
KaloT BHYTPX CBOEO6PAa3HbIX BHYTPUKIETOUHbLIX 06-
pa3oBaHmMil - pubocom. Pnbocomsl, Mo cyTn, HEGONb-
LUMe aBTOMATM3MPOBaHHbIE MPOU3BOACTBA MO COOPKe
6eNKOBbIX MOJIEKY/T U3 aMUHOKWUCNOT MO CTPOro 3a-
faHHol nporpammMe. OfHaKO, MEXaHU3M YHUUYTOXe-
HUS NPOTENHOB, BO3HUKAIOLLMX U paboTatoLLmnx BHYT-
PU XKUBOW KETKW, JONroe BpeMs Obln Masio UHTepe-
ceH. XoTs ceivac cTano MOHATHLIM, 4YTO 3TO
COBEpPLUEHHO HENpPaBW/bHO.

MpesnoaoXnMm, 4T, YUCO, HANPUMEP, HATPUEBBIX
KaHa10B Ha LLeNTHoNAPHbIX MeMOpaHax CTaslo HaMHO-
ro 6onblue (OHW, KakK 1 BCe TpaHCMeMOpaHHble KaHa-
Nbl NpeAcTaBNAT coboli 6eNKoBble KOMMEKCHI; CM.,
B YacTHOCTW, Bbiwe - ENaC). O6unve gaHHbIX KaHa-
NOB MpuBeAeT K HEKOHTPOAUPYEMOMY MOCTYM/IEHUIO
HaTpUs BHYTPb K/IETKW MO KOHLEHTPaLMOHHOMY rpa-
[ANeHTY (KOHLEHTpaLms 3TOro KaTuoHa B Ntoboi BHe-
KNETOUHOI cpefe Bbille, YeM BO BHYTPUK/IETOYHON).
Bcnep 3a HatpveM, Mo OCMOTUYECKOMY FpaguneHTy
yepe3 cUCTEMY aKBarnopMHOB NOMAET BOAA, YTO Npu-
BeLeT K YBe/IMYeHU0 00beMa KNETKU UK faxe K ee
pa3pbiBy. B peasbHOCTW Takoro, NpakTUYecKn HUKOr-
[a He MPONCX0aUT (pa3BMTME BHYTPUKIETOUHOIO OTe-
Ka, eCTECTBEHHO, BO3MOXHO, HO CBSi3aHO C ApYrumu
MexaHu3mamMm), B YaCTHOCTU, U MOTOMY, YTO npoLec-
Cbl CMHTE3a W BCTpavMBaHWe B KNeTOYHble MeMOpaHbl
3TUX KaHanoB TECHO COMPSHXKEHbI C UX ferpajauueit.
[pyrumun cnoeamu, 4Mcno «BXOAOB« A1 HATPUSA B
KMETKY He MOXeT 6ecKOHeYHO BO3pacTaTb, MOCKO/Ib-
Ky paHee 06pa3oBaHHble KaHanbl ByayT paspyLuaThb-
cs. MoaToMy B HOpME Mexay (POpPMUPOBaHMEM KaHa-
NOB 1 WX Aerpajauneii CyulecTByeT OnpeaeneHHblIi
6anaHc. OTcloga cnefyeT, YTO KO/IMYECTBO TaKuX
KaHa/IoB MOXET YBeM4MTbCA NM60 3a CUeT ycune-
HWSA X CMHTe3a (UK BCTpamBaHmMs B MembpaHy), nnbo
BCNELACTBUE YMEHbLUEHUA UX Pa3pyLUeHNs.

Tak UM uHaye, B OpraHM3Me CyLLECTBYeT YETKO
paboTalollas cuctema pacliennieHus 6enkoB Ha Ma-
Nble (hparMeHTbl, U3 KOTOPbIX B pbocoMax BHOBb
COOMpPatoTCH HYXXHbIE eMYy NPOTEUHbI.

Mpovueccol gerpagauny 6enkos NpoTeKaloT B crie-
LManbHbIX BHYTPUKIETOUHbIX 06pa3oBaHUaX - nNpoTe-
acomax 1 nu3ocomax. JinsocoMasnbHbI rnaponus ben-
KOB B KOHTEKCTE AaHHOr0 COOOLLEHUS HAaC MHTEepecy-
€T MeHbLLE, XOTA 1 ero ponb B gerpagaunn ENaC He
ncknroueHa [8]. B Toxe Bpemsa Ha MexaHU3Max «pas-
60pKM» MPOTEMHOB B MpoTeacoMax Heo6xoAMMo Oc-
TaHOBUTLCA NOAPOGHEE.

MpoTeacoma NoO COBPEMEHHbIM NpPeACTaBIeHUAM
npeacTaBnseT cobol UMNuHAP, COBPaHHbIN 13 Konew,
BHYTpK Hee HaxoaMTCA KaHan, Ha BHYTPEHHei nosep-
XHOCTW KOTOPOro pacrnosaratoTcs akKTUBHbIE LeHTPbI,
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HeMnocpeACcTBEHHO paspyLuatouime 6enok. C TopLoB
KaHa/bl NPOTEeaCOMbl 3aKPbITbl CreLUanbHbIMU KPbILL -
Kamu, KOTOpble OTKpbIBalOTCA, Korga 6e/ikoBas Mo-
NeKyna NoaxoanT K OTBEPCTUIO KaHana. OueHb Bax-
HO, 4YTO pa3bopka 6efka B npoTeacomax M3bupartenb-
Ha B TOM CMbIC/ie, YTO B HEe MOTYT NOCTYMNUTb TOMbKO
Te OeNnKoBble MOJMIEKY/bI, KOTOPblE NoA/exar gerpa-
Jaumn. Pofnb «4epHO METKU», NO3BONSIOLLEN NpoTe-
VHY, nognexatlemMy YHUUTOXEHUIO, NONacTb BHYTPb
NpPOTeacoMbl, Kak pa3 1 BbINOAHAET YOUKBUTUH.

YBUKBUTUH, KOBAJIEHTHO NPUCOEANHSETCS K H0KO-
BbIM OCTaTkaM Nn3nHa C-tepmunHanu cybetparta (6en-
Ka, KOTOpPbIA HEOOXOAUMO YHUUTOXMWTL). JaHHbIi npo-
LLlecC NPOTEKAET B HECKO/bKO 3TanoB Y KOHTPOAUPY-
eTcsa cuctemol (epmeHTOB. Ha nepsom 3Tane
YOUKBUTUH-aKTUBUPYHOLWMIA thepmeHT (E1) cBA3bIBa-
€T YOUKBUTMH. ITOT MEXaHU3M CBSi3aH C 3aTpaTol
3Heprumn, KoTopas NocTynaeT 3a cyeT rugponusa ATO.
Ha BTOpoMm 3Tane Mofiekyna akTUBMPOBAHHOIO YOUK-
BMTUHA CBA3bIBAETCS C OLHMM U3 MpeacTaBUTenen
YOUKBUTUH-KOHBIOTUPYIOLWKUX 3H31UMOB (E2) 1 yacTo,
BCNes 3a 3TUM ¢ youkBuTuMH-nurason (E3). E2 n E3 B
K/NeTKax npeAcTaB/ieHbl B Buae O0/bLUNX CEMENCTB,
YneHbl KOTOPbIX Pa3/iMyaloTcs N0 CBOMNCTBAM U BHYT-
pUKNeToYHOW nokanusauumn. Mpouecc KoHblorayuu
YOVMKBUTMHA C CyOCTPaTOM, B MPUHLMMNE, MOXET Ka-
Tann3npoBaTbCs Kak camum E2, Tak 1 E2 B Komnsiek-
ce ¢ E3. OpgHako B perynauumn coctosHus ENaC yua-
CTVe npeacTaBuTenein cemeinctea E3-nuras, yxe yno-
MAHYTbIX Nedd4-2 u, no-BnauMOMy, B MeHbLUei
creneHn Nedd4-1, vMeeT peluatoLLee 3HaUEHWe.

Yalle Bcero ¢ 6e/KOM, KOTOPOMY MNpeacTtouT
YHUYTOXEHWE, CBA3bIBAETCA He OAHA, a HECKO/bKO
MOMIeKY1 YOUKBUTUHA, KOTOPbIE COEAUHEHbI MEXAY
co60li Kak OyCuHbl Ha HUTKe. Tak unm nHave, 6enko-
Bas MOSieKyna, MeyeHHas YOUKBUTUHOM, BXOAMT B
npoTeacomy, NPOTArMBAETCA Yepe3 ee LeHTpasbHbIl
KaHa/, rae rugponunsyeTca 4o Mefkux (pparmMeHTOoB,
MHOrfa A0 aMMHOKMCNOT. TpoAyKTbl rMaponnsa Bbl-
XOAAT U3 NPOTeacoMbl Yepe3 MPOTMBOMOMOXKHOE OT-
BepcTue. VIHTepecHo, YTo caM YOUKBUTWH B MpoTea-
COMY He nonafaeT W Nocne YHUUTOXEHUS OTMEYeH-
HOI MONEKy bl BCTYNaeT B HOBbIW LMK/ CBA3bIBAHUS C
npoTenHamu, NOANEXalMMn NMKBUAAL .

C yyeTOM CBefileHWI, NPUBEAEHHbLIX BblLLE, POSb
MexaHu3Ma 06pa3oBaHUA-BCTpanBaHUa-gerpagawum
ENaC B peanusaymm sthekTa anbgoCTepoHa U NaTo-
reHese cuHgpomMa JIMaans MOXKHO MpeacTaBuTb Clie-
aylolwmm obpasom. B 06bluHbIX ycnoBusx Nedd4,
CHaya1a KOHBLIOTMpYS ¢ aKTUBMPOBaHHLIM YOUKBUTK-
HOM, 3aTEM COEAMHSIOTCS CBOE OnpefeneHHon 06-
nacteto (WW-g0oMeH) ¢ YeTKO OrpaHM4YeHHOn aMUHO-
KWC/IOTHOW MocnefoBaTeNlbHOCTbI0 Ha C-TepMuHaNu
(PPPXY unu «PY-goMeH») UMTONMNa3MaTUYeCKNX
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Puc. 1. Ponb y6UKBUTWH-3aBUCUMOrO NpoTeonun3a B gerpaga-
LMKn anuTennanbHblX HaTpueBblX KaHasloB. nasHble KneTkn KCT
n CBK. O6bsCHEHUSA B TEKCTE.

0TaenoB No6oin n3 Tpex cybbveanHuy ENaC. Mpu
atoMm Nedd4, Kak B npuHUuMne 1 Nobble nnrasbl, Urpa-
0T pO/ib CBOEOOPA3HbIX MOCTUKOB MEXAY OLHWUM U
apyrum 6enkom. Lanee cy6veanHunua ENaC, Takum
06pa3om, nomeyeHHass yOUKBUTMHOM, NOABEPraeTcs
Jerpagaummn B npoteacomax (1, BO3MOXHO, B /IU30CO-
Max) no MexaHu3my, onncaHHomy Bbille (puc. 1).
Mog feicTBMEM anbfOCTEPOHA, KaK yXKe OTMme-
yasiocb paHee, ycunmsaetcsa cuHTes SGK, Kotopas
fanee gochopunupyeT psag 6en1koB, B TOM uuchne
Nedd4 (puc. 2). ®ochopunmpoaHHble Nedd4 yTpa-
ynsBaroT cpoacTBo K PPPXY-nocnenoBaTesibHO CTAM
cy6begmHul, ENaC. Mpwn aTom npucoegnHeHne octar-
KoB thocthopHoi Kmcnotbl K WW-gomeHam Nedd4-2
CrMoco6CTBYET TOMY, UTO Ha HUX «cafaTca» onpege-
NEHHbIE PerynsaTopHble 6enkn - 14-3-3 npoTenHbl (Cm.
puc. 2). B Takoit cutyauumn KoHbvtoraums Nedd4-2 u,
cnepoBsatensHo, yonkeMTMHa, ¢ PPPXY-nocnegosa-
TeNbHOCTAM cybbeauHuy, ENaC cTaHOBUTCA HEBO3-

MOXHOI (cM. puc. 2). B KOHEYHOM uTOre TepsieTcs
BO3MOXHOCTb ferpajaumm aTux nNpoTeMHOB B NpoTe-
acomax W, He UCK/IKOYEHO, B NM30COMax (CM. puc. 2).
M3-3a 3TOro «anutensHoCTb XusHu» ENaC B anu-
KafbHbIX MeMbpaHax rNaBHbIX KNeTOK AMCTaNIbHbIX
CBA3YIOLLMX KaHabLeB M KOPTUKaNbHBIX cObupaTesb-
HbIX TPYOOK yBEIMUMBAETCA U UX YUCNO, B UTOTe, BO3-
pactaeT. TakuMm 006pa3oM, ajibAOCTEPOH yBeNNUU-
BaeT KO/MIMYECTBO 3NUTENNATbHbLIX HaTPUEBbIX
KaHas/I0B He CTO/IbKO 3a CYET HapacTaHUs UX CUHTE3a
N BCTpavBaHWs B MeMOpaHbl (XOTS Takue 3heKThl,
KaK W NOBbILLEHNE aKTUBHOCTU OTAENbHbIX KaHa10B
nos AeilcTBMEM [AHHOro cTepoupa, no-BMAVMOMY,
TakXke MMEKT MECTO), CKOJMIbKO 3a CHET YMeHbLLe-
HuA gerpagaumm ENacC (cm. puc. 2).

Kak 6bl HI 6bln 3HAUYMM 3PGEKT anbaoCcTePOHA B
OTHOLWeHUN 3amefneHns gerpagaunn ENaC, ewe pas
NoSYEpPKHEM, UTO AeACTBME 3TOTO FOPMOHA Ha TpaHc-
MopT MOHOB B rnaeHbIX knetkax KCT n CBK He orpa-
HUYMBAETCA TONLKO UM. VIMetoLmecs faHHble No3Bo-
NS0 nonaraTb, YTO M3MEHEHMs peabcopbuwmm/cekpe-
UMW HATPUS U Kanusa B aNUTENNaNbHbIX KeTKax
AMCTaIbHOTO OTAeNa HepoHa, YYBCTBUTENbHBLIX K
B/IMSAAHWIO 3TOr0 MUHepPanKopTMKOMAa, OnpeaenstoTcs
pALOM MeXaHW3MOB.

BnusHve anbocTepoHa Ha AesTelbHOCTb anuTe-
NNNbHBIX KNETOK AUCTa/IbHOT O He(PPOHa, KOTOPbIE MO-
ryT NPUBECTU K U3MEHEHUAM TyOYyNsapHOro TpaHcnop-
Ta HaTpUS U Kanus:

* MogaBneHne yOUKBUTUH-0NOCPEA0BAHHOM Npo-
TeacoMHOW gerpagauun ENaC,

* MopfasneHune yoUKBUTUH-ONOCPE0BAHHOM /IM30-
coMHoI perpagaumm ENaC (?),

* YcuneHue cmHTesa cyowveanHmny, ENaC,

» AkTuBauns sctpameaHns ENaC B kneTouHble
MembpaHbl,

* HenocpefacTBeHHasa aKTuBa-
uns ENaC 3a cyetr SGK (B ToMm
yucne nytem aktumsauum SGK c
yuyactnem KS-WKN1 - kidney
specific with no lysine [K] kinase),

* fley6uksntunuposaHme ENaC
3a cyet Usp2-45,

e YcuneHue cuHtesa al/p 1l
cy6bveauHuy Na, K-AT®dasbl,

* HenocpeacteeHHas aKTuBa-
uma "O-AT®da3bl 3a cuet CHIF
(corticoid hormone-induced factor),

» ipyrvie MexaHu3Mmbl.

3 npecTaBNeHHbIX BbILLE BO3-
MOXHbIX MyTeli BO3LENCTBUA afib-
[OCTepoHa Ha TPaHCMNOPT HATpUA U
Kanua B K/eTKax anuTenns noveu-

Puc. 2. Ponb anbaocTepoHa B 3aMef/ieHn Aerpajauun anutenasibHbiX HaTpue-

BbIX KaHas10B (06bACHEHUA B TEKCTE).

HbIX KaHa/bLeB, YyBCTBUTE/bHbIX K
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Puc. 3. Ponb HapyLlueHunii y6MKBUTUH-3aBUCUMOr0 NpoTeonmnsa
B Jerpajauuv anutenunanbHblX HATPUEBbLIX KaHa 0B B naTore-
He3e cuHgpoma Jinpana (06bACHEHUS B TEKCTE).

B/IMSAAHWIO J@HHOr0 rOPMOHa KpaTKo 06paTum BHUMA-
HVe elle Ha fBa. Bo-nepBbIx, Kak Nokasanu pesy/bTa-
Tbl psiga HeflaBHUX UCCMEAOBaHWIA, NP BO3AEACTBUM
anb[0CTEPOHA He TO/bKO HapyluaeTcs YOUKBUTUN-
poBaHue cybbeamHuy, ENaC, HO 1 MOXET npouncxo-
AWTb OTAeneHne youkeuTuHa (LeyomnKBUTUAMPOBa-
HKE), Y>Ke CBsA3aBLLerocsi ¢ PY-gomeHamn 6enKoB aTo-
ro kaHana. [aHHblli npouecc peannsyeTcs yepes
yCW/eHNe CMHTEe3a cneundmnyeckoin npoteasbl -Usp2-
45. B0o-BTOpbLIX, MUMEIKOLLMECA AaHHbIE MO3BONAKOT MO-
naratb, 4YTO a1b0CTEPOH MOXET Cnoco6CcTBOBaTL He
TO/IbKO YCUNEHUIO CUHTE3a, HO U YBE/IMYEHUNIO aKTUB-
HocTM SGK 3a cyeT noBbiweHUs obpasoBaHna KS-
WKNL1 (cm. Bbile) - KUHa3bl, KOTOpas, B CBOKD OYe-
peab, cnocobHa thocopunmupoatb SGK. Tak uam
MHaye, 06a 3TUX MexaHu3ma «MNPOASEBAOT XKMN3Hb»
ENaC B anukanbHbIX MembpaHax rnaBHbIX KNeTOK
KCT u CBK co BCeMM BbITEKAIOLWMUMW NOCELCTBUSA-
MU.

Mo coBpemMeHHbIM NPeACTaBIeHUAM NPU CUHAPO-
Me Slngana npoucxoanT chnepytollee. PasnnyHble
BAbl MyTaumiit SCNN1B 1 SCNN1G, KOHTponupyto-
LLMX, COOTBETCTBEHHO, | 1 i Cy6beanHULbI INUTENN-
a/IbHbIX HATPUEBBLIX KaHANIOB, MPUBOAAT K HapyLUeHU-

Puc. 4. MNaToreHes cuHapoma /inaans (06bACHEHUS B TEKCTE).
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AM CTPYKTYPbI LUTOMMa3MaTUYeCKMX 0TAenoB C-Tep-
MWUHanel Of4HOro M3 sTUX NPOTEMHOB, B MEPBYHO OYe-
penb, PPPXY. B Takoi cuTyaummn CBA3bIBaHWE 3TUX
nocnegosatenbHocTein ¢ WW-gomeHamun Nedd4-2 n,
COOTBETCTBEHHO, C YOUKBUTUHOM CTaHOBUTCH HEBO3-
MOXHbIM. CriefoBaTe/bHO, HapyLUAeTca U npoTea-
COMHas ferpafaums AaHHbIX MPOTEMHOB. B KOHEUHOM
utore, uncno ENaC, BCTPOEHHbIX B annKasibHble MeM-
6paHbl rnaBHbIX Knetok CBK n KCT, HapacTaeT, TO
eCTb HabnjaeTcs KapTuHa, NPakTUYecKn MAEHTUY-
Has [eNCTBUIO anbAocTepoHa. Mpu aTOM OYeHb Bax-
HO, UTO (PYHKLMOHaNbHbIE CBOCTBA KaHA/IOB B OTHO-
LUEeHMKN TpaHcnopTa HaTpua He cTpagatoT (puc. 3).
3ameTuM, TakXe, YTO HaMm He W3BECTHbl OMUCaHMUA
MYyTaUMiA reHa, KOHTPONUPYIOLLEro a-cy6beanHuLy
ENaC, nprnBofaLmx K popM1poBaHuto (PeHOTMUMNa CUH-
apoma Jinagana. Kpome T0ro, posb ApYrux mexaHus-
MOB, MOTEHUMaNbHO CNOCOBHbIX YCUNnTb peabcopb-
LMIO HATPUA U, COOTBETCTBEHHO, CEKPeLMI0 Kanusa B
KCT un CBK (cm. Bbiwe) npy cuHgpome Jingans eule
MPeACTOUT OLEHUTD.

Tak vnn nHave, OCHOBHbLIM 3BEHOM MaToOreHesa
cuHapoma Jlnpana Ha cy6uennonspHO-MoneKynsip-
HOM YpOBHe cneflye T cunTaTb 3aMeffleHue Aer-
pagauun ENaC, BCTpPOeHHble B anvKasibHbIre Mem-
OpaHbll rnaBHble KNETOK KCT 1 gNCTa/IbHbIX OT-
nenos CeK.

Mpu 3TOM yBeNMYeHWe ymncna v, BO3MOXHO, aK-
TMBHOCTM ENaC B NntOMeHanbHbIX MembpaHax Kne-
ToK anutenus KCT u CeK (puc. 4) npmMBoguT K ycu-
NeHwuto TybynsapHoi peabecopbumm HaTpus (RNa+- cwm.
puc. 4) B aTUX oTfenax HepoHa. Mo mexaHu3my,
OMWCHOMY BblILLIE, MOBbIWeHNe RNa+ Bbi3biBaeT Hapa-
CTaHWe KaHanbLEeBOW cekpeuun kanus (EK+- cm. puc.
4), yBENNYEHNE €ro MOYeUHbIX NOTepPb U CHUDKEHUE
KOHLIEHTpaL/MK 3TOr0 KaTUOHA B CbIBOPOTKE KPoBK (SK+
- CM. puc. 4). DTO 1 CTaHOBUTCA OCHOBOWN pPa3BUTKSA
rMnoKaaneMumu, KoTopas SBAseTCs OAHOW M3 Hambo-
Nee XapaKTepHbIX 4epT cuHApoma Jingana (cMm. puc.

4). BaXKHO NOAYepKHYTb, YTO CTa-
HOB/NEHWE MMMOKAIMEMUM MPOUCXO-
OMT Npu 3TOM 3aboneBaHUM, He-
CMOTPA Ha O6bIYHO CHUXEHHbIE
YPOBHM KOHLIEHTpaL MK anbLocTe-
poHa nnasmbl (KAI).
JanbHeinwas uenb cobbITWIA,
npuBoAALLas K (hOpMUpPOBaHULIO
theHOTMNA (KTUHUYECKON KapTUHbI)
CUHApoma Jlngans npeacrasnis-
eTca cnegyrowein. YsennveHue
peabcopbumn Hatpusa B KCT n
CBK 1 nocnegytollee ycuneHue
06paTHOro BcacbiBaHWS BOAbI
(RH20 - cm. puc. 4) B 3Tux OT-
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Puc.5. TnoTteTnyeckuii MexaHU3M pasBUTUS asikasiosa npu cuHapome Jliuaans. A - Hop-
Ma, b -cuHgpom Jliupans, a -rnaBHas knetka KCT, b -BctaBoyHas a -knetka KCT Octasb-

Hble 06bACHEHUS B TEKCTE.

flenax KaHanbLeBOro annapara HethpoHa NPMBOAMUT K
MX HaKOM/IEHUIO B OpraHu3Me W, COOTBETCTBEHHO, K
YBENNYEHNIO 3PGEeKTUBHOrO 06beMa BHEKNIETOUHONA
xungkoctn (30BX - cm. puc. 4). MocnegHee No me-
XaHWU3My 06paTHOI CBA3U NOAABNSET aKTUBHOCTL pe-
HWH-aHTMOTEH3NH-aNb0CTEPOHOBON cncTembl (PAAC
- CM. puc. 4) C COOTBETCTBYIOLUUM CHUXKeHMeM KATT
(cm. puc. 4) BbI3bIBAET MOALEM apTepuUanbHOro Aas-
neHns (AL - cMm. puc. 4) 1 CNY>XXUT OCHOBOWN (hopmMm-
poBaHWsA 00bEeM3aBUCUMON apTepuanbHON rMnepTeH-
3um (cM. puc. 4). B cBA3M € 3TUM CMHAPOM JIMaans B
HEKOTOPbIX KapAMON0rnyecKnx 1 sHAOKPUHONOrnyec-
KUX Ny6mMKaumax pacCMaTpuBaeTCs Kak BapuaHT HU3-
KOpeHunHoBoI Al'. CTOWT, 0gHaKO, OTMETUTb, UTo KA
npy 3TOM COCTOSIHUM MOXeT ObITb SIM60 CHUXEHHOM
(4alg), TM6o HopManbHoW (pexe).

Hepepakoit (Ho, No-BUAUMOMY, He 0653aTe/IbHOM)
4yepToil cuHApoma Singana SBNSeTCA pasBUTME Me-
Tab0/MYECKOr0O ankanosa pas/IMyHOW CTeneHn Bbipa-
YKEHHOCTU. VIHTEpecHoO, YTO B HEKOTOPbIX UHTEPHET-
pecypcax, NOCBALWEHHbIX AaHHOMY 3a60/1eBaHuio, B
KayecTBe OJHOM0 U3 KNIMHUYECKNX NPOABNEHUIA CUHL-
poma Slngans ynoMumHaOT He MeTabonnmyeckuin an-
Kanos, a MeTabonuuyeckuii aumgos (Hanp., [10]). Ta-
Kas TOUKa 3peHust, HECOMHEHHO, OLLUMBOYHa, NOCKO/b-
Ky NPOTUBOPEYUUT ONUCAHWAM C/lyYaeB 3TON NaTonoruu,
MMEIOLLMMCS B MeJULIMHCKOM NuTepaType 1 CBeJeHW-
M, NPUBOJALLMMCA B Hanbosiee aBTOPUTETHBIX PYKO-
BOACTBax 1 0630pax. TeM He MeHee, NoA06Has oWwn6-
Ka, Ha Hall B3rnsg, He ciydaiiHa. [jeno B TOM, 4TO B
CO3HaHWM MHOMMX Bpayeil HU3KMe YPOBHU anbaocTe-
poHa (4TO, B LieNIOM, XapakTepHo 415 cuHapoma Jing-
ANns) 06bIYHO CnpaBeaIMBO accoUMMpYOTCA ¢ aunio-
30M. OfjHaKo cuHApOM JSlMaana ABNseTcs UCKIoYe-

HveM u3 faHHoro npasuna. C
[pyroii CTOpOHbI NaTOreHeTH-
4ecKune OCHOBbI MeTabosnunyec-
KOro asikanosa npu sTom 3abo-
neBaHUN TPebylT 06bACHE-
HUs. K coXxaneHuto, B
[IOCTYMHOI NUTepaType Mbl He
Haln ceefeHnin No faHHOM
npo6aeme, MO3TOMY OCMENNM-
cA NPeLNoXUTb COGCTBEHHYHO
rmnoTesy. o Halwemy MHe-
HWIO, Hanmbonee MPOCTbIM
00bSACHEHNEM MOXET 6ObITb
cnepytolee. MNpegnonoxum,
yTo peabcopbuns HaTpus B
rnaBHbiX Knetkax KCT n CBK,
He COMPOBOX[AeTCcs 9KBMBa-
NEHTHbLIM HapacTaHuem 006-
PaTHOro BCcacbiBaHUA aHMOHOB
xnopa (puc. 5, A, a). B Takoi
cUTyaLumn cyMma 0TpULaTeNnbHbIX 3apagoB B TyOynap-
HOM XXMAKOCTU [O/HKHA HECKO/bKO YBENNUUTLCA (CM.
puc. 5, A, b). B cBOIO o4vepefb, BCTaBOUHbIE a-KNeT-
KN KOPTMKaIbHOW cobupaTenibHOW TPYOKU ABNAIOTCA
BaXXHEMLINM MECTOM aKTUBHOI CEKpeuun MOHOB BO-
[opoja, onpeaensioLLencs, npexae BCero, AeaTefb-
HOCTbIO MPOTOHHOro Hacoca (H+AT®a3bl) Ha anu-
Ka/lbHbIX MeMbpaHax 3TuX npejcTaBuTenein Tybynap-
Horo anuTenusa (cm. puc. 5, A, b).

CekpeLus MOHOB BOAOpOAa B JaHHOM OTAeNe He-
thpoHa, Hapsagy c peabcopbumein 6ukapboHaTa B Npo-
KCUMa/IbHOM KaHasble, ABMSETCA BaXKHeALWNM mexa-
HM3MOM Y4acTWs MOYKM B NOAAEPXKAHUN OTHOCUTE Tb-
HOro MOCTOAHCTBA pH BHEKNETOUHOW >XUAKOCTH.
OueBMAHO, YTO MPOTOHHOW NomMe 6yfeT paboTaTb TEM
nerye, yem 6onblie 6yaeT oTpuuaTeNbHbIA 3apag
KaHa/1bLLeBOM XXMAKOCTM, NOCKONLKY NPOTOHbI 3apsKe-
Hbl MONOXWNTENbHO, a NOMOXUTENbHbIE N OTPULLATE Nb-
Hble 3apafbl, KaK U3BECTHO, NPUTATrMBatOTCS. B NpuH-
LMne Takol MexaHM3M KOHTPONA 3a CekpeLueli MOHOB
BOZOPOAA B AUCTA/IbHOM He(POHE XOPOLLO M3BECTeH
1, BO MHOIrOM, ONpejaensieT ypoBeHb X BblBeAeHUA 3a
CUET TaK Ha3blBaeMOW «3KCKPeLMn TUTPYEMbIX KMUC-
not». B gaHHOM cnydyae NPOTOHbI, BblbpacbiBaeMble
H+-AT®a30i B NpoCcBeT KaHanbLa «3abydepusatoT-
cA» B TYOYNAPHOMN XXMAKOCTU aHUOHHBLIMU OCTaTKaMu
pafa CUNbHbLIX HeopraHM4eckux (Tem e X/0poM,
thochaTom, Cynb(aToM) U HEKOTOPbLIX OpraHUYecKux
K1CNOT. [1pn 3TOM B OKOHYATESIbHYHO MOYY 3HAUUTE b-
Has yacTb NPOTOHOB NonafaeT B BUAE CONAHOW, cep-
HOW, (hoCthOpPHOI KUCNOT.

MoBbiWeHNe cofepXxaHusi Hepeabcopbupyemblx
nnm Mano peabcobmpyembiX aHUOHOB B COAEPXXNMOM
AUCTanbHbIX OTAEN0B He(poHa, KakK TOMIbKO YTO OT-
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Meuanoch Bbllle, HEM36EXHO BefeT K 061eryeHunto
KaHanbL,eBOW CeKpeuun NMPOTOHOB, YBENUYMBAET UX
3KCKpeuMo € MOYOli 1, B KOHEYHOM UTOre, Cnocob-
CTBYET pa3BuTMiO anakanosa. MogobHble cuTyalmu
OTHIOAb He PefKOCTb B K/IMHUYECKON npakTuke. Tak,
Hanpuvep, BO MHOFOM MOXHO 06BSCHUTL (hOPMUPO-
BaHWe afikanosa npu genctsum dypocemmaa, KoTo-
PbI/i MO XUMUYECKOW CTPYKTYpE ABAAETCA KUCNOTOM.
MpoHMKaa B NPOCBET He(POHa B OCHOBHOM 3a CYeT
NPOKCUManbHON TyO6YyNsApHON cekpeunn, hypocemus
He nofjBepraetca fafbHenWUM MpeBpalleHnsMm B
Apyrux oTAenax no4veyHbIX KaHanbLeB, He peabcop-
6upyeTcs U He cekpeTupyetcs. MoaTomy, B AUCTaNb-
HbIX y4YacTKax HepOHaKOHLEHTPaLMs aHUOHHbIX OC-
TaTKoB 5-(AMUHOCYNbOHWN)-4-Xn0p-2 [(2-hypaHun-
meTnn)] ammMHOGEH30MHON KUCNOTbI, KOTOpas K
npegctaenseT coboi faHHbIN AMYPETMK, BO3pacTa-
€T, 9N1eKTPOOTPULLATENIbHOCTb COLEPXKUMOr0 KaHaslb-
Lla YBeNMunBaeTCs, YTO BEAET K YCUIEHUIO 3KCKpe-
LMW MOHOB BOAOPOAA U CNYXUT OCHOBOW NS pa3Bu-
TUS a/iKanosa.

BepHemca, ofHako, K cuHgpomy Jingana. Mpu
faHHom 3a6oneBaHum B KCT n CBK peabcopbuums
HaTpus Bo3pacTaet (cMm. puc. 5, b, a). Ecim B aHHOM
cnydae, 06paTHOe BCaCbiBaHWE X/10pa 3KBUBANEHTHO
He YBENNUYUTCH, OTHOCUTENIbHAA KOHLEHTpaL s 3TOro
aHMOHa B KaHaJ1bLLeBOW XXMAKOCTW (4MCNO OTpULaTeNb-
HbIX 3aps40B) MOBLICMTCA, YTO COrNacHO npeacTas-
NEHWAM, U3/I0XKEHHBIM BblILLe, JO/HKHO YCUAUTL TYy6OY-
NAPHYIO CEKPELMI0 MPOTOHOB M MX NOTEPHD C MOYOIA
(cm. puc. 4 u puc. 5, B, b).

OfZHUM 13 BO3PAXKEHWIA NPOTUB BO3MOXHOCTY Ta-
KOro MexaHu3ma (opMMpoBaHUs ankanosa Npu CUHA-
pome JINLANA MOXET ObITb TO, YTO YBENUYEHUE pe-
abcopbuun HaTpua B KOPTUKaNbHBLIX COOMpaTeNibHbIX
TpybKax COMpOBOXAAETCA YCUNEHUEM TyOYynsipHOM
CeKpeLumn Kanus. B TakoM cryyae B NpOCBeTe KaHab-
Lia HabtoaeTCcs He TOMbKO OTTOK (HAaTpUiA), HO 1 NpK-
TOK (Kanuid) KaTUOHOB, YTO B KaKOIi-TO Mepe A0/MKHO
KOMMNeHCUPOoBaTb U3OLITOK OTpULATE/IbHbIX 3apsL0B.
OflHaKo, MOXHO MpeanoNnoXnUTb, YTO NOCTYM/IEHNE
Kaninsa He ypaBHOBELLMBAET NO/IHOCTLIO YTEUKY HaTpus
N3 OUCTa/IbHbIX OTAEN0B He(hpoHa. JIMMUTUPYIOLLUM
(haKTOpPOM 3[eCb MOXET BbICTYyNaTb AeATe/IbHOCTb
Ne,K-AT®da3bl, KoTOpasi BBOAUT B TYBYsIpHYO KNeT-
Ky TONbKO [Ba MOHa Kanus B 0OMeH Ha BbIBeJeHUe
TpPex WOHOB HaTtpus (CM. puc. 5). MoaTomy BHYTpU-
KMIETOYHOro Myna Kaius, NoA/Iexallero cekpeuuu, B
rnasHbIX knetkax KCT n CBK MOXeT He xBaTtuTb 4/1s
NOKPbLITUSA AehnumnTa NONOXKUTENBHBIX 3apAL0B B TY-
OYNAPHOM COAEP>KUMOM.

B nto6oM cnyyae Bce NpescTaBieHNs O NaToreHe-
TUYECKUX MexaHM3Max opM1poBaHUS asnkaiosa npu
cuHapome JInaans, onucaHHbIE BbILLE, OCTAOTCA CY-
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Tabnunua 2
Cny4au BbiiB/IeHUA cuHapomMa inanna B
AnoHun (no T. Matsushita n coaBT.)

Homep Bo3spact yctaHoBku [lon
cnyvas Awardosa, net

Bo3pacT BbIBNeHNs
nepBbIX NPOABAEHNN
3a6oneBaHus, net

1* 14 XeHckuin 10
2% 16 Myxckoli 14
3* 17 Myxckoli 14
4+ 21 Myxckoli 19
5 15 XeHckuin 1
6 2 XeHckuin 14
7 24 XeHckuin 10
8 28 Myxckoli 14
9 22 XeHckuin 14
10 22 Myxckoli 22
n 30 XeHckuin 27
12 18 XeHckuin <18
13 62 XeHckuin 57
14 59 Myxckoli 52
15 70 XXeHckuin 70
16 72 Myxckoli 57
17 82 Myxckoli 62
18 79 Myxckoli 70
19 78 XeHckun 75

MpumeyvaHve. *Cnyyan 11 2 u cnydan 3 U 4 BbIsIBNEHbI Y Npea-
cTaBuTesneil OHUX U TeX Xe CeMel.

ry6o runoTeTMYeCKUMU 1 CNpPaBeaIvBbl OHU WK HET,
MOryT MNoKa3aTb TO/bKO Aa/bHENLINe UCCNefoBaHMS.

KnuHuka. Kak y>Ke yKasblBanocCh BbILLE, CUHAPOM
Nvpans ABnseTca HacneAcTBEHHbIM 3a60/1eBaHUEM
C ayTOCOMHO-AOMWHAHATHLIM TUMOM Hac/efoBaHUs.
Mo-BMAMMOMY, OH MOXeT HabngaTbca y npeacra-
BUTENEN pasHbIX pac U HauuoHabHOCTel. Bo BCAKOM
Cflyyae, U3BECTHbI €ro OMUCaHWs Y aHrN0-CaKCOHLIEB,
ncnaHues, athpo-aMepuKaHLEB, ANOHLEB U KMTANLEB.
[4-6] Kak n MHOrve HacnefcTBeHHble 3ab0neBaHuUs,
CuHgpom JInaana MOXeT BbISBAATLCA Y [eTell pas-
HOro Bo3pacTa. VimeloTcs cnydvam AMArHOCTUKM 3TO-
ro 3a60neBaHns y HOBOPOXKAEHHbLIX. TEM He MeHee, B
MeAMLMHCKOWN NnTepaType 3BECTHO MHOI0 ONMCcaHui
nepBoit MaHuecTaluun (Mnmn, Bo BCAKOM Clyyae, nep-
BOrO BbISIB/IEHUS) CUHApPOMA JTNAAns y B3pOC/bIX U
Jaxe noxunblx nogein. Hanpumep, T. Matsushita
COaBT. NPMBENN CNEAYIOLLYH0 CTaTUCTUKY AMArHOCTM-
Kn cuHgpoma inaans B AnoHum [4] (Tabn. 2).

TakK UM nHaye, OCHOBHbIMU K/IMHMKO-NabopaTop-
HbIMW NPOABAEHUAMMW CUHAPOMa JIMAANa ABAAKOTCS
cnegyroLpe:

» Ob6bemsaBucMas apTepuanbHas runepTeH3ns,

* [Mnokanuemms, B TOM YUC/E C XapaKTepHbIMM
K/IMHUYECKUMW NPosABAeHMAMK (Harp. cm. [1]),

» MeTabonmyeckuin ankanos (+-),

* Monnypus (-+),

* CHMXEHMe KOHLEHTpaumum anbocTepoHa nnas-
Mbl (+-),

* H/3KM1e ypOBHU aKTUBHOCTU UJIN KOHLIEHTpaLUK
peHnHa nnasMmbl.
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Mpwn cuHgpome Jlngana Hepeako HabnwgaloTCs
pa3nnyHble KapanMoBacKy sipHbIe OCNOXHeHUs (MH(ap-
KTbl, UHCY/bTbI), KOTOPbIE, B OCHOBHOM, CBSi3bIBAIOT C
HanumyMem TPYAHO KOHTPONMPYEMOW apTepuanbHOi
rmnepTeHsun. YacToTa Takmx OCMIOXHEHWUI N0 HeKo-
TOPbIM AaHHbIM BbILLE, YeM Npu Apyrux gopmax Al
CToi1Koe 1 BbICOKOE apTepuanbHoe JaBneHne y Taknx
60/IbHbIX MOXET CTaTb U NPUUUHOM Pa3BUTUS TEPMU-
Ha/lbHOM MOYEYHO HEeAOCTaTOUYHOCTU. Takue ciyyan
00bIYHO accoLMUPYOTCA C HECBOEBPEMEHHON Awuar-
HOCTMKOW ¥ HeafleKBaTHbIM SledeHeM CuHApoma J1ng-
ansa 5]

AvarHos cuHgpoma Jingana BecbMa HenpocTas
3afa4a, XoTs 6bl MOTOMY, YTO MHOrME Bpayu NpocTo
He OCBelOM/IEHbI O CYLLECTBOBaHWM 3TOro 3abosne.a-
HMs. B npuHUMne, OH [O/MKeH 6a3MpoBaTbCs Ha Tex
K/IMHMKO-NabopaTopHbIX MpuU3HaKax, KoTopble npes-
CTaBneHbl Bbille. OrpoMHOe 3Ha4YeHNe MMEeET CeMeli-
HbIli aHaMHe3 1 aHanu3 poLoCNOBHBIX. XOTH, KaK YyXe
OTMeYasniocb paHee, HeMb3d UCKIOYUTL NOSB/IEHUE
HOBOI MyTauumn y NpeacTaBuTeneld ceMei, B KOTOPbIX
paHee AaHHas 60/e3Hb He MPOsBASANACh.

MafeXHbIM NOATBEPXAEHUEM [MarHo3a mMoryT
CNYXXUTb TOMbKO pe3y/ibTaTbl MOIEKYNAPHO-TEHETU-
YECKOro aHaiv3a, BbIMO/HEHME KOTOPOro npeacTaB-
NAET CNOXHY npobnemy [11]. K coxaneHuto, B co-
BPeMeHHO Poccru 3TOT BONPOC MPaKTUUECKM He pas-
PeLLmnMm.

OudpbepeHymanbHblil gnarHo3 cuHapoma Jina-
ANs, noXanyi, ewe 60nee CnoXeH, Yem NPOCTO MOsB-
NeHne NoA03PeHNs Ha Hainyre AaHHOr o 3a60/1eBaHUs.
[JeTanbHblli aHanu3 aToli Npobnembl, Npexae BCero,
TpebyeT pacCMOTPEHUS K/IMHUKO-NaTOreHeTUYECKNX
0COBEHHOCTEN Lenoro psga cocTosHMIA accounnpyto-
LLMXCA C apTepuanbHOA rnepTeH3uneid, rmnokanmemMu-
e n ankanosom. Onucatb, MO KpariHein mepe, 4acTb
M3 HUX Mbl HaleemMcsl B NOCMeAYHOLMX COOBLLEHUSIX.
Kpome Toro, anddepeHuUmanbHoi gnarHocTUKe rmno-
KafMeMuiA, Ha Hawl B3rnsg, cnefyeT NOCBATUTL OT-
[LenbHYy nekuunto. Moatomy 34ecb Mbl NpUBefemM
TO/MIbKO MepeyeHb pafa NaTonoruniia, Kotopsle Hanbo-
Nee 6/IM3KO MOTYT UMUTUPOBATL CUHAPOM Jlnaans:

* [MepBUYHbI/ anbAoCcTePOHN3M (CMHAPOM KOHHA),

* CMHAPOM KaxkyLlerocs n3bbiTka MUHEpanKop-
TuKongos (fecpuunt Up-rcar I,

* 3noynoTpebneHne npenaparamy UM NpPoayKra-
MU Ha OCHOBE KOPHSA NakpuLbl (CONOAKNM),

» HekoTopble BapuaHTbl cuHapoMa KyLimHra,

* ANlb1OCTEPOHM3M, KOPPUTMPYEMbIIA FIFOKOKOPTY-
Kougamu.

JeyeHne. Ha cerogHsaWHWIA feHb neveHne CUHA-
poma JIngans CBOAUTCS K Chejytollemy:

* )KecTKoe orpaHuyeHne NoTpe6eHns conu,

» Koppekuus runokanuemuu,

» HasHaueHue kanuiicbeperarolimx LUYypeTUKOB
(amunopug, TpuamTepeH).

Mo HeKOTOpbIM JaHHbLIM, GecconeBas AveTa cama
no cebe, MOXET KyNMpoBaTb MPOSBJEHUS CUHAPOMA
Nnaanda, no KpaliHein mepe, y YacTtu 60/bHbIX.

Koppekuus runokanvemmy NpoBOAUTCS MO 06LLMM
npasunam. Mpu HAMUUN KNUHUYECKUX UK 31EKTPO-
Kapauorpahmyecknx NposBieHnin JaHHOro COCTOAHNS
Ha3HavyaloT UH(Y3NOHHYIO Tepanuio XJ1I0pULOM Kaulns.
MHorve nauueHTbl BbIHYX/AEHbI MOAyYaTb 3amMecTu-
Te/IbHOE NIeYeHWe CONAMM Kanusi NepMaHeHTHO (Jale
Bcero 10%-15% pactBopbl KCl per 0s). [lo3a B 3TOM
Ccllyyae onpeaenseTcs MHAMBUAYabHO U 00bIYHO fe-
nmTeqa Ha 3-4 npuvema B CYTKW. [pn ManoBblpaXKeH-
HOW rMnokKanuemMmm, no-BUAUMOMY, BO3MOXHO Ha3Ha-
YyeHne oPUUMHaNbHBIX NPenapaToBs, CoAepXallnx
COMN Kanus.

MaToreHeTUYECKUM NOAXOA0M CNYXUT Ha3Haue-
HMe Kanuincbeperawwmx ANypeTnKoB (6710KaToOpoOB
ENaC) - amunopuga n TpuamTepeHa. pu aTom no-
Ka3aHo, YTO OAHW MaLMeHTbl Nydlle pearupyroT Ha
TpuamTepeH, apyrue - Ha amunopug [5]. K coxane-
HUI0, JOCTYMNHbIE U AeLleBble NeKapCTBEHHbIE (POPMbI
3TWX NpenaparoB OTCYTCTBYIOT BO BCeEM mupe. Yalle
OHW MOCTYMaKT Ha PbIHOK B BUAe KOMNO3WUTOB (Ha-
npumep, Tpmamnyp), KoTopble 06bIYHO BKAKOYAKOT TU-
asugosble AnypeTukn. Camo no cebe Hanuyne Tmasm-
[l0B B /IeKapPCTBEHHOW (hopme, HaBEPHOE, MOXET 6bITb
1 fo6pom u 310M. C 04HOI CTOPOHbI OHU MOTYT yCy-
rybnste runokKaaneMuto, ¢ Apyrom - cnoco6ecTBoBaTh
KOppeKLMn 06beM3aBUCMMOI TUNEPTEH3NN, XapaKTep-
HOW ans cuHapoma Jingans.

Co BpemeH G.W. Liddle nppuHATO cumtaTb, 4TO
NPUMEHEHWE aHTAarOHUCTOB aNbA0CTePOHa (BepoLLNK-
POH) Mano 3(hheKTUBHO NPX AaHHOM 3a60/1eBaHNM, YTO
MOSIHOCTbIO COOTBETCTBYET COBPEMEHHbLIM MPeACTaB-
NeHMAM 0 ero atuonaTtorHeHese. OTCYTCTBME NO3M-
TUBHOM peakuun Ha Tepanuio CNUPOHOaKTOHaMK Ta-
KX 6O0MbHBbIX BbIABUIAETCSA AaXe B KayecTBe AuUd-
thepeHUManbHO-A4MArHOCTUYECKOrO TecTa Mpu
cuHApome JSlnaanda. B To Xe Bpems HeKoTopble aBTo-
pbl 4ONYCKAKOT BO3MOXHOCTb Ha3HauYeHus 3TOro npe-
napara, UCXoas M3 TOro, YTO OH G/IOKMPYeT BAUSHUE
KOPTW30/1a Ha MUHEPaIKOPTUKOUAHLIN peLenTop, Bbl-
3blBas He(YPO- 1 KapANONPOTEKTUBHOE AeicTeme [12].

C TOUKM 3peHuns 0 natoreHese cuHApoma Singans
MCMONb30BaHME TaKUX PacnpoCTPaHeHHbIX FMNOTEH-
3MBHbIX, He(hpO-, KapANONPOTEKTOPHbIX U, NOTEHLMASb-
HO, «TUNepPKaIMEMUYECKNX» NPenapaToB, KaK MHIMou-
TOpPbl @HTMOTEH3MH |-NpeBpaLLaroLLero gpepmeHTa um
6nokatopbl ATj-peLenTopoB aHrnoteHsuHa Il npeg-
cTaBnseTca Mano onpasfaHHbIM. XOTH, Ha Haw
B3I/, LenecoobpasHoOCTb UX UCMOMb30BaHNSA Lefun-
KOM UCK/IOUNTb HeNb3s, eC/IN NPU3HATL BO3MOXHOCTb
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COXPaHEeHMs YaCTUYHOFO KOHTPO/S CO CTOPOHbI
afbA0CTEPOHA 3a TPAHCMOPTOM WMOHOB HaTpusi U Ka-
NS B AUCTaNbHBIX OTAeNaxX HethpoHa Npu AaHHOM 3a-
60neBaHWU. 10 HalLEMY MHEHUIO, 3aCNTYXXMNBAKOT BHU-
MaHwe 1 NepcrneKTUBbI MPUMEHEHNS Y MALUEHTOB C CUH-
apomom Jluaana akBapeTWKOB - HOBOrO Knacca
npenapaToB, NMPOTMBOAENCTBYIOLLMX TAPOOCMOTHYEC-
KOMY 3(ptheKTy Ba3OMPeccuHa, HO OKasblBaKOLMX MaJioe
B/MSHME Ha 3KCKpeumto coneil. OHM MOTYT OKasaTbCs
MO/E3HbIMU B KOPPEKLMWN apTepUabHOW TMNepTeH3un y
TaknX 60/bHbIX. HaCKo/bKO cnpaBe/Bb! AaHHbIE NPea-
MOJIOXKEHUS, MOXET MOKa3aTb TOMLKO OyayLLiee.

B 3akniouyeHne OTMETWM, YTO CYLLECTBYIOT Ha-
6ntogeHns 06 ycnewHoM MCnosib30BaHUN 3aMecTu-
Te/IbHOl MoYeYHON Tepanumn y 60/bHbIX C CUHAPOMOM
Nngans ¢ TepMUHaNBLHOM NOYEYHOR HefoCTaTOYHOC-
Tbt0. B 3TVX ciyyasx TpaHCnaHTaLms Noyky ot Tpyn-
HOro AOHOpa MPaKTUYeCKU MOMHOCTLI0 KOPPEKTMPO-
Basla MeTabo/Myeckne N reMogmHaMuyeckne nposs-
NeHWs JaHHOro 3abonesaHuns [5]. 9TK faHHbIe cnyxart
6MeCTALLMM KTUHWUYECKUM NOATBEPXKAEHNEM KOHLEN-
UMK, BblABMHYTON ewe G.W. Liddle n coasT., 0 nep-
BWYHOI NOYEYHOI NPMPO/E BNEPBbIE OMMCAHHOT0 UMK
3aboneBaHmA.
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