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PEDEPAT

CuHppom Jluoons onucad B 1963 1. Mo coBpeMeHHbIM NPeACTaBNEHUAM SBASIETCA TyOynonaTmei ¢ ayToCOMHO-A0MUHATHBLIM
TMNOM HacnenoBaHus. OH onpenenseTcs MyTauusiMm reHoB, KOHTPOJIMPYIOLLMX SKCMPECCUIO B 1 y-CyObeaNHULL SNUTENnanbHbIX
HaTpueBbix kaHanos (ENaC), KoTopble NpenmyLLECTBEHHO PACMONAraloTCs Ha anmKanbHbIX MEMOPaHaX MMaBHbIX KNETOK CBA3YIOLLINX
KaHanbLLEB N KOPTUKabHbIX cobupaTtenbHbix TPyOoK. 3abosieBaHne BCTpevaeTcs peako 1 npossnset cebss 06bemM3aBncnumMon
HN3KOPEHNHOBOW r'MNepTeH3NEN, rmnokanneMmneli n metabonmyeckum ankano3om. CuHapom Jinaons Hepeako MaHndecTmpyet
B IETCKOM BO3pACTE, HO MOXET BMNEPBbIE BbISIBIATHCS Y B3POCIIbIX 1 AaXe NOXUbIX Ntogen. B neyeHnn ncnons3yertcs orpaHnye-
HWE CONY B PALLMOHE, 3aMECTUTESIbHAs Tepanusi CONSMN Kanusi U kanuincoeperaroLme ANypeTukn (aMunopu, TouamTepeH).

KniouyeBble cnoBa: cnHapom JInaans, natoreHes, KNMHMKA, AMarHoCcTuka, neveHme

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 § 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 a treatment 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 namem npesiayiiemM cooOuienunu [ 1] Obuiu pac-
CMOTPEHBI 001I11Ee BOTIPOCH! PU3HOJIOTHHU U TaTO()U3H-
OJIOTUH KaJIMEBOIO0 FOMEOCTAa3a, aTOreHe3a, KJIaccu-
(duKauy ¥ KIMHUKK THIIOKanMeMuit. B Hacrosiem
paszzesne paboThl MbI TIPEATOIaraeM MpoAoKUTh 00-
CyXJIeHHE TPOoOIeMbl TUIOKAINEMHYECKUX COCTO-
SIHUH, OOJbIIAas 4acTh U3 KOTOPBIX C TOM WJIM WHOU
BEPOSITHOCTBK) MOXET BCTPETUTHCS B NPAKTHKE
«B3pociioro» Hedposora. JlanHas nekius OyieT mo-
CBSIIIEHA OJJHOMY BapHaHTy TyOyJjomaTuii, acColMu-
POBaHHOMY C apTEpUAIBHON TUIIEPTEH3UEH, IMIIOKA-

KarokoB W.I. 197022, Canxr-IletepOypr, yi. JI. Toxcroro 17, xadenpa
Hedponorun 1 auanuza CII6IMY um. akaa. W.IL. ITanosa; Ten.: (812)-
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JAMeMHUel U MeTaboIMYEeCKUM allKalo30M — CHHJPO-
My JIups.

Cunopom Jluoona (cuaapom Jlumana, nceBmnoans-
JOCTEPOHU3M, TCEBJIOTHIIEPATIbIOCTEPOHU3M, PEOK. .
ceMeliHasi apTepuaibHasi TUIIEPTEH3US ¢ METa00H-
YECKUM aJIkasio3oM [2] — HacjencTBeHHOe 3a00ieBa-
HUE C ayTOCOMHO-JIOMMHAHTHBIM MYTEM MepeadH,
BIIEPBBIE OMUCAHHOE y TPEJICTaBUTENEH OONIBIION ce-
Mbu B Anabame G.W. Liddle n coaBt. B 1963 1. [3].

Pacnpocmpanennocms cunapoma Jluanns Heus-
BECTHA, XOTs, OYEBU/IHO, YTO BCTPEUYAETCS] OH OYEHb
penko. T. Matsushita u coaBT. [4] k 1998 1. HacunTanmm
B aHIJIOA3BI3HOH JuTeparype 30 omrcaHuii OONBHBIX C
cuaipoMoM Jlumims u 22 ciaydas 5Toro 3a001eBaHus
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ObUTO TIpecTaBiieHO B SInmoHuu. AHanu3 0a3bl JlaH-
HBIX MUPOBOW MeIUIMHCKOH nuTepatypsl PubMed
JTaeT OCHOBaHHs moyararh, 4Tto ¢ 1998 1. mo Hacros-
uiee BpeMsi ObLIO OMYOIMKOBAHO €IlIe OKOJIO MOyTO-
pa 1eCATKOB ONMKCAHUM MAMEHTOB ¢ CUHAPOMOM JIn-
Juist. B 1OCTYyIHOM pyCCKOSI3BIYHON MEAUIIMHCKOM I1e-
puoauke onucaHui cuuapoma Jluganga mbl He
BCTPETWIIM, XOTS CUCTEMATHUYECKHIl aHanu3 ee 3ar-
PYIOHEH M3-32 OTCYTCTBHUS HALIOHATIbHON MH(pOpMAaIIU-
OHHOM 0a3bl. He UCKITIOUEHO, UTO TaKK€e OMUCAHNUS BCe-
Taku OblTH. He nckimroueHo, 4To pacipoCcTpaHEeHHOCTh
cunapoma Jlugais HamMHOro G0JIbIle, OJJHAKO MHOTHE
ciydau 3a00JieBaHUS HE JUArHOCTHPYHOTCS [S]

Omuonoeus. Cungpom Jluannsa kinaccuueckas
HacJleJICTBEHHasl 0OJIe3Hb, KOTOpasi, KaK yXe yKa3bl-
BaJOCh BbIIIE, IEPEAAETCS MO0 ayTOCOMHO-JIOMUHAT-
HOMy THITy. B ocHOBe 3a0oseBaHus JekaT MyTaluu
reHoB SCNNIB u SCNNIG, KOHTPOIUPYIOLIUX, CO-
OTBETCTBEHHO, [} ¥ Y CYyOBEIUHUIBI AMUTEIUATBHBIX
HaTpHeBbIX KaHaoB (ENaC), pacrosiokeHHbIX Ha anu-
KaJbHBIX MeMOpaHax KJIETOK JMUTEIHs TeX OTIENOB
MOYEYHBIX KaHAJbLEB, KOTOPbIE UYBCTBUTEIbHBI K
anbaocTepoHy. Bo3MoxxHO BeIsBIEHHE CUHApoMa JIna-
JUISL My TIPEJICTaBUTEIIEN CEMEN, B KOTOPBIX PAHEE 3TO
3aboseBaHue He Habmonanoch. B Takom ciyyae peub
UJET O Pa3BUTHH MYyTalluu de novo [6].

Ilamozenes. MonexkynspHyto pupony aedexra,
MPUBOASAIETO K POPMUPOBAHHIO KITMHUYECKOH KapTH-
HBl cuHpoMa JIuaamis B Hacrosiiee BpeMsi MOXKHO
CYUTATh JIOCTATOYHO XOPOUIO YCTAaHOBJEHHOMH, 110
KpaliHeil Mepe, B OCHOBHBIX uepTax. PackpbiTue 3Tux
MEXaHU3MOB SIBISIETCSl OJECTALIMM MIPUMEPOM TpH-
JIOXKEHHUS IOCTHKEHU I MOJIEKYIISIPHOM OMOJIOTHH K KITU-
HUYecKkol cutyanuu. JlanHas mpobiema CToiIb UHTe-
pecHa, 4TO ee CTOMT paccMOTpeTh noapoOHee. On-
HaKo JUJIsl 9TOro HeoOXOAMMO BEPHYTHCS K Ooliee
JIETATLHOMY 00CYKIEHUIO POLIECCOB HOHHOTO TPaHC-
MopTa B JAUCTAaIbHBIX OT/AENax He(poHA, OCHOBHBIE
MpEACTaBICHHUs] O KOTOPBIX OBUTM KPaTKO MpeACTaB-
JICHBI B HallleM TpeAbLIyIeM coobiienuu [1].

Amunopua-aysctButenbHele ENaC — noHHBIE
KaHaJIbl, KOTOPBIE IKCIIPECCUPYIOTCS B KJIETKAX 3MH-
TEJIUS TUCTAILHOTO HepOHa, PECITMPATOPHOTO TPaK-
Ta, KUIIEYHUKAa U OpraHoB BKyca. Kak yxe oTmeua-
JIOCh paHee, MpeodIIaAalonM MECTOM MX JIOKaIu3a-
UMM B MOYKaX SIBISIOTCS OUCTAJbHBIE OTAEIbI
cBszytomux KananblieB (CBK) m kopTukaiabHblE CO-
ouparensubie TpyOkH (KCT). 3nech onun obecrneun-
BalOT OJIMH U3 BAKHEHIIIMX [IArOB B peadcopOIMy Ha-
TPHSI ¥ )KUJKOCTH. DTH MPOLECCHl PEryIHPYIOTCS Ta-
KMMHU TOPMOHAMH Kak allbJJOCTEPOH M Ba3ONPECCHH,
KOTOpbIE YBETMUMBAIOT aKTUBHOCTh JJAHHBIX KaHAJIOB.
OpHaKo Ba30NpECCUHOBBIN MyTh PeryyIsLui TPaHCIOP-
Ta HATpUsl B OTUX OTAeNax HedpoHa, MO-BUIUMOMY,

HE MMEET CYIIECTBEHHOIO 3HaueHHs B MOYKax 4eso-
BEKa U HEKOTOPBIX JIPYTUX MJIEKOMUTAIOUIMX. Y HHUX
HapacTaHue peadCcopOLIMU HATPUSI TTO]] BIUSTHUEM 3TOT0
HEnTH/IA SBISIETCSI KPATKOBPEMEHHBIM U OBICTPO TI0-
JIaBJISIETCS TIOBBILIEHUEM NPOIYKIIMHU PGE2 — (uswmo-
JIOTMYECKOTO aHTaroHWCTa aHTUANYPETUYECKOrO rop-
MoHa [7].

WHTeHCHBHOCTD MepeHoca HaTpHsl ONpeaessieTcs
creneHpio «oTKpbeiTocTU» ENaC (Po) u ux xonuye-
CTBOM Ha anuKajibHOW MeMmOpaHe HedpoTenus [8].

ENaC coctosiT u3 Tpex OClKOBBIX CyObEIUHUIL:
o, B uy. Kaxknast u3 HUX COAEPKUT JiBa TpaHCMEMO-
PaHHBIX IOMEHA, COEJMHEHHBIX JI0BOJILHO JJTMHHOM K-
CTpalesuItosipHoi netineit, a N- u C-TepMuHamu pac-
MOJIaratoTCsl BHYTPHU KJIETOK. Posib MIaBHON «IOpPBI»
JUISl HATpHsl, TIO-BUJMMOMY, UTPaeT O-CyObelInHHMIIA,
OJTHAKO MaKCHUMaJIbHBII TpaHcMeMOpaHHBIH MOTOK
3TOro KaTWoOHa JIOCTUTaeTcsl TOrja, KOorja BCE OHU
OOBEAMHSIIOTCS B €IMHBINA aHcamOIb.

Anpnoctepon mocie B3aumojencTua ¢ MP-pe-
LENTOPOM, 00pa30BaHMsi TOPMOH-PELIENTOPHOTO KOM-
miekca (I'PK), npoHHKHOBEHHS €ro B SiAPO M CBS3bI-
BaHHUS ¢ TOPMOH-PELENTOPHBIM 31emMeHToM (I'PD)
JIHK nepBoHauaibHO aKTUBUPYET CUHTE3 OIPEJIENeH-
HBIX OEJKOB (aJIbI0CTEPOH-UHAYIIMPOBAHHBIE MTPOTE-
nnbl — Aull). Ha pons ogHoro u3 «ommkaimmx» Aull
B Hacrosuiee Bpems nperenayer SGK (SGK1, sgk) —
CepUH-TPEOHNHOBAs KMHa3a. He nckiroueHo, 4ro He-
MoCpenCcTBEHHO, pocdopunupys cyobeannuisl ENaC,
SGK yBenuuuBaeT ux akTUBHOCTh. OTHAKO OOJBIITYIO
pOJIb, MO-BUJMMOMY, UTPAaET COCOOHOCTH JTAHHOTO
(bepmenTa HochoprIMpoBaTH elLle psii BHYTPHKIETOY-
HBIX MPOTEUHOB, BOBJIEKAIOIINXCS BO BCTpaUBaHUE U
«U3BATHEY AUTENNATILHBIX HATPUEBBIX KaHAJIOB U3 KJIe-
ToYHbIX MeMOpaH. [IpencraBurensiMu Takux NpOTEHU-
HOB, B YaCTHOCTH, IBJIsIFOTCs SH3MMbI Nedd4-2 u Nedd4-
1 — unensl cemelicTBa E3-yOMKBUTHH JiUra3 (CM. HUKE).

Jiist Toro, 4ToOBI TOHSTH POJIb ATUX (PEPMEHTOB B
PETYISLMHU TPAHCIIOPTa MOHOB B IMaBHbIX KieTkax KCT,
peanuzanuu dpdekra anpAoCcTEpOHa M MaTOreHese
cunapoma Jluais cienyer HeMHOTro moapoOHee oc-
TAHOBHUTHLCS HA YOUKBUTHH-3aBUCHMOW CUCTEME MPO-
TeoNM3a U JIerpajlallid BHYTPUKIIETOUHBIX OEIKOB.
Ponb 3TOM cHucTEMBI U €€ OCHOBHOIO KOMIIOHEHTa —
yOUKBUTHHA HaNpaBiieHA Ha YHUYTOXKEHHE TeX Mpo-
TEUHOB, KOTOPBIE KJIETKE HE HY>KHBI WJIM OTIacHBI.

YoukBuTHH (0T Jar. ubique — Be3aecynmii) — oe-
JIOK, MPUCYTCTBYIOIIUNA MPAKTHYECKH BO BCEX KJIET-
Kax JKMBBIX opraHusmoB. OH cOCTOUT U3 76 aMHUHO-
KHMCJIOTHBIX OCTaTKOB, €ro MOJIEKYJIIpHasl Macca cpaB-
HUTEJNLHO HeBenuka, (HemHorum Oosee 8§ KJla).
YOUKBUTHH O4Y€Hb CTAOMIICH U €ro y4acTHe B pa3iuy-
HBIX OMOXMMHYECKHUX Mpoleccax He MPUBOAUT K U3-
MEHEHHIO CTPYKTYpPbl JaHHOTO MpoTenHa [9].
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[Tporeccrl cuHTE3a OENIKOB C ydacTHEM HYKJICH-
HOBBIX KHUCJOT JETalbHO HccaenoBaHbl. OHU MpoTe-
KalOT BHYTPU CBOCOOPa3HBIX BHYTPUKIETOYHBIX 00-
pazoBanuii — pubocom. Pubocomsl, no cytu, HeOOb-
e aBTOMAaTU3UPOBAHHBIE MTPOU3BOJICTBA MO COOPKE
OEITKOBBIX MOJICKY]l U3 aMHHOKHUCIIOT TI0 CTPOTO 3a-
JaHHOM mporpamme. OHAKO, MEXaHU3M YHUUTOXKE-
HUSI TPOTEHHOB, BO3HUKAIOIIUX U PAa0OTAIONIUX BHYT-
U KUBOH KJIETKH, J0JT0€ BpeMs ObLT Mallo UHTEpPE-
ceH. XoTsg cedyac CTajao HOHSTHBIM, YTO 3TO
COBEPIICHHO HEMPABUIIBHO.

[Ipennonoxum, 4To, YUCI0, HAIPUMED, HATPUEBBIX
KaHAJIOB Ha LIEJUTFOJIIPHBIX MEMOpaHax CTajio HAMHO-
ro OoJblie (OHM, KaK U BCE TPaHCMEMOpaHHbBIC KaHa-
JIBI TIPEJICTABIISIFOT COOON OCITKOBBIE KOMILIEKCHI; CM.,
B yactHocTH, Bbilie — ENaC). O0wine qaHHBIX KaHa-
JIOB MPUBEAET K HEKOHTPOJIUPYEMOMY MOCTYIIICHUIO
HATpUs BHYTPh KJIETKHU MO KOHLIEHTPAIIMOHHOMY Tpa-
JMEHTY (KOHIEHTpALHs 9TOr0 KaTHOHA B JII000H BHe-
KJIETOYHOM CpeJie BBIIIE, YeM BO BHYTPUKIICTOUHOM).
Bcenen 3a HarpueM, mo OCMOTHYECKOMY TPAIUEHTY
yepe3 CUCTeMY aKBallOPUHOB MOMIET BOJA, YTO MPH-
BEJICT K YBEJIIMYCHUIO 00beMa KIICTKH WU JIaXKe K ee
pa3pbiBy. B peanbHOCTH Takoro, MpakTHUECKH HUKOT-
Jla HEe TIPOUCXOANT (Pa3BUTHE BHYTPUKIIETOUHOTO OTE-
Ka, €CTECTBEHHO, BO3MOXKHO, HO CBSI3aHO C IPYTHUMHU
MEeXaHU3MaMH), B YACTHOCTH, ¥ TIOTOMY, YTO MPOIIEC-
Chl CHHTE3a M BCTPAaUBAaHUE B KJIETOUHbIE MEMOpPaHbI
ATUX KaHAJOB TECHO COMPSKEHBI C UX Jierpajaluei.
Jpyrumu cioBaMu, YHUCIO «BXOAOBK JJIsSi HATPUS B
KJIETKY HE MOXET OECKOHEYHO BO3PacTarh, IMOCKOJIb-
Ky paHee o0Opa3oBaHHbBIE KaHAJbI OyAyT pa3pyliarh-
cs1. [ToaTromy B HOpMe Mexay (HOPMUPOBAHUEM KaHa-
JIOB U UX JErpajalueil cyuecTByeT ONnpeaeeHHbIN
bananc. OTcrofa cieayer, 4TO KOJIMYECTBO TaKHUX
KaHAJIOB MOXET YBEJIIMYUTHCSI JINOO 3a CUET yCHUIIe-
HUS MX CUHTE3a (MJT BCTparBaHus B MeMOpany), JIn0o
BCJIC/ICTBUE YMEHBIICHUS UX Pa3pyIICHHUS.

Tax wnu vHaue, B OpPraHU3MeE CYIIECTBYET UETKO
paboTaroiias cucTeMa pacileryieHUs: OeIKOB Ha Ma-
Jibie ()parMeHThl, U3 KOTOPhIX B pHOOCOMax BHOBb
COOUPAIOTCS HYXKHBIC €My MPOTEUHBI.

[Iponeccel nerpaganuy 6€IKOB MPOTEKAIOT B CIie-
IUATbHBIX BHYTPUKJIETOUYHBIX 00pa30BaHUSX — TPOTE-
acoMax u Jin3ocomax. JInzocoManbHbIN THIPOIN3 Oe-
KOB B KOHTEKCTE JJAHHOTO COOOIIEHHSI HAC MHTEPECY-
€T MEHbIIIe, XOTs U ero posb B aerpaaauuu ENaC ne
uckioueHa [8]. B Toxke Bpemsi Ha MexaHU3MaxX «pas-
OOpKM» MPOTEHHOB B MPOTEACOMax HEOOXOAUMO OC-
TAHOBUTHCS TIOJ[pOOHEE.

IIpoteacoma MO COBPEMEHHBIM MPEICTABICHUSIM
npencTanisier co00i MUIUHAP, COOPAHHBIN U3 KOJIEI.
BHyTpu Hee HAXOAUTCsI KaHal, HA BHYTPEHHEN II0BEp-
XHOCTH KOTOPOTO PACIOJIaraloTCsi akTUBHBIC LIEHTPBI,
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HEMOCPEICTBEHHO paspyiiatoniue 6enok. C Topios
KaHaJIbl IPOTEaCOMBI 3aKPbIThI ClIELIMATbHBIMU KPBILLI-
KaMH, KOTOPbIE OTKPBIBAIOTCS, KOT/Ia OelkoBas Mo-
JIeKyJia TIOAXOJUT K OTBEPCTHIO KaHana. OueHb Bak-
HO, 4TO pa30opka Oelika B MpoTeacoMax u3oHuparesib-
Ha B TOM CMBICJI€, YTO B HEE MOT'YT NOCTYIHUTh TOJBKO
Te OEJKOBBIE MOJIEKYJIbI, KOTOpbIE TIOAJIEkKAT Jerpa-
Jauuu. Ponb «4epHONM METKW», MO3BOJISAOLIEH TpoTe-
UHY, TIOAJIekKAIIEMY YHUUYTOKEHHIO, TTONAacTh BHYTPb
NpOTEaCOMBI, KaK pa3 U BBIMOJIHSIET YOUKBUTHH.

YOUKBUTHH, KOBaJIEHTHO IPUCOCANHSIETCS K OOKO-
BbIM ocTaTkaM Jin3uHa C-TepMuHaiu cyocTpata (0es-
Ka, KOTOPBI HEOOXOMMO YHUUTOXKUTH). JaHHBIH Tpo-
Liecc MPOTEKaeT B HECKOJBKO ITANOB M KOHTPOIHUPY-
ercs cucteMoli pepmenrtor. Ha mepBom srtame
youkBuTHH-akTHBHUpYIomui hepment (E1) cBsizbiBa-
eT YOMKBUTHH. DTOT MEXaHHM3M CBSI3aH C 3aTpaTo
SHEPTUH, KOTOpasi MOoCTynaer 3a cueT runpoimnza ATO.
Ha BTOpOM 3Tare Mosiexyina akTHBUPOBAaHHOTO YOMK-
BUTHHA CBS3BIBAETCSl C OJHUM U3 MpEJCTaBUTENEH
yOUMKBUTUH-KOHBIOTHpYIOIMX 3H3UMOB (E2) 1 yacro,
BCIies1 3a TUM ¢ youksutuH-nurazoii (E3). E2 m E3 B
KJIETKaxX MPeJCTaBlICHbl B BUAE OONBIINX CEMEWCTB,
YJIeHBl KOTOPBIX PA3INYaoTCsl IO CBOMCTBAM U BHYT-
PUKIIETOUHOM JIoKanu3auuu. IIpouecc konbrorauuu
yOUKBUTHHA ¢ CyOCTpaToM, B MPHHIUIE, MOKET Ka-
Tanu3UpoBaThCs Kak camuM E2, Tak u E2 B komruiek-
ce ¢ E3. Onnako B perymsituu cocrostaus ENaC yuya-
CTHe MpeacTaBuTenei cemeiictpa E3-nuras, yxe ymo-
MaHYThIX Nedd4-2 u, mo-BUAMMOMY, B MEHbIICH
crerienn Nedd4-1, umeer peraroliiee 3HauCHKE.

Yame Bcero ¢ 0e1KoM, KOTOPOMY MPEACTOUT
YHHUTOXXEHHUE, CBS3BIBAETCS HE OJHA, a HECKOJIBKO
MOJIEKY]l YOUKBUTHHA, KOTOPbIE COCAMHEHBI MEXIY
co0o# kak OycuHbI Ha HUTKE. Tak Wiu nHave, OelKo-
Basi MOJIEKyJia, MeueHHasi yOUKBUTHHOM, BXOJIUT B
npoTeacoMy, MPOTATUBACTCS Yepe3 €€ [eHTPaIbHbIN
KaHaJ, IJe TUAPOJIM3YETCS 10 MEJIKHX (parMeHToB,
WHOTJIA 10 aMHHOKHCIOT. [IpoayKThl TUApOIU3a BbI-
XOJSIT U3 MPOTEACOMBI Uepe3 MPOTUBOIOJIOKHOE OT-
Bepctue. MHTEepecHo, 4To caM YOUKBUTHH B MpoTea-
COMY HE MOMaJaeT M Mocje YHUUTOKEHHUs] OTMEUeH-
HOUM MOJIEKYJIbI BCTYTAET B HOBBIN [IUKJI CBSI3bIBAHMS C
NPOTEMHAMH, MO UIEKAIIUMHU JTUKBUIAIHMH.

C yyeroM cBelleHHWH, MPUBEJICHHBIX BBINIE, POJIb
MexaHu3Ma 00pa3oBaHMs-BCTPauBaHMSI-erpaalliu
ENaC B peanuzanuu 3QQexra aapIocTepoHa U MaTo-
reHese cuHapoma JIMauisi MOKHO TIPE/ICTaBUTh Clie-
ayrouM oopazoM. B oObiuHbIX yenoBusix Nedd4,
CHayasa KOHBIOTHPYSI C aKTUBUPOBAHHBIM yOHKBHTH-
HOM, 3aTeM COCJMHSIIOTCS CBOCH OIpeaesieHHONW 00-
nactbio (WW-1I0MeH) ¢ 4eTKO OrpaHUYCHHON aMHHO-
KHCJIOTHOM TMOCJIeN0BaTeNbHOCThI0 Ha C-TepMUHAIN
(PPPXY unu «PY-moMeHn») nuTomaa3MaTUUEeCKUX
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Puc. 1. Ponb yOUKBUTMH-3aBMCUMOrO NPOTEOn3a B Aerpaja-
UMW 3NUTENManbHbIX HAaTPUEBLIX KaHanoB. [MaBHble kneTkn KCT
n CeK. O6bsiCHEHUS B TEKCTE.

otaenoB moboi u3 Tpex cyorenuaui; ENaC. Ilpu
srom Nedd4, kak B IpUHIUIIE U JTIFOObIE TUTa3bl, UTpa-
IOT POJIb CBOEOOPA3HBIX MOCTHKOB MEXTY OJHUM M
npyrum oenkoMm. [lanee cyobenuanma ENaC, Takum
00pa3zoM, moMeueHHasi yOUKBUTHHOM, MOABEPTaETCs
JIerpaJaluy B poTeacoMax (M, BO3MOXKHO, B JTU30CO-
Max) TI0 MeXaHU3MY, OITUCAaHHOMY BhIIIe (puc. 1).
[Ton neiicTBHEM ambJOCTEpOHA, KAaK YK€ OTMeE-
4aJoch paHee, ycunuBaercs: cuate3 SGK, xoropas
nanee dochopunupyer psag OCIKOB, B TOM YHCIIE
Nedd4 (puc. 2). ®ochopunuposanubie Nedd4 yrpa-
yuBaroT cpojcTBo kK PPPXY-nocnenoBarenbHOCTIM
cyowenuauir ENaC. [1pu aToMm mprcoeTMHeHHE 0CTaT-
koB (ochopHoii kuciaoTel k WW-nomenam Nedd4-2
CITIOCOOCTBYET TOMY, UYTO Ha HUX «CaJSATCSD OIpeie-
JIEHHBIE PETyAATOPHBIE OeTTKH — 14-3-3 MPOTEHHBI (CM.
puc. 2). B Takoii cutyaruu xonbroraius Nedd4-2 u,
ciemoBaTeNnbHO, youkButrHa, ¢ PPPXY-nocnenosa-
TenpHOCTSIM cyOobenuuull; ENaC cTaHOBHUTCS HEBO3-

WHTepctuumin

Oerpapauus
Genka

MP- peuenTtop

-
-

% SGK |

MOXHOM (cM. puc. 2). B koHeyHOM uTOTre Tepsercs
BO3MOKHOCTb JETPaJallii 3TUX MPOTENHOB B MPOTE-
acoMax M, He MCKJIIOUEHO, B TU30COMax (CM. puc. 2).
N3-3a storo «miurensHocTh ku3Hn» ENaC B anu-
KaJbHBIX MeMOpaHax TMaBHBIX KJIETOK JUCTaIbHBIX
CBSI3YIOILIMX KaHAIbIIEB U KOPTUKAILHBIX COOMpATEIhb-
HBIX TPYOOK YBEIMYMBACTCS M UX YHUCIIO, B UTOTE, BO3-
pactaet. Takum 00pazom, anbdocmepon yeenuuu-
6aem Kou4ecmeo INUMeNUAIbHbIX HAMPUEBHIX
Kana106 He CTOJBKO 32 CUET HapacTaHUs MX CHHTe3a
W BCTpauBaHUs B MeMOpaHbl (XOTA Takue 3)PeKThl,
KakK U MOBBILICHUE aKTUBHOCTH OT/ENbHBIX KaHAJIOB
MoJ1 JEeHCTBHEM JIaHHOTO CTEPOHJIa, MO-BUAMMOMY,
TaK)Xe HUMEIOT MECTO), CKOJIBKO 3@ cuem ymeHbluie-
Hus oecpadayuu ENaC (cMm. puc. 2).

Kaxk Ob1 HM ObLT 3HAYMM SPPEKT aabJOCTepOHa B
OTHOIIeHUH 3aMeienus aerpananuu ENaC, eme pas
MOTYEPKHEM, UTO JIEHCTBUE 3TOrO TOPMOHA HA TpaHC-
nopt noHoB B maBHbIX KieTkax KCT u CeK ne orpa-
HUYMBAETCs TOJIBKO UM. VIMerolyecs JaHHbIE TO3BO-
JISIF0 TI0J1araTh, YTO U3MEHEHUsI peadcopOIuu/cexpe-
UMW HATPHS U Kalus B DIHUTEIHANTbHBIX KJIETKaXxX
JUCTaJbHOTO OT/eNa He(pPOHA, YYBCTBUTEIbHBIX K
BIMSIHUIO 3TOT0 MUHEPAJIKOPTUKOUIA, ONPEESIOTCS
PAZAOM MEXaHH3MOB.

BnusHue anppoctepoHa Ha JESITENbHOCTD JIUTE-
JIMAITBHBIX KIIETOK AUCTAIBLHOTO He(hpOoHa, KOTOPBIE MO-
TYT IIPUBECTH K U3MEHEHUAM TyOYJIIpHOTO TPaHCIOP-
Ta HATPUSI U KU

* [lonaBnenre yOUKBUTHH-ONIOCPEIOBAHHOM MPO-
TeacomHoi aerpananuu ENaC,

* [logaBnenue yOUKBUTHH-0MIOCPEA0BAHHOM JTH30-
comuoit nerpagamuu ENaC (?),

* Yeunenue cunre3a cyobeauaul ENaC,

» AxtuBanus BcrpauBaHus ENaC B kierouHble
MeMOpaHsbl,

* HenocpeacreeHHasl akTuBa-
uust ENaC 3a cuer SGK (B Tom
yucie nyTeM aktuBanuu SGK ¢
yuactuem KS-WKNI1 — kidney
specific with no lysine [K] kinase),

* JleyouxButnianposanue ENaC
3a cuet Usp2-45,

* Ycunenue cuntesa o l/fl
cyobeunuil Na, K-ATDa3sl,

* HenocpeacreeHHasi akTuBa-
uusi Na,K-AT®a3wr 3a cuer CHIF
(corticoid hormone-induced factor),

* [Ipyrue mexaHu3Msl.

W3 nmpeacTaBieHHbIX BhIIIE BO3-
MOXHBIX ITyT€H BO3JEHCTBUS allb-
JIOCTEpOHA Ha TPAHCHOPT HATPUs U
KaJMsl B KJIETKax SIUTeTus 1moyed-

CybbeanHuua

14-3-3 npotenH

Puc. 2. Ponb anbgocTepoHa B 3aMeAfIEHNM Aerpagaunm anutenmanbHbix HaTpue-

BbIX KaHa/IOB (0ObACHEHUS B TEKCTE).

HbIX KaHAJIBLIEB, YyBCTBUTCJILHBIX K
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i3meHeHHble
BCreAcTene
MyTauumn

B uny
cybbeaHNLbI
ENaC

Puc. 3. Ponb HapyLleHuin yOUKBUTUH-3aBUCMMOrO NpoTeonn3a
B Aerpajauuun anuTenuanbHblX HaTPUEBbIX KaHasIoB B naTore-
He3e cuHapoma Jinpans (06bACHEeHWS B TekcTe).

BIUSHUIO TAHHOTO TOPMOHA KpPaTko oOpaThM BHUMA-
HUeE ellle Ha JBa. Bo-mepBhIX, Kak MoKa3aiu pe3yibTa-
ThI psAJla HEJAABHUX MCCIEA0BAHUM, TPU BO3IEUCTBUU
aTbJI0CTEPOHA HE TOJILKO HApyIIaeTcsl YOUKBUTHUIIU-
poBanue cyowbenuuul; ENaC, HO 1 MOXET MpPOHUCXO-
JIUTh OT/eJeHre YOUKBUTHHA (J1eyOUKBUTHIINPOBA-
HHE), yKe cBs3aBlierocs ¢ PY-gomenamu OenxoB 9To-
ro xkaHana. [JaHHBII mpoliecc peanu3yercs yepes
yCUIIEHHE CHHTe3a crennduyeckoii nporeassl -Usp2-
45. Bo-BTOpBIX, UMEIOIIHECS TaHHBIC MTO3BOJISIFOT MO-
Jlarath, 4TO ajbJIOCTEPOH MOXET CIIOCOOCTBOBATH HE
TOJILKO YCUJICHUIO CHUHTE3a, HO M YBEJIMUCHHUIO aKTHB-
Hocth SGK 3a cuer nmoseieHust o6pasoBanus KS-
WKNTI1 (cMm. BbIlie) — KMHA3BI, KOTOPasi, B CBOIO Oue-
penab, cnocodbna pochopunupoats SGK. Tak wiu
rWHaue, 00a 3TUX MEXaHU3Ma «IIPOJUICBAIOT JKU3HBY
ENaC B anmukajJbHBIX MeMOpaHax TJIaBHBIX KJIETOK
KCT u CBK co BceMu BBITEKAIOIIUMU TOCIIENCTBUS-
MH.

[To coBpeMEeHHBIM MPEACTABICHUSIM IPU CHHAPO-
Me Jlupunsa npoucxonut cienywinee. Pazinuneie
Buabl Mmytauuit SCNNIB u SCNNIG, KOHTpOIUpYIO-
IIMX, COOTBETCTBEHHO, | U 1 CyObeIUHUIIBI SITUTEIIH-
aJbHBIX HATPUEBBIX KAHAJIOB, IPUBOIAT K HAPYIIICHU-

SIM CTPYKTYPbI LUTOIIa3MaTHYeCKUX 0TAe0B C-Tep-
MHUHaJEel OJJHOTO U3 STUX MPOTEHHOB, B NIEPBYIO OUe-
peab, PPPXY. B Takoi cuTyaluu CBSI3bIBAHUE 3THX
nocaegosareabHocteit ¢ WW-gomenamu Nedd4-2 u,
COOTBETCTBEHHO, C YOMKBUTHHOM CTaHOBHTCSI HEBO3-
MOxHBIM. Clie[JoBaTeIbHO, HAPYIIAETCsl U MpoTea-
COMHasl Jierpajialiysl JaHHBIX TPOTEHHOB. B KoHEUHOM
utore, unciao ENaC, BCTpOSHHBIX B anMKaJlbHbIE MEM-
Opanbl maBHbiX kietok CBK u KCT, Hapacraet, To
ecTb HaOJIoaeTcsl KapThHa, MPAKTHYECKH WACHTHY-
Hasl IeHCTBUIO anpaocTepoHa. [Ipu 3ToM oueHb Baxk-
HO, 4TO (P)YHKI[MOHAJIbHBIE CBOMCTBA KaHAIOB B OTHO-
[IEHUW TPAHCIOPTa HATPUS HE cTpanaioT (puc. 3).
3aMeTuM, TaKKe, YTO HAaM HE MU3BECTHBI OMMCAHUS
MyTaluil TeHa, KOHTPOJIHUPYIOLIETO O.-CyObeHHUILY
ENaC, npuBoasiux kK popMHpoBaHHIO (PEHOTHIA CHH-
apoma Jlnpmia. Kpome Toro, poib Apyrux MexaHus-
MOB, MOTEHIUAILHO CIOCOOHBIX YCHIIUThH peabcopo-
M0 HATPHS U, COOTBETCTBEHHO, CEKPELUIO KaJHs B
KCT u CBK (cwm. Boile) npu cunapome Jlupans ere
MPEACTOUT OLCHUTb.

Tak unu MHaue, OCHOGHBIM 36eHOM NAMOZeHe3q
cunopoma Jluoona na cyouennionapuo-moaexkynap-
HOM ypoeHe cnedyem cuumamep 3amedjieHue oez-
paoauyuu ENaC, ecmpoennsix ¢ anuxkaivHovle mem-
opanwt enaenvix kiemoxk KCT u oucmanvhvix om-
denoe CeK.

[Tpu sTOM yBenuueHHe 4ucia U, BO3MOXKHO, aK-
tuBHOCTH ENaC B JltOMEHanbHBIX MeMOpaHax Kiie-
tok anurenans KCT u CeK (puc. 4) npuBoauT K ycu-
JICHUIO TyOyIIsipHO# peabcopOrmu Harpust (RNa™ —cm.
puc. 4) B atux oraenax Hedpona. [lo mexanusmy,
OITMCHOMY BBIILIE, MoBbIIeHne RNa" BbI3biBaeT Hapa-
CTaHue KaHaJIbleBo# cexpennu kanus (EK™ — cm. puc.
4), yBelIMYEeHUE €ro MOYEYHBIX MOTEPh U CHUKEHHUE
KOHIIEHTPALMK 3TOT0 KaTHOHA B CBIBOPOTKE KpoBH (SK*
— CM. puc. 4). DTO U CTaHOBUTCSI OCHOBOM Pa3BUTHUS
TUIIOKAJIMEMHUH, KOTOpasi SIBISIETCS OAHOW M3 HanOo-
Jee XapakTepHbIX uepT cuHapoma Jluaans (cMm. puc.
4). Ba)xHO NOJJUEPKHYTb, UTO CTa-
HOBJICHHE T'UITOKATMEMUH IPOUCXO-
JUT TIPH 9TOM 3a00JIeBaHUU, HE-
CMOTpSI HAa OOBIYHO CHMYKEHHBIE
YPOBHU KOHIIEHTPAIIMH aJIbJ0CTE-
pona muiazmel (KAIT).

JlanpHeiimas 1enb cOOBITHHM,
npuBoALIas K GOPMUPOBAHUIO
(eHoTuna (KMMHUIECKON KapTHUHBI)
cunapoma Jluanist npencrasis-
€TCs CIeNyIollEl. YBEIUYEHUE
peabcopbuuu Hatpusi B KCT u

[Rci1y| [RNat |—{RH,01| [AD1
-1 EK* 1 @@
EH't K E.Efg
Ankanos | | Funokanuemns | | Funeprenansi || mnoanspocteporuam |

CBK u nmocnenyromiee ycuneHue

Puc. 4. NaTtoreHes cuHapoma Jinaana (06bACHEHUS B TEKCTE).
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HUEM U3 AaHHoro mnpaBuia. C
JIPyroil CTOPOHbI NaTOr€HEeTH-
YeCKHe OCHOBBI MeTaboIuec-
KOTO aJIkaso3a MpH 3ToM 3a00-
JeBaHUU TPeOyIT 00BsACHE-
Husa. K coxanenuro, B
JIOCTYITHOM JINTEPATYPE MBI HE
HaIllJId CBEJEHUN MO JaHHOM
npo0eme, TOATOMY OCMENUM-
Csl TIPEJIOKUTD COOCTBEHHYIO
runoresy. ITo namemy mHe-
HHUIO, Hauboliee MPOCTHIM
00BsICHEHHEM MOXKET OBITh
caenyrouee. [Ipeanonoxum,
4yTO peabcopOuus HATpUs B

Puc.5. TunoteTnyeckmin mexaHn3m pa3BuTUs ankanosa npu cuHapome Jingana. A — Hop-
ma, B —cuHapom Jingans, a —rnaeHas knetka KCT, b —BcTtaBoyHas a-kneTtka KCT. OcTanb-

Hble 0OBbSICHEHUS B TEKCTE.

Jiefiax KaHaJbLIEBOIro anmnapaTta HepoHa MPUBOJUT K
MX HaKOIUJICHUIO B OPraHW3Me W, COOTBETCTBEHHO, K
yBenuueHHI0 dPPEKTUBHOTO 00beMa BHEKJIETOYHOM
skuakoct (90BX — cowm. puc. 4). Ilocaennee no me-
XaHU3My O0OpaTHOM CBSI3M MOJABIISIET AKTUBHOCTH pe-
HUH-aHTMOTEH3HH-alIbA0CTepoHOBOI cucTeMbl (PAAC
— cM. puc. 4) ¢ cooTBeTCTBYIOIUM cHUxkeHrueM KAII
(cM. puc. 4) BbI3bIBACT MOABEM apTEPUATBHOIO JaB-
nenust (Al — cM. puc. 4) 1 cIy>KUT OCHOBOH (opMu-
poBaHMsl 00BEM3aBUCUMOW apTepUaIbHON THIIepTEH-
3un (cM. puc. 4). B cBs3u ¢ atum cunapom Jluaans B
HEKOTOPBIX KapAAMOJIOTHUECKUX 1 SHIOKPHHOIOTHYEC-
KUX MyOMUKALHUIX pPACCMaTPUBACTCS KaK BAPUAHT HU3-
kopeHnHoBo# Al Ctout, oHaKO, 0OTMETUTh, uTo KATI
MIPU 3TOM COCTOSTHUM MOKET OBITh MO0 CHUKEHHOM
(uaie), OO HOpMAITLHOH (pexe).

Hepenxoii (HO, mo-BuaMMOMY, He 00s3aTeIbHON)
yepToi cuHapoMa Jlunais sBhsieTcst pa3BUTHE Me-
TabOIMUECKOTO aJIKaio3a pa3IMYHON CTENEeHU BbIpa-
JKEHHOCTH. MIHTepecHO, YTO B HEKOTOPBIX MHTEPHET-
pecypcax, MOCBSILEHHBIX AaHHOMY 3a00JI€BaHUIO, B
KayecTBE OJTHOTO U3 KIIMHUYECKUX MPOSIBICHUN CUHI-
poma Jlnauis ynoMHHAIOT HE METaboINYecKui ai-
Kajo3, a Metabonuyeckuii aruuo3 (Hamp., [10]). Ta-
Kasi TOUKa 3pEHHs], HECOMHEHHO, OIIMO0YHA, TIOCKOJIb-
Ky MPOTHBOPEUHT OMUCAHUSIM CITy4aeB 3TOH MaTOJIOTHH,
MMEIOLIMMCSI B METUIIMHCKOW JINTepaType U CBECHH-
SIM, TIPUBOJSILIMMCS B HauboJiee aBTOPUTETHBIX PYKO-
BOJICTBax U 0030pax. Tem He MeHee, mo100Hast OIIn0-
Ka, Ha Hall B3MVISAJ, HE ciaydaiina. Jleno B TOM, 4TO B
CO3HAHMW MHOTHX Bpayell HU3KUE YPOBHM allbJ0CTe-
poHa (4To, B LIEIOM, XapaKTepHo At cuHapoma JIng-
JUIs1) OOBIYHO CITPaBEIIMBO aCCOLMUPYIOTCS C alUI0-
30oM. OnHako cuHIpoM JIupass sSBiseTcsl UCKIToue-

)

miaBHbIX KieTkax KCT u CeK,
HE COMPOBOX/IAETCSl YKBHBA-
JEHTHBIM HapacTaHueM 00-
paTHOTO BCaChIBAHUS aHHOHOB
xyopa (puc. 5, A, a). B Takoii
CHUTYaIlMi CyMMa OTPHUIIATEIbHBIX 3apsI0B B TYOYIsp-
HOM JKHUAKOCTH J0JDKHA HECKOJIBKO YBEITMUUTHCS (CM.
puc. 5, A, b). B cBoto ouepesib, BCTABOUHBIE OL-KJIET-
KW KOPTHKaJbHOW cOOMpaTenbHON TPYOKH SIBISIOTCS
BAKHEUIIMM MECTOM aKTHBHOW CEKpEeLHUHU HOHOB BO-
JI0pOJia, OTNPENENSIONICHCS, TPEX/Ee BCEro, JIesTellb-
HOCTBIO TpoTOHHOTO Hacoca (H'-AT®a3b1) Ha amnu-
KaJbHBIX MeMOpaHax 3THX MpeJcTaBUTeNnei TyOysp-
Horo snutenus (cM. puc. 5, A, b).

Cexpenysi HOHOB BOJIOPO/a B AaHHOM OTJieNie He-
(bpoHa, Hapsy ¢ peabcopOIeii OukapOoHaTa B MPo-
KCUMaJIbHOM KaHaJIblIe, SIBJISETCS BKHEHIIMM MeXa-
HU3MOM y4acTHs MIOYKH B MOJACPKAHUN OTHOCHUTEIb-
HOrO NOCTOSIHCTBA pH BHEKIETOYHOU KHUAKOCTH.
OueBHHO, YTO NPOTOHHOM NoMIIE OyzieT paboTaTh TeM
jerue, yeM Oouiblie OyAeT OTpULIATENbHBIA 3apsij
KaHaJIbLIEBOM JKUJIKOCTH, MTOCKOJIbKY MTPOTOHBI 3apsike-
HBI TTOJIOKUTENBHO, & TIOJIOKUTENIBHBIE U OTPULIATEIb-
HBIE 3apsiibl, KaK U3BECTHO, MPUTSTUBAOTCs. B mpuH-
LIMIIE€ TAKOW MEXaHM3M KOHTPOJIS 32 CEKPELIMe HOHOB
BOJIOpOJa B JUCTAILHOM HE(QPOHE XOPOIIO M3BECTEH
1, BO MHOTOM, ONpeNeNIsieT YPOBEHb MX BHIBECHUS 32
CUeT TaK Ha3bIBAEMOW «IKCKPELHH TUTPYEMBIX KHC-
J0T». B nanHOM ciydae mpoTOHBI, BEIOpackiBaeMble
H*-AT®a3zo0ii B mpocBeT kaHabla «3a0ydepuBaroT-
csi» B TYOYNSIpHOM JKUAKOCTH aHMOHHBIMH OCTaTKaMM
psila CHUIIbHBIX HEOPraHWYECKUX (TEM K€ XJIOPOM,
(docdarom, cyab(aTtomM) U HEKOTOPHIX OPraHUYECKHX
KUCIOT. [Ipy 5TOM B OKOHUYATENBHYIO MOUY 3HAUUTEIb-
Hasl 4acTh MIPOTOHOB TIONAaeT B BUJAE COJISIHOM, cep-
HOH, (hocHOpHOM KHCIIOT.

[NoBbllIeHUE copepkaHusi HepeabcopOupyeMbIX
WK Majio peabcoOupyeMbIX aHHOHOB B COJECPKUMOM
JHMCTANBHBIX OTIEJOB HepoHa, KaK TOJBKO YTO OT-
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Me4asoch BbIllle, HEM30EKHO BeAeT K 00JerdyeHuto
KaHaJbIIEBOM CEKPELHH MPOTOHOB, YBEIMUUBAET UX
9KCKPELMIO ¢ MOYOH M, B KOHEUHOM HTOre, CIoco0-
CTBYET Pa3BUTHIO ajakayo3a. [lonoOHble cuTyanuu
OTHIO/Ib HE PEIKOCTh B KIIMHUYECKOH mpakTuke. Tak,
HanpuMep, BO MHOTOM MOXKHO OOBSCHUTH (POPMHUPO-
BaHME aliKano3a Npu AeWCTBUM Qypocemuia, KOTo-
PBIH IO XMMHYECKOW CTPYKTYype SIBJISETCA KHCIOTOM.
[Tponukast B mpocBeT He)poHA B OCHOBHOM 3a CUET
MPOKCUMaJIbHOM TYOyIsIpHON cexpelun, GypoceMus
He MoJABepraercs JajlbHEHIIUM NpPEBpaAILEHUSIM B
JIpYTUX OT/AEeNax MOYEeYHbIX KaHalblieB, He peabcop-
Oupyetcst u He cekpeTupyetcs. [loaTomy, B AMCTaNb-
HBIX y4yacTKax He(pOHaKOHLEHTpAIUS aHHOHHBIX OC-
TaTkoB S5-(AMUHOCYIbQOHMT)-4-x510p-2 [(2-hypanu-
MeTHua)] aMUHOOEH30MHON KUCIOTHI, KOTOpas U
MpeacTaBisieT coO00i AaHHBIA AUYyPETHK, BO3pacTa-
€T, BJIEKTPOOTPULIATETLHOCTh COIEP)KUMOTO KaHallb-
11a YBEJIMYMBAETCS, YTO BEAET K YCHIIEHHIO dKCKpe-
[IMU MOHOB BOJIOPO/Ia U CIIY>)KUT OCHOBOM ISl pa3BH-
THS allkajlo3a.

Bepuemcs, onnako, k cunapomy Jlugans. Ilpu
nannom 3aboneBannu B KCT u CBK peabcopbuums
HaTpus Bo3pacTaer (cM. puc. 5, b, a). Eciu B nannom
cityyae, 00paTHOE BCAaChIBAaHHME XJIOpa SKBHUBAJIEHTHO
HE YBEIWYMUTCS, OTHOCUTENbHAsI KOHLIEHTPALHSI 3TOr0
AQHMOHA B KaHAJIBLIEBOM )KUAKOCTH (YUCIIO OTPULIATENb-
HBIX 3apsi/10B) MOBBICUTCS, YTO COIJIACHO TPEICTaB-
JICHUSIM, M3JI0’KEHHBIM BBILIE, TOJDKHO YCHIUTh TYOy-
JISIPHYIO CEKPELUIO TPOTOHOB M UX TIOTEPI0 C MOUYOH
(cM. puc. 4 u puc. 5, B, b).

OnHMUM U3 BO3paKEHUH MPOTHB BO3MOXKHOCTH Ta-
KOO MexaHu3Mma (popMHUpOBaHUS ajKano3a Npu CUHI-
pome JInaans MoxkeT OBITh TO, YTO YBEIHUYEHHE pe-
abcopOuuy HaTpHs B KOPTHKAJIBHBIX COOMpPATETbHBIX
TpyOKax CONpPOBOXKAAETCS YCHICHHUEM TYOYISIPHOM
CeKpelnu Kanus. B Takom citydae B mpocBeTe KaHalb-
11a HaOTI0AAeTCs He TOJIBKO OTTOK (HAaTpHid), HO U MpH-
TOK (KaJIuil) KATHOHOB, YTO B KaKOW-TO Mepe JIOKHO
KOMIIEHCHPOBATh M30BITOK OTPHUIIATEbHBIX 3apsiIOB.
OpnHako, MOKHO MPEAIONI0KNUTh, YTO MOCTYIUIEHHE
KaJIMs HE YPaBHOBELIMBAET MOJIHOCTBIO YTEUKY HaTpuUs
W3 JIUCTANIBHBIX OT/IENoB HepoHa. JIMMUTHPYIOIM
(akTOpoM 311eCh MOXKET BBICTYNATh AEATEIHLHOCTh
Na,K-ATda3b1, koTOpasi BBOIUT B TYOYJISPHYIO KIIET-
Ky TOJIbKO JIBa MOHA KaJlusi B OOMEH Ha BBIBEJECHUE
Tpex MOHOB HaTpus (cM. puc. 5). [loaTomy BHYTpH-
KJIETOYHOTO TyJia Kajius, MOAJekKallero cekpeyy, B
miaBHBIX KieTkax KCT u CBK MoeT He XBaTUTH TS
MOKPBITHS JeUIKUTa TONOKUTEIBHBIX 3apsIOB B TY-
OyJISIPHOM COJICPKHMOM.

B nr00oM cityuae Bce mpecTaBieHHs 0 maTtoreHe-
THUUYECKUX MeXaHn3Max (OpMHUpOBaHHMS ajKano3a NpH
curapome JInauis, onucaHHbIe BBIIIE, OCTAIOTCS CY-
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Tabnuua 2
Cnyyau BbiiBIeHUs cuHapoma Jingana B
AnoHun (no T. Matsushita n coasrt.)

Homep| Bo3spacTt yctaHoBku| Mon Bo3spacT BbigBneHus

cnyyasi| omarHosa, net nepBbIX NPOSBIEHNN
3aboneBaHus, neT

1* 14 XeHckunin | 10

2% 16 Myxckon | 14

3* 17 Myxckon | 14

4* 21 Myxckon | 19

5 15 XeHckunm |1

6 21 XeHcknn | 14

7 24 XeHckuin | 10

8 28 Myxckon | 14

9 22 XeHcknn | 14

10 22 Myxckon | 22

11 30 XeHckun | 27

12 18 XKeHckuin | <18

13 62 XeHckunin | 57

14 59 Myxckon |52

15 70 XeHckuin | 70

16 72 Myxckon | 57

17 82 Myxckoin | 62

18 79 Myxckon | 70

19 78 XeHckun | 75

Mpumeyanune. *Cnyqan 1 1 2 n cnydan 3 1 4 BbiIBNEHbI Yy Npea-
cTaBuUTeNen OfHUX N TeX e CeMeN.

ry00 TUIIOTETHYECKHMH U CIPABE/TUBBI OHU WM HET,
MOTYT ITOKa3aTh TOJIBKO JTaJIbHEHIIINE HCCIIEJOBAHHSI.

Krnunuxa. Kak yxe yka3plBalloCh BBILIE, CHHAPOM
Jlunnns sBisieTcss HaclleJICTBEHHBIM 3a00JIeBaHUEM
C ayTOCOMHO-IOMUHAHATHBIM TUIIOM HAaCJIEI0BaHUSI.
[To-BuauMomy, oH MOkeT HaOmoAaTbCs y NpeacTa-
BUTEIIEH pa3HbIX pac ¥ HallMOHaJIbHOCTEH. Bo BesskoM
CJIy4dae, U3BECTHBI €r0 OMHUCAHUS Y aHIVIO-CAKCOHLIEB,
WCTaHIIEB, appo-aMepUKaHIIEB, STOHIIEB U KATAKNIIEB.
[4-6] Kak u MHOTHE HACJICICTBEHHBIC 3a00JIeBaHUSA,
Cunnpom JIugans MOXKET BBISIBISITbCS Y JIeTEH pas-
HOro Bo3pacta. MIMeroTcs ciyyan TUarHOCTHKH 3TO-
ro 3a00JieBaHMs Y HOBOPOXKACHHBIX. TeM He MeHee, B
MEIMIUHCKON TUTepaType N3BECTHO MHOI'O OITUCaHUN
nepBoit MaHuQecTauu (K1, BO BCIKOM clydae, rep-
BOTO BBISIBJICHUS) cHHIpoMa JIMiist y B3pOCHbIX U
naxe noxuislx monei. Hampumep, T. Matsushita u
COABT. NPHUBEIH CIETYIOLIYIO CTATUCTHKY AUArHOCTH-
ku cunapoma Jlumins B SAnonuu [4] (Tabm. 2).

Tak nnu nHaue, OCHOBHBIMH KJIMHUKO-JIa00paTop-
HBIMU TMPOSIBICHUSIMU CUHApPOMA JIMAns sBISIOTCS
CIIEyIOLIHE:

* O0bem3aBUCMasl apTepualibHasl TUTIEPTEH3US,

e ['unokanuemMus, B TOM YUCJIE C XapaKTePHbIMU
KIIMHUYECKUMH TIPOsiBIIeHUsIMA (Harp. cMm. [1]),

* MeTabonuueckuii ankanos (+-),

* [Tonmuypus (-+),

» CHIKEHHE KOHIIEHTPALUK aJbJ0CTEPOHA TUIa3-
MBI (+-),

* Hu3kue ypoBHM aKTUBHOCTH MJIM KOHUEHTPALIUU
pEeHUHA TJ1a3MBbI.
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[Ipu cungpome Jlunaist Hepenko HaGMOAAIOTCA
Ppa3IMYHbIE KaPIMOBACKYIISIPHBIE OCIOXKHEHUS (MHpap-
KTbl, UHCYJIBTHI), KOTOPBIE, B OCHOBHOM, CBS3bIBAIOT C
HaJIMYUEM TPYIAHO KOHTPOJIMPYEMOU apTepUabHOU
runepreH3uy. Yactora Takux OCIIOKHEHUH M0 HEKOo-
TOPBIM JIaHHBIM BBIIIE, YeM Mpu Apyrux ¢opmax Al
Crolikoe U BBICOKOE apTepHalIbHOE JaBJICHHUE Y TaKUX
OOJIBHBIX MOXKET CTaTh M MPUYMHOMN Pa3BUTHS TEPMHU-
HaJIbHOW MOYEUHON He0CTaTOYHOCTH. Takue ciydan
00BIYHO ACCOLMHPYIOTCS C HECBOEBPEMEHHOM uar-
HOCTHKOH U HeaJIeKBaTHBIM JIeYeHHEM cuHapoMa JIua-
st [5].

Juaeno3 cunapoma Jluais Becbma HenmpocTas
3a7a4a, X0Tsl Obl OTOMY, YTO MHOTHE BpayH MPOCTO
HE OCBEIOMJICHBI O CYIIECTBOBAHMH 3TOTO 3a00JeBa-
HUsl. B mpuHIMne, oH oJbKeH 0a3upoBaThesl Ha TeX
KIIMHUKO-TTa00paTOpPHBIX MpU3HAKaX, KOTOPbIE Mpe[-
cTaBJieHbl Bbllle. OrpOMHOE 3HAYeHHE UMEET ceMei-
HbII aHAMHE3 U aHAJIU3 POJOCIOBHBIX. XOTS, KaK ykKe
OTMEUaJIOCh paHee, Helb3sl UCKIIOUUTh MOSBIECHUE
HOBOW MYTAllUU y NIPEJACTABUTENIEH CEMEN, B KOTOPBIX
panee naHHasi 0OJIE3Hb HE MPOSIBIISLIACK.

HanexHbIM MOATBEpPKACHUEM AUArHo3a MOTYT
CIIY’KMTb TOJIBKO PE3YJIbTaThbl MOJEKYISPHO-TEHETH-
YeCKOro aHajn3a, BBHIOJHEHHE KOTOPOro IMpeJcTaB-
nsieT ciaokHyto npooiemy [11]. K coxanenwuto, B co-
BpeMeHHOI Poccuu 3TOT BONPOC MPaKTUYECKHU HE pas-
peLmmM.

Jugpepenyuanvuviii ouaenos cunapoma Jlua-
JUIsl, OXKaJyH, ele 6oJiee CII0XKEH, YeM MPOCTO MOsIB-
JICHUE [T0JJO3PEHHS Ha HATMYUE JAHHOTO 3a00IEBaHuSI.
JleTanbHbIN aHAIM3 3TOM MPOOJIEMBI, IPEXK]IE BCETO,
TpeOyeT pacCMOTPEHHs KJIMHUKO-IIAaTOTeHETHYECKUX
0COOEHHOCTEH 1EJIOT0 Psijia COCTOSTHHIM aCCOIIMUPYIO-
LIMXCS ¢ apTePUAIbHON TUIEePTEH3UEH, THITOKATUeMHU-
el u ankano3oMm. OmnucaTh, O KpailHel Mepe, 4acThb
13 HUX MBI HaJleeMcs B MTOCIEIYIOIUX COOOIIEHUSX.
Kpowme toro, nuddepeHunanbHoi JUarHOCTUKE THITO-
KaJIMeMH, Ha Halll B3MJIAJ, CJIEIYeT MOCBATUThH OT-
JlebHYyI0 Jekuuto. [loaToMy 31eck MBI IpUBEIEM
TOJIBKO TMEepevYeHb psijia MaToJoruii, KOTopble Hanbo-
Jiee OJIM3KO MOTYT UMHUTUPOBATh cuHApoM Jlnms:

* [IepBuuHbIi asib0cTEpOHN3M (cHHApoM KoHHa),

e CHHIPOM KaxXylierocsi u30bITKa MUHEpaIKOp-
tukon 0B (neduuut 113-ICCAT 1),

* 3n0ynoTpebiieHue npenapaTaMu Wik MPoAayKTa-
MH Ha OCHOBE KOPHSI JJAKPHIIBI (COJIOKH),

» HekoTopsle BapuanTsl cuHapoma KymivHra,

* ATIbJI0CTEPOHU3M, KOPPUTUPYEMBIN TITIOKOKOPTH-
KOWJaMH.

Jleuenue. Ha cerogHsIIHUN JieHb JIEUSHUE CUH]I-
poma JInansst CBOAUTCS K CleAyIOIEMY:

* XKectkoe orpannueHue noTpedaeHus Comu,

* Koppekuus runokainemMmun,

* Hasnauenue kanuiicOeperaroumx IuypeTHKOB
(amunOpUa, TPUAMTEPEH).

[To HexoTOpBIM AaHHBIM, OeccosieBasi AueTa cama
no cede, MOXKET KyIHpOBaTh MPOSIBIEHUSI CHHAPOMA
Jluanns, no kpaiiHel Mepe, y 94acTu OOJIbHBIX.

Koppexkiyst runokanieMud TPOBOANTCS IO 00IIM
npaBuiaM. [Ipy HaTMYMK KIMHUYECKUX WITH JIEKTPO-
KapauorpapuyecKuX NposBICHUN JaHHOTO COCTOSIHUSI
Ha3HauaroT HH(Y3MOHHYIO TEPANHUIO XJIOPUIOM Kausl.
MHorue nanueHTsl BBIHYKIE€Hb! MOJy4yaTh 3aMeCcTH-
TeJIbHOE JIEUEHHE COISIMU KajMs MEepMaHeHTHO (Jaile
Bcero 10%-15% pactBopbl KCl per os). Jlo3a B 3TOM
cilydae ornpeensercsd HHAUBUIYaIbHO U OOBIYHO Jie-
autes Ha 3-4 npuema B cyTku. [Ipu mManoBbIpaxeH-
HOM TMTIOKaJIMEMHUH, IO-BUIMMOMY, BO3MOYKHO Ha3Ha-
yeHue opuIMHANBEHBIX TpenapaToB, COASPKAIUX
COJIM KaJIHsl.

[TaToreneTnyeckuM MOAXOAOM CITYKUT Ha3Hade-
HUe KanuicOeperaroumx JuypeTuKoB (0JI0KaTOpoB
ENaC) — amunopuzaa u tpuamrepena. IIpu stom mo-
Ka3aHo, YTO OJIHM MAI[MEeHTHI JIy4Yllle pearupyroT Ha
TpuamTepeH, npyrue — Ha amuiiopua [5]. K coxkane-
HUIO, JOCTYIIHBIE U JACHICBbIC JIEKAPCTBEHHbIE (POPMBI
9THX IpernapaToB OTCYTCTBYIOT BO BceM Mupe. Yaiie
OHH TMOCTYMAIOT Ha PHIHOK B BHUJI€ KOMITO3UTOB (Ha-
npuUMep, TPHaMIyp), KOTOpble 0OBIYHO BKIIFOYAIOT TH-
aszuioBble AuypeTuku. Camo 1o cede Haluure THa3HU-
JIOB B JIEKapCTBEHHOH (popMme, HaBEpHOE, MOXKET OBIThH
U 100poM 1 3110M. C OJTHOM CTOPOHBI OHH MOTYT yCY-
r'yOJISITh TUIIOKATUEMHIO, C IPYTOH — CIOCOOCTBOBATH
KOppeKI1y 00beM3aBUCHMOM THIIEPTEH3UH, XapaKTep-
HOM J1s1 cuapoma JInans.

Co Bpemen G.W. Liddle nppunsito cuutarh, 4to
IPYMEHEHNE aHTarOHMUCTOB aJIbOCTEPOHA (BEPOLIIH-
PpoH) MaJio 3 GEKTUBHO ITPU JaHHOM 3a00JI€BaHUH, YTO
MOJHOCTBIO COOTBETCTBYET COBPEMEHHBIM MpPEACTaB-
JIEHUSIM O €ro sThonaTtorienese. OTCYTCTBUE TO3H-
THBHOW peakM Ha Teparnuio CIMPOHOJAKTOHAMH Ta-
KUX OOJIbHBIX BBIJBUTAETCS Ja)ke B KauecTBe Au(-
(depeHnnantbHO-IMarHOCTUYECKOTO TecTa MpHU
cunapome Jlnpais. B To e BpemMsi HEKOTOpPBIE aBTO-
PBI JIOMYCKaIOT BO3MOXKHOCTh HAa3HAYEHUS TOTO Tpe-
napara, UCXO/sl U3 TOTrO, YTO OH OJOKMPYET BIHSIHHE
KOpTH30J1a HA MUHEPAJIKOPTUKOUAHBIN perenTop, Bbl-
3bIBast HePO- U KapIMONPOTEKTUBHOE JielcTBuE [12].

C Touku 3peHus o0 maroreHese cuHapoma Jinmsa
HCIIOJIb30BaHNE TAKUX PaclpOCTPaHEHHbBIX I'MIIOTEH-
3UBHBIX, HEPPO-, KAPAUOIPOTEKTOPHBIX H, TOTSHIINAIb-
HO, «THIEPKATUEMHUECKHUX» MPenapaToB, Kak HHTHOU-
TOPBI aHTMOTEH3UH [-peBpaiiaromiero epMeHTa uiu
onoxaropel AT -penientopos anruorensuna Il npen-
CTaBJISIETCS Majio ONpaBJaHHBIM. XOTs, Ha Hall
B3IVIsII, LIEJIECO00Pa3HOCTh UX MCIIOIb30BAHMUS LIEJIH-
KOM UCKITIOUUTb HEJb3$1, ECIIH TPU3HATh BO3MOXKHOCTh
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COXpPaHEHUS YaCTUYHOTO KOHTPOJISI CO CTOPOHBI
aJbIOCTEPOHA 32 TPAHCIOPTOM HOHOB HATPHS U Ka-
JIUSI B JIMCTAJIBHBIX OTJIENIaX HepOHA TIPU IAaHHOM 3a-
OosieBanuu. [1o HallleMy MHEHUIO, 3aCITy>)KUBAIOT BHU-
MaHUE U NePCIIEKTUBbI TPUMEHEHHS Y MAILIUEHTOB C CHH-
npomoMm Jluaans akBapeTUKOB — HOBOTO KJjacca
MpernaparoB, MPOTUBOJCUCTBYIOIINX THAPOOCMOTHYEC-
KoMy 3 EKTy Ba30MPECCUHA, HO OKa3bIBAIOIIUX MAJIOe
BIIMSIHUE HA 3KCKpeluio cojieid. OHU MOTYT OKa3aThCst
T0JIe3HBIMHU B KOPPEKIMU apTEPUATTBHON TUTIEPTEH3UU Y
TaKuX OOJILHBIX. HaCKOJIBKO CIIpaBe/IMBLI IaHHBIE ITPE]I-
TIOJIOXKEHUSI, MOMKET TIOKa3aTh TOJNBKO OymyIiee.

B zakmrouenue oTMeTHM, YTO CYIIECTBYIOT Ha-
OmrozieHust 00 YCIEIIHOM MCIOJIb30BaHUM 3aMECTH-
TEJBHOM MOYEYHOH Teparuu y OOJIBHBIX C CHHIPOMOM
Jlupuis ¢ TepMUHANIBHOM MOYEYHOW HEAOCTATOYHOC-
Tb10. B 3THX ciiyyasix TpaHCIIaHTalUs TOYKU OT TPYII-
HOTO JTOHOPA MPAKTUYECKU MOJHOCTHIO KOPPEKTUPO-
Bajia METa0OJMYECKUE M TeMOIMHAMUYECKUE MPOSIB-
JIEHUS JaHHOTO 3a00ieBaHus [5]. DTU NaHHBIE CITYKaT
OJIeCTAIMM KIIMHUYECKUM ITOJITBEPXKICHHEM KOHIIeTI-
uuu, BeiBUHYTOM eme G.W. Liddle u coasr., o mep-
BUYHOH MOYEUHOU MPUPO/IE BIIEPBHIE OMUCAHHOTO UMU
3a00JIeBaHUs.
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