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onatum u pabgomMunonn3a Npu HasHa4eHnu CTaTMHOB, yYCyrybaeHns runokaaneMmmn Npyu HasHa4eHnu JuypeTuKos.

KnioueBble cnoBa
CMHAPOM TutenbMaHa, runokannemus, Ty6ynonarm4.

A case of Gitelman syndrome with severe hypokalemia and pseudoischemic ECG changes
Grinshtein Yu.l., Shabalin V.V.
Krasnoyarsk state medical university named by prof. V.F. Voyno-Yasenetsky

Authors:
Greenstein Yu.l., MD, professor, head of the Institute of Postgraduate Education Therapy (IPT) Medical University
«Krasnoyarsk State Medical University. prof. VF Voyno-Yasenetsky» Russian Ministry of Health;

* ABTOp, OTBETCTBEHHbIV 3a nepenucky. Ten. 8-902-990-46-64. E-mail: grinstein.yi@gmail.com.



KnuHunyeckun cnyyan cuHgpoma [MtenbmaHa ¢ TSXenon rmnokaameMme... 49

Shabalin V.M., Ph.D, Associate Professor of Medical University therapy IPO «Krasnoyarsk State Medical University. prof. VF

Voyno-Yasenetsky» Russian Ministry of Health.

Resume

A case of Gitelman syndrome with severe hypokalemia and pseudoischemic ECG changes is presented. A brief review

on this kind of primary tubulopathy is also given. Clinical significance of possible difficulties for cardiologist is indicated
[pseudoischemic ECG changes, QT-interval prolongation with life-threatening ventricular arrhythmias, risk of myopa-
thy and rabdomyolisis development after statin administration, hypokalemia worsening due to diutetics prescribing).
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Cnuncok cokpalieHumn

Al — apTepuanbHoe gaBneHune

AKTI — appeHOKOPTUKOTPOMHbIA FOPMOH
KKT  — >kenypo4yHo-KuLIeYHbIA TpakT

KT — KOMMbloTepHasa Tomorpadus

nr — NIOTEUHU3UPYHOLLUA FOPMOH

MPT — MarHuTHo-pe3oHaHCcHas ToMorpadus
TTIT — TMpPEeoTPONHbLIN FOPMOH

Mnokanuemus, onpefensemMas npu ypoBHe CbiBO-
poTouHoro Kanus <3,5 MMosb/n, fBNSeTcs OAHUM U3
CaMbIX YacTblX 3EKTPOSIUTHBIX HapyLWeHWI, N BCTpe-
yaetca y > 20% rocnutanuampoBaHHbIX 60MbHBbIX,
B T. 4. B npakTuke kapavonora [1]. Mpu aTom Hanbonee
4acToM NPWYMHOM oKkasblBaeTcs noboyHoe AencTBue
NeKapCcTBEHHbIX MpenapaToB, Npexpae BCero auype-
TMKoB. BecbMa cKpoMHas posib B Ka4yecTBe 3TUOS0rU-
yeckoro dakTopa NpUHALNEXNUT NepPBUYHbBIM HapyLle-
HUAM KaHasbUMeBbiX GyHKUMIA nodek (Tybynonatuam),
4TO CyL,eCcTBEHHbIM 06pa30M CKa3blBaeTCS Ha UX CBO-
€BPEMEHHOWN AMarHOCTUKE U JIEHYEHUN.

MpvBoanM cobcTBeHHOe HabnofeHvne opgHOro u3
BapuaHToB Tybynonatuu, KAWHWYECKW MPOSIBUBLLEN
cebs THXenoh runokannemuern C MNCeBAOMLLEMU-
4YeCKMMUN W3MEHEHUSIMU Ha 3NeKTpoKapauorpamme
(3KT).

BonbHag L., 29 net, noctynuna c xanobamu Ha
BblpaXkeHHylo obuiyto cnabocTb, noxyaaHwe, nepwo-
Anyeckn 0BMOpOYHbIe COCTOSAHUS, CYXOCTb KOXHbIX
nokpoBoB. BbiweykasaHHble >xanobbl MNOABMAUCS,
W HapacTanu MNocTeneHHo, Ha npoTsxkeHwun 1,5 ner.
3HauuTenbHOEe yXyALIEeHWe HacTynwuio B MocnefHue
2 Mec. AMbynaTopHo obcnepoBanach y TepanesTa, He-
BponaTofiora, 3HAOKpUHonora: ¢ubporatponyoneHo-
ckonua (OrAC), ynsTpassykoBoe uccienosaxue (Y3N)
opraHoB 6pIOLWHON MONOCTU, MarHUTHO-Pe30HaHCHas
Tomorpa¢us (MPT) ronosHoro Mosra, ypoBeHb KOpPTU-
30Na, apeHOKOPTUKOTPOMHbIA ropMoH (AKTT), Tupe-
oTponHbii ropmoH (TTT), donankynocTuMynmpyLmin

Y3W — ynbTpa3BykoBOe uUcciefoBaHue
OrAC — ¢ubporactpomyoseHockonus
®CIr — $onAnKynoCTUMYANPYLLMIA FTOPMOH
YO — yacTtoTa AbixaTeNbHbIX ABUXKEHUN
YCC — yacToTa cepfieYHblx COKpaLLeHMi

3Kl — anekTpokapguorpadms

ropmoH (PCT), nioTemHmsnpyowmin ropmon (JIM) —
Be3 oTKNOHEHWI OT HopMbl. [lnarHo3 octaBancs Hesc-
HbIM, HampaBfieHa B cTauuoHap. HacneacTBeHHOCTb
He oTsrolleHa. BpegHble NpuBLIYKM OTCYTCTBYIOT, MO
npodeccum — negaror.

Mpn  ¢usmkansHom obcnepoBaHun obpalanu
Ha cebs BHMMaHuWe BbIpaXeHHbIn AePULMT Macchl
Tena — npu pocte 161 cM Macca Tena cocTaBnana
41 Kr, NpU3HaKN AMCNNa3uN COEAUHUTENbHOW TKaHU
B BUAe rMnepMobuibHOCTM CycTaBOB, CyXOCTb KOX-
Hbix nokpoBoB. LLlutoBugHaa xenesa, nepudbepuye-
ckme nuMooy3nbl He yBenuyeHbl. YactoTa AbixaTesb-
HbiX gBuxxeruni (YO0) — 18 B MuH. B nerkux abixaHue
BE3MKYNSPHOE, XpUMbl He BbiCNywunBatTca. YactoTa
cepaeyHbix cokpautenmin (UCC) — 60 ya./mMuH, apTte-
puanbHoe pasnenve (AL) — 90/60 MM pT. cT. A3bIK
BNaXHbI, obnoxeH benbiM Hanetom. XuBoT MeAr-
ki, OGe3bonesHeHHbIN. [leyeHb — Mo Kpaw pe-
BepHOM Lyru, MOYKW, CeneseHka He nanbnupyeTcs.
[Nepndepryeckmx oTeKOB HET.

JlTabopaTopHble faHHble: B oblieM aHanuse Kkpo-
B — 6e3 ocobeHHocTei: remornobun — 153 r/n,
TpoMbouuTel — 255 x 10°/n, neitkouutsl — 6,1 x 10%/n,
n/s —4,¢c/a —59 3 —1,n1—233 mMm—3 CO3 —
10 mMM/yac. B 61oxMMUYeckoM aHanuse KpoBW, Mo-
MWUMO BblpaXXeHHOW rMnokaaneMuu, runoMarHmemMmm
W ankanosa, ApYrnx OTKJIOHeHWA He obBHapyxeHo:
caxap — 3,0 Mmonb/n, obwwuit benok — 69 r/n, mo-
yeBMHa — 4,2 MMoONb/N, KpeaTuHUH — 73 MKMonb/A,
6unupybuH — 16 MKMonb/n, NPAMOro HeT, anaHuH-
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e B, PTEETR e Lo TpaHcdepasa (AnT) — 34 ep/n, acnapraTTpaHcde-
! ) ¥ pasza (AcT) — 32 en/n, kanuin — 2,0 Mmonb/n, Mar-
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Puc. 1. «[NceBponiueMuyeckune» namernernus Ha 3K npu
NoCTYNIeHnn B CTaLMoHap B BUAE rOPU30HTaNbHOM Aenpeccum
cerMeHTa ST B 0TBefleHMAX V.-V,

TSMBCHS! G 090146 We 141122005 e parng

Abid
w1 38
P8 9

e

20 sonny
MO8 TIS06 TIBOE Tx 100%

Puc. 2. Y3 nouek (noyku 0bbI4HbIX pa3MepoB, BOKpYr
nMpamMuaok — BU3yann3npyeTcst FTMNepaxoreHHslit 06080k
C HEUETKMMU KOHTYPaMM PasinyHoi CTENEeHN BbipakeHHoCTH).

Puc. 3. KT nouex (no4kv 0bb14HOi GOpMbI, pa3MepoB 1 MooXeHMs,
C POBHbIMI YeTKUMU KOHTypaMu. KoHKpeMeHTOB He BbisiBieHo. MonocTHas
cucTeMa noyek He paclumpeHa. [NoTHOCTb CTPYKTYp NapeHXmMbl
HeogHopoaHa ot 35 fo 47 eq. H).

Huin — 0,53 Mmonb/n (Hopma — 0,66-1,07 Mmons/nl,
HaTpuit — 137 MMonb/n, kanbumnit — 2,5 mmonb/n, pH
nna3mbl — 8,0. B obieM aHann3e Mo4nM — runocTeHy-
pus (1004), 6esok — oTpULAETENbHBIN, NENKOLUTEI —
2-3 B Nn/3p. AHanus Moum no 3UMHULKOMY: yA. Bec
1006-1008; pHeBHoW gmype3s — 800 mn, HouyHOU —
900 mn. CytouHas 3KkcKpeuus KanbLus C MOYON —
0,302 mmosb (npu Hopme 1,7-3,3 MMonb/cyT.).

Mo 3KI — BbipaxkeHHOe HapylleHMe NpoLLeccoB
perofsapusauMm B BUAE «MNCEeBAOMLIEMMYECKON» fe-
npeccumn cermenTa ST B oTBepeHusx V,-V, (puc. 1).

BonbHag bbina getaneHo obcnepgoBaHa Ha npegmet
OHKOMaTOI0OrMK C MPUMEHEHNEM peHTreHorpadum op-
raHoB rpygHou knetku, Y3 opraHos bptowHon nono-
CTW W LMTOBULHON Xefe3bl, KOMMbIOTEPHON TOMOrpa-
dun (KT) 6prowrHon nonoctn. Mpu aTom Kak Ha Y3MU,
Tak n Ha KT obpawana Ha cebs BHMMaHWe HeopAHO-
pofHas CTPYKTypa noyek, Mpy HOPMasbHbIX TIMHENHbIX
pasMepax (puc. 2 n 3).

Bo3sHukna pguarHoctuyeckas Bepcus o Tybynona-
TUW: HU3KWUW YAENbHBIA BEC MO4YW, runokannemus,
runomarHnemus. pu poobcnepoBaHuu obHapyxeH
ankano3 CbIBOPOTKW, M03TOMY AuddepeHumnanbHbIn
AVarHo3 Mo MoBOAY BbIBAIEHHOrO rMAoKanIMeMun-
4yeckoro askanosa MPOBOAMAN MeXAy CUHAPOMOM
Baptrepa n utenbMmaHa. OfHako pe3ko CHUXKEHHas
CYTOYHas 3KCKpeuus KanbLusa ¢ Mo4yow u AebioT 3a-
BoneBaHUs y>xe BO B3pOC/IOM Nepuofe No3BoaMA Bbl-
CTaBWUTb ANarHo3 cuHppoMa [MTenbMaHa — 0fHOMo U3
BapvaHTOB AMCTanbHOW Tybynonatmm — pucTanbHoOro
KaHanbLeBOro ankanosa. Pegkas kapTvHa noyek Ha
Y3W n KT pacueHeHa kak nposiBieHne Hedppokanb-
LUMHO3a, B NIMTepaType MMeIOTCH OMMCaHUs OToXe-
HWA KanbUus BO BHYTPEHHWX OpraHax npu AaHHOM
cuHppoMe. BonbHoM BbiNM HasHayeHbl npenapathbl
kanusa: kanusa xnopup 3% BHYTPUBEHHO, KanesbHO
no 50 mn B TeueHune 10 cyt., 3aTteM no 3 r/cyT. per os,
cnupoHonaktoH 100 Mr/cyT., KOPOTKUM KYpPCOM — HU-
mecynug 100 Mr/cyT. ¥ conM MarHus, ¢ OTYETIMBLIM
KNuHU4yecknm adbdektoM: npowna obuwasa cnaboctsb,
BoccTaHoBuNack pabotocnocobHocTb, Havana no-
npaBnaTbca — yepe3 1 Mmec. npubasuna 2 kr, o6Mopo-
Ku He nosTopsannck, ALl nosbicunock go 110/70 Mm pT.
CT., HopManusoBanacb pH cbiBopoTkU. BHyTpuBEHHOE
BBEeAEHMWE XJIOPUCTOro Kanns NpUBESio K MPOMEXYToY-
HOMY MOBbILIEHUIO YPOBHA Kanus o 3,0 MMosb/f, Ho
conpoBoOXAanocb HebnaronpuaTHeIMM  NoHOYHLIMU
addpekTaMn — pasbutocTb, napectesunn, bonun B Ko-
NneHHbIX cycTaBax. [lpn nepeBoge Ha nepopasibHbIN
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NpUeM NpenapaToB Kanus ypoBeHb NOCNEAHErO B Cbl-
BOPOTKE NpPW O4YepefHOM KOHTPOJEe BHOBb CHU3WUIICHA
0o 2,3 MMonb/f, BCNeAcTBME Yero 4o3a CNMpoHoak-
ToHa bbina yBennyera po 150 mr/cyT. MpogonxaeTcs
IVHaMm4yeckoe HabnogeHne 3a bonbHOM.

06¢cy>xpeHue

[MnokanuemMns Mpu YpoOBHE CbIBOPOTOYHOIO Kanwus
< 3,5 MMonb/n ABnsdeTcs, noxanyi, cambiM YacTbiM
3N1EKTPOSIUTHBIM HapyLUeHUEM B KJIMHMYECKOW npak-
TuKe. BcTpeuasick B < 1% B obwien nonynauuum, cpeam
rocnMTasn3npoBaHHbIX NAaLMEHTOB 3Ta NATONOMUS MO-
XeT 6bITb 0bHapyxxeHa y > 20% [1].

Beupay Toro, uto Hanbonee 4acTon NPUYMHON TUMO-
KanmeMun aBNAeTCS NekapCTBEHHas Tepanusd, npe-
X[e BCero, AMypeTukn u cnabutenbHble, 7o audode-
peHLManbHylo AMarHocTuky LenecoobpasHo HauymMHaTb
C TWwaTtenbHoro cbopa aHaMHe3a 0 NepeyHe NPUHUMa-
eMbIX MpenapaTos, a MMNoKanMemMnio, B CBA3N C 3TUM,
NOMMYHO MOApa3fensaTb Ha JIeKapCTBEHHYIO U Hene-
KapCTBEHHYIO.

Mockonbky bonbHas oTpuuana npueM Kakux-nu-
6o MegMkamMeHTOB, TO CTaHOBWJACh SCHOW Henekap-
CTBEHHas npupoga runokanvemun. Cnucok Heme-
LVWKaMEHTO3HbIX MPUYUH CHUXKEHUS YPOBHS Kanus
pocTtatoyHo obwupeH [1-3] n BknovaeT B cebs He-
[OCTaTO4HOE MOCTYNJeHWe 3AeKTponauTa C MuLen,
4TO BCTpPeYaeTCs KpalHe peako, T.K. faxke B YyCNOBUAX
MOJIHOMO rofiofaHns opraHnsmM obbiyHo obnagaeT fo-
CTaTOYHbIMW KOMMEHCATOPHbIMW MeXaHu3MaMu Ans
noLLepXaHUs HOpMOKannMeMuun, n3bbIToYHble noTe-
Py Kanus yepes XenygouHo-kuweyHblin TpakT PKKT)
M MOYKM, pa3finyHble 3HLOKPUHHbIE 3aboneBaHus, Me-
Tabonuyeckunit ankanos, rMNoMarHMeMuio, HeKOTopble
Apyrve NpuymHbl, B T. 4. XPOHWYECKUiA ankoronmnsm [4]
W ankorofbHbl genupwuit. MaumerTtka bbina LoBOMb-
HO AeTanbHoO obcnefoBaHa Ha NpeaMeT 3HAOKPUHHON
natonornn Ha ambynatopHoM 3Tane, y Hee He bbiio
KIMHUYECKMX OCHOBAHWI 3aN0f03pUTb NOTEPIO Kanns
vepes XKKT, bnaronpusTHbIA counanbHbli CTaTyc no-
3BOJISI/1 OTBEPIHYTb AMETUYECKYIO M afKOrofbHY0 Npu-
pofy neduunTa Kanus, a NpoBeAeHHbIV B CTaLMoHape
0bbeM WMHCTpyMeHTanbHbIX obcnepgoBaHuin cpenan
BO3MOXHbIM 0TKa3aTbCH M OT MapaHeomnacTn4eckomn
Bepcuu runokanneMmm. Takum obpasom, METOAOM UC-
KtoYeHUst AMarHoCTUYECKUA NOUCK CY3UCs A0 nep-
BMYHbIX MOYEYHbIX MPUYMH, @ UMEHHO TybynonaTui.

Tybynonatuamu (Mnn KaHanbLeBbIMU AUCHYHKLN-
aMmu) HasblBalOTCA rpynna HedponaTuii, xapakTepu-
3YIOLMXCSH YaCTUYHBIM WN FeHepann30BaHHbIM Ha-
pyLUeHWeM KaHanbLeBbIX GYHKLWA NpU HOPMasbHON

MAN HECKONbKO CHUXEHHOW kiyboukoBon ¢unbTpa-
umn. PasnuyaloT nepBuYHble W BTOpU4YHbIe Tybyno-
naTuu; NociefHWe pa3BMBAOTCA B paMKax Lpyroro
cucTeMHoro 3aboneBaHus, HanpuMmep npu BonesHu
LlerpeHa, bonesnn KoHoBanoBa-BunbcoHa, MHOXe-
CTBEHHOW MUeNoMe, NapoKCU3ManbHOW HOYHON reMo-
rnobuHypuu n ap.

[epBuyHbIe Tybynonatum knaccubuunpyoT No fo-
Kanusauuu gedekrta (MpoKcMManbHbIN, AUCTaNbHbI],
Mo r1aBHOMY KJIMHWUYECKOMY CUHAPOMY, CPeau KoTo-
pbix ocoboe 3HayeHWe NpuaalT Haanymo MeTabonun-
4yeckoro auMaosa Wam ankanosa, Mo 0CHOBHOMY Mexa-
HW3MY TPAHCMOPTHbIX HAPYLUEHUN.

Cpenou Tybynonatuii, CONPOBOXAAKLLMUXCS TMUMNO-
KanueMmen n MeTaboanyeckuMM ankanosoMm, Bax-
HenwmMMK asnaTcs cnHapoM baptrepa — Taxenas
dopMa, KIMHUYeckn nposBastowas ceba c camoro
paHHero Bo3pacTa, Nopov aHTeHaTalbHO, U NMetoLLas
HebnaronpusaTHLIA NPOrHO3, U CUHAPOM [MTenbMaHa,
xapakTtepusyouwuinca bonee bnaronpuaTHbIM, Nopow
CKPbITbIM TeyeHneM, MaHMPEeCTUPYIOLNM He TONbKO
B [LEeTCKOM WM MOLPOCTKOBOM BO3pacTax, HO Takxke
Yy B3POC/bIX 1 aaxe noxunbix [5-71.

CywiecTByeT elle ABa HAaCNeACTBEHHbIX NaToONOMM-
4eCcKMX COCTOSIHUSI, CBSI3aHHble C aHOMaJIMEN NOHHbIX
TpaHCnopTepoB B KaHaNblax novek (cuHapom Jingana
n nedmumut 11b-ruapokcucrepouns nernaporeHassi),
TakXe cnocobHbIX BbI3BaTb rMnokanuemMuio n Metabo-
NIMYeCKMI ankanos, of4HaKo AJ1 HUX XxapakTepHOo paH-
Hee pa3BWUTME apTepuasbHOM FMNEpPTOHUWU U MOTOMY
He MPUMEHUMbl K MPeAcTaBNEeHHOMY KIIMHUYECKOMY
cnyyato.

lNepBoe onncaHune cuHgpomMa [MTenbMaHa OTHOCUT-
cst Kk 1966 1. [8] n BBMAY CYLLECTBEHHbLIX OTNIMYMIA OT
cMHapoma bapTTepa 3T0T CMHAPOM NOMY4YMa CaMoCTO-
ATeNbHOe Ha3BaHWe N0 UMeHW aBTopa. 3TO BPOXKAEH-
Has Tybynonatusi ¢ ayTOCOMHO-PELECCUMBHBIM TUMOM
HacnepoBaHusa, ¢ MyTaumen reHa SLC12A3, npuBso-
OSLLErO K CHUXKEHUIO PYHKUUWN TMa3nA-YyBCTBUTENb-
Horo Na+Cl- ko-TpaHcnopTepa B AMCTanbHbIX KaHalb-
uax. K HacTosweMy BpeMeHn MAEHTUPULMPOBAHO He
meHee, yeMm 100 myTaumi reHa SLC12A3, a pacnpo-
CTPaHEeHHOCTb AAHHOW NaToNOrMU MOXET COCTaBNATb
1:40 Tbic. cpeam kaBkasckoi nonynauuu [5, 6] v ewe
Bonee BbICOKMI ypoBeHb cpean snoHues [9].

CvHppoM MMTenbMaHa xapakTepusyeTcs rmnokanu-
eMuen, runomMarHueMumi, Metabonuyeckmm ankano-
30M, rMnoKanbLUMypuen, NoBbILEHNEM YPOBHS PEHMHA
W anbpoCcTepoHa, cnabocTbio, CyLoporamMu B MblLlLLAX,
HOPMaJsibHBbIM UM CHUXeHHbIM All, BO3MOXHbI crna-
BoBblpaXeHHble MOANYPUS U HUKTYpUs. B nutepaTy-
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pe MMeloTcs onucaHus pa3BuTUsa pabaoMuonnsa npu
TAXKENOW runokanneMun BnioTb A0 POPMUPOBAHUS
ocTpoit moyeyHoi HegoctatouHoctu [10], cnyyaes He-
NnepeHoOCUMOCTU CTaTMHOB B BWAE Pa3BUTUS MuomMa-
TUW Y UL, C HEPACMO3HAHHbBIM 10 3TOr0 CUHLPOMOM
MutenbMana [11], peunanBUPYOLLMX CUHKOMASbHbBIX
coctosHmin [12], BO3MOXHOCTb pa3BUTMA XpOHMue-
Ckon HedponaTUM C UCXOLOM B TEPMUHAJIBHYIO XPO-
HMUYECKYI0 MoYeyHyl HegoctatoyHocTs (XMH) [13],
XOPMOMAANbHOrO M cknepokanbumHo3a [14], napecre-
3ui, genpeccun [15], nepmogmueckoro runokanmeMu-
yeckoro napanuya [16]. CywiecTsyloT MHOrouYMcreH-
Hble HabNOAeHUs coyeTaHusa cuHapoma [uTenbMaHa
W XoHApOKanbumHo3a (MmpodpocdaTHoi apTponatvu)
C TUMUYHbBIM CYCTaBHbIM CUHAPOMOM M BO3MOXHOCTbIO
LoOUTLCS MpeKpaLleHns ocTpbIX MPUCTYNOB apTpuTa
NoCPeAcTBOM HasHauyeHws npenapatoB MarHus [17].
MocKkonbky Kak runokanmMemus, Tak u rurnoMarHmemMus
crnocobHbl BbI3BaTh yaMHeHUe nHTepBana QT, To Hey-
LUBUTENbHO, YTO Y BONbHbBIX € CMHAPOMOM [UTenbMaHa
MMeeTCs CKJIOHHOCTb K 6osiee 4YacTon perucTpaumm
yanvHeHHoro QT [18], a Takke BO3MOXHOCTb pa3Bu-
TUS NapoOKCU3MasbHbIX >KesyLo4YKOBbIX HapyLUeHWN
put™ma [19] v BHe3anHoi cMepTH [20].

Yto «KacaeTca noAxoB0B K Tepanuu CUHAPOMA
M'MtenbMaHa, To OHM B HacCTosILLLee BPEMS 0Ka3bliBatoT-
cA BeCbMa NpoCTbIMU U Mano3aTpaTtHbiMuy [5]:

® HasHayeHWe TnpenapaToB Kanus, MPeanoyTH-
TeflbHee per 0S B BUAE Kanus xaopupa no npuymHe
bonblien 6e30nacHOCTU; BHYTPUBEHHOe BBefeHMWE
Kanus Xxnopuna 3a4acTylo TaXeno nepeHocutcs bonb-
HbIMW, BO3MOXHO, BBUAY CJIULIKOM BbICTPOro nosbi-
LEHWUS| YPOBHS Kasiusl B OPraHu3Me;

® HasHayeHWe npenapaToB MarHWs B BUAE CYJb-
daTta nnu xnopuga MarHus;

* Npu HepocTaTouyHoM 3ddekTe — kanuin-cbe-
perawouwme anypetrkm (06bIYHO CMMPOHONAKTOH UK
TpUaMTepeH); MMeeTcs OMbIT YCNELWHOro NpUMeHeHNs
aHTaroHUCTa MWHEPaNoKOPTUKOUAHBLIX PeLenTopoB
annepeHoHa [21], a Takxe npsMoro nHrMbutopa pe-
HUHa — anuckupena [7].

* HecCTepouiHble NPOTMBOBOCMANWUTENIbHbIE Mpe-
napatbl B LiesioM MeHee 3¢ deKTUBHbBI, YeM Mpu knac-
cuyeckoM cuHgpoMe bapTTepa, ofHako MMeTCS CO-
obuieHns 1 06 nx ycrnewHoM npumeHeHum [5].

Bo3Bpallasicb K NnpnBeAEHHOMY KIMHUYECKOMY Ha-
BntofeHuto, nonaraeM, 4To, HECMOTPS Ha OTCYTCTBME
BepudUKaL MM fMarHo3a NoCpeAcTBOM reHETUYECKOMO
nccnefoBaHnd, OTHOCUTENbHO NO34HUN AebtoT 3abo-
NeBaHUs, 0TYETNMBas rMnokanbLuypusa y bonbHowm co
CTOMKMM TUMNOKaNMEMUYECKUM afikaio3oM W CKJIOH-

HOCTbIO K FMMOTOHWUW, MO3BOASOT AMArHOCTUPOBaTb
cuHapoM [WTenbMaHa, a He MHOW BapuaHT CUHAPO-
ma Baptrepa wnu ppyryto nepeuuHyto Tybynonatuio.
BeisinerHblie no Y3W n KT HeofHOPOAHOCTb CTPYKTY-
pbl Noyek, Hanbonee BEpOATHO, IBAAETCHA MPOSIBJIEHN-
eM HedpokanbLMHO3a BCIeACTBMNE OTIIOXKEHNS U36bI-
TOYHO peabcopbupyemoro Kanbuus.

B 3aknioueHne HeobxoanMo oTMETUTL, YTO XOTS A0
nocsefHero BpeMeHn cuHapoM MTenbMaHa cymTan-
CS1 OTHOCUTENbHO pefKou MaTtoNorne — B OQHOW U3
paboT 1988 r. pacnpocTpaHeHHOCTb 3TOro CMHApPOMA
B LLIBeunn oueHmBanacb kak 19 Ha 1 MAH Xutenen
[22], omHako anoHckue wuccneposatenn [9], mayuuns
4acToTy MyTaLWMW COOTBETCTBYKOLLUX F€HOB Ha MaTe-
pvane 1852 cybbekToB 13 0bLen nonynsauumn, nonara-
0T, 4TO PacnpoCTPaHeHHOCTb CMHApPOMa [UTenbMaHa
B AnoHuu ponxHa coctaBnatb 10,3 Ha 10 Tbic. Hacene-
Hus unun 1030 Ha 1 MaH xuTenen! axe ecnu npegno-
NOXWUTb, YTO UCTUHHAS PacnpOCTPAHEHHOCTb aHHOTOo
CMHAPOMA CpeAn POCCUMUCKMX FpaxkhaH Ha Mopsifok
HW>XXe, TO M B 3TOM CJly4ae MoslyyaeTcs HeyTelmnTeNb-
Has KapTWHa HaNW4YUs CONWAHOW rpynmnbl NaLWEHTOB,
obpaluatowmxcs B pasimyHble edyebHble yupexaeHuns
c Bpofie b6bl Hecneunduyecknmm xanobamm Ha obuuyto
cnabocTb, yTOMASIEMOCTb, NapecTe3nn, CKAOHHOCTb
K MOHW>XEHHOMY [aBfIEHWNIO N KypuUpyeMble CO cTepe-
OTUMHbBIM AMArHO30M «BEreToCoCyaMCTas QUCTOHUS,
a Mexfy TeM AMarHoCcTuKa CUHLPOMa HeCNoXHa, ne-
yebHas TakTMKa obwepocTynHa. BaxHo oTMeTUTb, YTO
XO0TS B LlesIoM cuHApoM [MTenibMaHa xapakTepu3syeTcs
CKJIOHHOCTbIO K TMMOTOHWUU WU HOPMalbHbLIM MoKa-
3atenaM All, onucaHbl cnyyau pa3BUTUS TMNEPTOHUN
Yy BAHHOW KaTeropuu naumeHToB, 0CODEHHO B MOXW-
nom sospacte [23].

[MoaToMy uenb HacTodwen nybnuvkaumm — npu-
BfleYb BHMMaHMe NpakTUYecKkMx Bpayen K 3ToW Mano
M3BECTHOW, HO SIBHO HELOOLLeHMBAEMOW MNaToNOrMK.
[Mpy 3TOM anropuT™ KAMHUYECKOM AMArHOCTUKM CUH-
ApoMa [uTenbMaHa nogpasymeBaeT HuoxmMmmuyeckoe
NOLTBEPXAEHNE CTOMKOM rMMoKannmeMuun, UCKoYe-
HVWe TakuX NPWYMH MocsiefHen, Kak JiekapCTBeHHas,
3HAOKPUHHAasA, noTepu kKanus yepe3 XKT, onpenene-
Hue pH cbiBOpoTKM (0XKMAAEM LLENOYHY0 peakumiol,
(3sakoHoMepHoe
CHWXeHWeE), ypoBeHb KanbLuypun (NoaTBepXKaeHeM

YpOBEHb CbIBOPOTOYHOro MarHuqa

LMarHo3a $IBASETCS CHUXEHME MOYEBOM 3KCKpeLuu
kanbuual. B ngeane tpebyetca noateepxaeHve auna-
rHo3a uccnefoBaHmeM myTaunn reHa SLC12A3.

B kapavonornyeckom npakTuke o BO3MOXHOM Ha-
IMYNKN Takon KOMOpPOUOHOM NaTonormm, Kak CUHAPOM
MTenbMaHa, BaXHO NMOMHUTb C TOYKW 3PEHUS MHTep-
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npeTaumu ncesgovwieMmyeckmx naMmeHeHunin no 3Kr,
yonnHeHus uHTepsana QT, onacHoCTW pa3BUTUSA MU-
onaTtun 1 pabgoMmonunsa npu HazHa4YeHUM CTaTUHOB,

ycyry6neH|/|9| rmnokanuneMmn npn nogkato4YeHnn ouny-

peTnkoB.

KOHpAUKT UHTepecoB: He 3asBJIEH.
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