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WHTEHCUBHASA TEPANUA TAXXENON
XXU3HEYIPOXAIOLWEWN T’MNOKAITMEMUN

OnucaH cnyyaw Tskenown runokanuemun (0,6 MMonb/n) € TSXKENon BTOPUYHOM MrMnoKanMeMmnyeckon Muonnermen, AByCTOPOHHEN CUMMETPUY-
HoOW KanbLmdrKaLlyel B roNOBHOM MO3re y nauneHTa ¢ XpPOHMYECKUM TyBynonHTepcTMumanbHbiM HePPUTOM.
KntoueBble crioBa: runokanvemusi, rmnokanuemMmyeckas Muonnerus, cuHapom Mrenbmana, Tybynonatus

A case report describes a severe hypokalemia (0,6 mmol/L) case with severe secondary hypokalemic generalized muscle weakness, bilateral
symmetric calcification in the brain in the patients with chronic tubulointerstitial nephritis.
Keywords: Hypokalemia, hypokalemic myoplegia, Gitelman syndrome, tubular disorder

Onsa untupoBaHusa: Yynakosa H.A., MNotanos A.®., Yynakos K.B., MateeeBa E.E., Tpumbauy U.A., iBaHoBa A.A. IHTEHCUBHas Tepanus Tsxe-
1OV XXU3HEeYyrpoXatoLLen runokanueMmn. AKyTckui MeguumHeknin xxypHan, 2025; 91(3): 145-150. https://doi.org/10.25789/YMJ.2025.91.31

BBepgeHune. Koppekuns anektponur-
HbIX HapyLUEeHU ABNSETCA OQHUM U3 OC-
HOBHbIX 3afja4 B NMOBCEAHEBHOM MPaKTu-
Ke Bpaya aHecTe3unonora-peaHumarorno-
ra. OCHOBHble aneKTponuThl, Tpebytowme
MOHUWUTOPUHra Npyv MHTEHCMBHON Tepanuu
60MNbHOro, HaxoasTCA BO BHEKINETOYHOM
(Na*, Ca?*, CI u HCO,) u BHyTpuKne-
TodHom (K*, Mg, HPO,*, H,PO,, S02)
BOAHBIX CEKTOpax U OnpeaensioT roMmeo-
CTa3 opraH1M3ma 4ernoBeka.

Kanuin — 0CHOBHOW BHYTPUKINETOYHbIV
KaTUOH, KOHLIEHTpaLMs ero B KIneTKke co-
craensieT 120-150 mmornb/n, 4TO cocTas-
nsiet 98% Bcero kanusi B opraHusme.
CopepxaHve kanusa B nepudepmnyeckon
KPOBM 3HAYUTENBHO HXE U B HOPME Ha-

YYNAKOBA Hapexpa AnekcaHApoBHa — accu-
cteHT, ®TAQOY BO «CeBepo-BocTouHblit tene-
panbHbil yHuBepcuteT umenn M.K. Ammocosa»
(677000, r. AxyTck, yn. OnyHckoro, 27), Bpay aHe-
cresuonor-peanumatonor  bY PC (A) «AkyT-
ckasi pecnybnukaHckas knuHuyeckas 6onbHuLa»
(677000, r.AkyTck, yn. CtapyxuHa 81/3), ORCID:
0009-0001-5356-2950, chulakovan@list.ru; MOTA-
MOB Anekcangp ®ununnoBuY — A.M.H., Npog.,
®FAOY BO «CeBepo-BocTouHblit hefepanbHbiit
yHusepcuteT umenn M.K. AmmocoBay, Bpay aHe-
ctesunonor-peanumatonor [BY PC (A) «AkyTckas
pecnybnukaHckas  knuHuyeckas — BonbHuua,
ORCID: 0000-0003-2087-543X, potapov-paf@
mail.ru;

IBY PC(A) «AkyTckas pecnybnvkaHckas KnvHuM-
yeckas 6onbHuua»: YYNTAKOB Kupunn Buktopo-
BuY — 3aB. otaenexnnem, ORCID: 0009-0001-6781-
9550, world@rambler.ru; MATBEEBA EkaTtepuHa
EBreHbeBHa — Bpa4 aHeCTe3nonor-peaHnMaTonor,
katya.eryomenko.92@mail.ru; TPUMBAY WsaH
AHaTonbeBUY — Bpay aHeCTe3nornor-peaHnMarto-
nor, trimbach747@gmail.com.

WBAHOBA Anb6uHa AMMOCOBHa — [.M.H., [0-
LeHT, 3aB. kacdeppon, ®TAQY BO «Ceepo-Boc-
TOYHbIA (pefepanbHbil yHuBepcuteT umeHn M.K.
Ammocosa»,  ORCID:  0000-0002-3782-6864,
iaa_60@mail.ry;

xoauTtca B npegenax 3,5-5,5 mmonb/n
[9]. CopepxaHve kanus M ero TpaHc-
nopT Mexay KINeTKoWm WU WUHTEepPCTULMEM
3aBUCUT OT NUTAHUS YenoBeka, PYHKUMMK
noyek, npvemMa nekapCcTBEHHbIX Mpena-
patoB 1 paboTbl 3HOOKPUHHOW CUCTEMbI
(KOHUEHTpauun anbgoCTEPOHA M MHCY-
nvHa) [16]. BanaHc kanusa B opraHusme
YyenoBeka, nogaepkaHue ero B npegenax
y3KOro AnanasoHa OCyLLEeCTBNSIETCA ABY-
MS MexaHu3mMaMmu: MepBbi perynupyet
€ero BblAeneHne 4yepes MOYKM U KULLIeY-
HWK, BTOPOW MOJOEPXUBAET pPasHuLY
KOHLIEHTpaLUMI BO BHYTPU- N BHEKITETOY-
HOM MpPOCTpaHCTBaXx.

B knuHu4eckon npakTuke Hambonee
pacnpocTpaHeHHbIM  3MNEKTPOSIUTHbIM
HapyLleHneM SIBMSIeTCSl rMnokanvemus
— CHWXKEHWe coaepXaHung Kanusi B nnas-
Me KpoBM HMXe 3,5 mmonb/n. CHuKeHne
kanusa Hwke 3,0 Mmonb/n cuyuTaetcs
runokanuemMmen TSXKENnom CcTeneHn, a
3HaYeHus1 HWxe 2,5 Mmonb/n aABnseTcs
nokasaHMeM K rocnutanmsauumn naumeH-
Ta 1 ero HeameanMTeNbHON KOppPEKLMM
B YCNoBUSAX cTaumoHapa. Huskuin ypo-
BEHb Kanusi ygenuumsaet Bo36yaMMOCTb
MeMbpaH KapAnoOMUOLMTOB, YTO NPUBO-
OUT K YBENUYEHUIO CEPAEYHOro aBToMa-
TM3Ma U 3afepXKe Xenyao4yKoBOW pe-
nonapusaumv, Begyllen K dartanbHbIM
aputmuam [8].

B pmaHHOM uccnegoBaHuM NpeacTa.-
NEeH KMWHWYECKUA Ccrnyvanm runokanm-
eMun, Koraa MUHMManbHOe 3HayeHue
kanusa kposu 6ornbHoro coctaswuno 0,6
MMOnb/M.

KnuHuyeckun cny4an. lMaumeHt 26
net noctynun B 2024 r. B [locyaapcTBeH-
Hoe OtomxeTHoe ydpexaeHue Pecny-
onukn Caxa (Akytusa) «AkyTckasa pecny-
OnukaHckast KnuHudeckass GonbHULEa»
(«AIPKB») C KIWHUYECKMM OCHOBHbIM
OnarHo3oM: XpOHUYECKUI TyOynouHTep-

CTMUManbHbI HePPUT HEYTOUHEHHbIN.
XBIN 2 craguu, CK® 85,6 mn/Mun/1,73
m2. TyBynsipHasi HeJOCTaTOYHOCTb TSXe-
nown ctenenun Tshkectn. He mncknrovaetca
coneTepsitolasi noyka (cuHopom baprt-
Tepa? Mtenbmana? ®aHkoHn?). OcTpoe
nospexgeHue noyvek. CocTosHne nocne
3aMeCTUTENbHOM  MOYeYHOW  Tepanuu
(remogmanus) Ne5 (ot 2022 r.). Ocnox-
HEHMs1 OCHOBHOIO AnarHos3a: BTopuyHbIi
rmnepanbaoCTeEPOHN3M. ANEKTPONUTHBIE
HapyLUEHNS TSDKENOW CTEMNEHU TSXKECTW.
BtopuyHas aHTeponatus. [MosgHss ro-
cnuTanu3auus. BTopuuHbIN MMMYyHOZe-
duumnT. NMHEBMOHUA cpedHen CcTeneHu
TSXKECTU B CTaguu paspelleHus. [ucme-
Tabonunyeckas saHuedanonaTus TsKenomn
CTEMNEHN TAKECTU C MOSTHbIM BOCCTaHOB-
neHvem. TOKCUMYECKUA renaTuT Ierkom
CTEneHn TSHKEeCTU B CTaAMMN paspeLleHmst.
ConyTcTByOWMI AnarHo3: Aputemaros-
Has racTponatusi. [IByXCTOPOHHUIA BEpPX-
HEYernCTHOM CUHYCUT crpaBa B cTaguu
akccygauun. vnonnasusa LWUTOBUOHOMN
xenesbl. JyTupeos. PesugyanbHas 3H-

uedanonatus. AHrmopetTmHonatus no
nwemmuyeckomy tuny OU.
Xanobbl npu nocTynnexruu: cna-

60CTb, CyXOCTb BO PTY, Xaxpa, OTCyT-
CTBME annetuTa, MblleyHble 6onu, cHu-
XEHUe KONMM4YecTBa MOYM U OTCYTCTBME
ctyna 6onee 5-7 gHen.

AHamHe3 3abornesaHusi. Co cnos na-
LUMeHTa, yXydLleHne COCTOSIHUSI OTMeYa-
€T B TeYeHue 2 mecsLeB, korga nepecran
NPUHUMaTb PEKOMEHOOBaHHbIA paHee
npenapat kanusa (300 Mr B cyTku per os).
OTmevanucb TOLWIHOTaA, pBOTA W XWA-
KWIA CTyn, MOBbILLIEHWE TeMnepaTypbl 40
38°C, no noBoay 4ero neuyurics ambyna-
TopHO. OBpaTtnncsa 3a MeauuUMHCKON no-
molibto B PecnybnmkaHckyto GonbHuLY
Ne2 — LleHTp 9KCTpeHHOW MEAULMHCKON
nomoLum (PB Ne2-LISMIM), Tonbko cnycTsi
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2 Mecsua oT Havarna 3abonesaHus, korga
NOSIBUNNCh «TSAHYLLME GONM» B HUWKHUX
KOHEYHOCTSIX, YMEHbLUEHNE KONMUYecTBa
MouM 1 notepsi Beca 6onee 5 kr. MNocne
obcnefoBaHnst B YCNOBUSIX MPUEMHOrO
OTAENeHnss MauueHT HarmpaefneH B Te-
panesTudeckoe otaenenne APKBE un no
TSKECTU COCTOSIHWS FOCMUTaNM3nMpoBaH
B OTErNeHne aHecTe3nonornum, peaHma-
unn 1 nHTeHcmBHou Tepanun (OAPUT).
AHamHe3 xu3Hu. Co crnoB 60nbHOro,
poc n passuBancsa 6e3 ocobGeHHOCTeN.
O6pa3oBaHue — cpefgHee-cneuunanbHoe,

pabotaet nosapom. CemeliHoe mono-
XeHune — XeHat. HacneacTBeHHOCTb, CO
CNOB NauuneHTa, He OTSAroLeHa.
Habntogaetca y Bpada-Hedpponora
¢ 2022 r. ¢ guarHosom: N12. TyBynowuh-
TepCTUUMAnbHbIA  HepPUT, HEeYTOYHEH-
HbIl KaK OCTpbIM WNN XpOHWYeckuin. B
nepuog 2022-2024 rr. HeEoOOQHOKpaTHO
npoxoaun obcrnefoBaHWe W neyeHne B
cTaumoHapax r. fkyTcka, Bkrovas 3a-
MECTUTENbHYIO MOYEeYHyl0 Tepanuio (re-
moguanus). B wuone 2023 r. npoxogun
nevenve B ycnosusix OAPUT PB Ne2-

LIGMIN no nosogy runokanuemMun Ao
0,7 mmonb/n. Ona yTOYHEHUA AMarHosa
B 2023 r. npoBogunach TenemeaunumH-
ckas KoHcynbraumsi ¢ ®PegepanbHbiM
rocy4apCTBEHHbIM OIOMKETHBIM  YUYpEX-
ageHnem «HaumoHanbHbI MeguLMHCKUN
NCCNefoBaTENbCKUA LEHTP 3HOOKPUHO-
norun» MuHsgpasa PO, B xoge kotopown
ObINo pekomeHaoBaHO obcnegoBaHue
ONa UCKIMIYEeHMs HacnencTBEeHHbIX
Tyb6ynonatuii. B 2024 r. npoxogun
obcnegoBaHue y Bpava-3HOOKPUHOMO-
ra u Bpadva-reHeTuka B PecnybnukaH-

JluHAMHUKa KIIMHUKO-1a00PaTOPHBIX NOKa3aTeJiell U MeToabl JiedeHuss B OAPUT

[oxazarenn [pu noctymnernu 1 cytkn 2 cyTKH 3 cyTKH 4 cyTkH 5 cyTKH 6 cyTKH 11 cyTku
pH
[7,320-7,420] 7,428 7,416 7,311 7,435 7,369 7,476 7,418 7,358
Harpwii, MMoIt/n
[135.0-145,0] 120,0 125,0 136,0 140,0 141,0 140,0 146,0 135,0
Kaumii, MMoIs/it
3,7-5,3] 0,9 0,6 1,2 2,9 2,7 4,3 2,4 2,6
Kanb1uii, MMOJIB/JT
[1,15-1,29] 1,08 1,05 1,19 0,85 1,10 1,19 1,92 1,17
Jlakrar, MMOJIB/IT
[0,5-1,6] 1,9 2,1 2,6 2,0 3,1 1,0 1,3 2,7
Jleitkorursl, 10°/11
[4.00-9,50] 21,08 17,55 25,75 28,85 19,79 14,68 10,59 7,36
Hetitpodusr, %
[37,0-72.0] 87,0 81,3 96,2 86,9 85,3 83,8 76,5 70,9
Jlumdormtsr, %
120.0-40,0] 8.3 13,6 1,4 7,7 8,5 10,0 15,5 23,1
KpearnHuH, MKMOMIB/T
[62,0-106,0] 139,1 169,0 135,0 148,0 151,0 132,0 148,0 92,0
CK® (CKD-EPT) 68 53 71 63 61 73 63 115
mi/mMuH/1,73m
JIAT En/n
[135,0-225,0] 2252 238,0 210,0 331,0 368,0 661,0 586,9 413,0
[Colf?’oli“/ m 49,66 62.4 29.5 102,1 179.2 2323 175,53 8.4
KT ar/mn 0,5 - 2,0 10,0 2,0 0,5 Otp oTp
Juypes, ma/kr/gac (o0umid 3,9 5,6 2.8 1,4 3,1 3,3 4,0 2.4
0o0BbeM, MiT) (800 mut) (6800 mur) | (3400 mu) | (1700 mm) | (3800 mur) | (4100 mur) | (4900 mum) | (2900 mom)
KKT [Tape3 kumeynuka Cryn - Cryn -
OGbem ungysnonnoil 1470 7510 5360 3360 2720 2360 2360 1780
Teparnuu, Ml
Wudysus 4% pacteopa KCI, 450 mu 450 ma 450 man 140mu 140mu 80mun 140 mn 31)(% ;Sr
MIT (MMOJTB/IT) (241,2) (241,2) (241,2) (75,0) (75,0) (42,9) (75,0) B CyTKH
Pecniuparopnas nonnepixkka WuBasusnas 1BJI BHHaSag‘J’I};;IPI:IHKaTeTep -
Wudyszus Hopanpenanmna, ) 02 12 0.5 0.5 0.4 0.2/- )
MKTI/KI/MHH ’ ” ’ ’ ’ ’

Nel No2 Ne3 Nod

AP, 1 - - 124 124 104 - 104 -

[pumeuganne. CK® — ckopocts kirydoukoBoii punsrpanmu, CKD-EPI — Chronic Kidney Disease Epidemiology Collaboration Formula, JIAT' —
nakraraeruaporenasa, CPb — C-peaxruBHslii 6enok, KK T-xenynouno-kumednsiii Tpakt, [J1® — remoguadunsrpanus, MBJI — uckyccTBenHas

BCHTHIIALMA JICTKHUX.
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ckon  GonbHuue Ne1-HaumoHanbHbIN
LUeHTp meamumHbl um. M.E. HwukonaeBa
(PB Ne1-HLM), roe no pesynsratam na-
60opaTopHbIX AaHHbIX OblN BbISIBMEHbI
runokanuemus (2,36 mmone/n), runomar-
He3nemus (0,69 mmonb/n), runepkansLm-
emus (2,51 mmonb/n), runokansuuypus
(0,78 mmone/n), runeppeHuHemus (166,2
nr/mn), rmnepansgoctepoHnam (761,8 nr/
mn). MNaumeHTy ObINO pekomMeHOOoBaHO
reHeTu4eckoe wuccrieqosaHve Mo npo-
dunio «Tybynonatumy. PekomeHayemble
obcrnefoBaHWs NaLMEHT He MPOXOAMI Mo
ceMenHbIM 06CcToATENbCTBAM.

CoctosHune npu noctynnexun B OA-
PUT T1spkenoe, o0OyCrnOBNEHO BOAHO-
SMNEKTPONUTHBIMU HapyLleHnaMu (Tsxe-
nas runokanuemus, runoBonemmnyeckas
rMnoHaTpmemMusi), Cencucom, runokanm-
eMM1YeCKON MUoMnernen ¢ napesom Ku-
LUeYHUKa.

Poct — 160 cm, Bec — 51 «kr, uHgekc
Macchl Tena — 19,9 kr/m2. OueHka Taxe-
ctn no wkanam APACHE [I-16 6annos,
SOFA-2 6anna. CK® (CKD-EPI) — 68 mn/
MUH/1,73M2.

Co3sHaHue sicHoe (15 6annos no Lka-
ne koM [Masro), aguHammyeH. KoxHble
MOKPOBbI 1 BUAWMbIE CM3UCTblEe 0ObIY-
HOWM OKpacku, BNaxHble. [bixaHne camo-
CTOATENbHOE, POBHOE, MPW aycKyrnbTauum
NPOBOAUTCS MO BCEM MOMSAM, XeCTKoe,
Xpunbl He BbicnywmBatoTcsa. [emoamHa-
muka: A 106/63 mm pr.ct., UCC-62 B
MUHYTY. A3bIK CyX0Oln, C 6enbiM HaneToMm.
XKuBOT BTSHYT, nepucTansTvka BbICIY-
lmnBaetcs, Bsanas. MoyencnyckaHne ca-
MOCTOSATENbHOE, YCTaHOBMNEH MOYEBOW
KaTeTep, NO KOTOPOMY BblAENSETCA MOYa
cofnioMeHHo-xenToro useta. MNepudepu-
YeCKMX OTEKOB HET.

Mpwn noctynnexHun B APKB B pesyrnb-
TaTe nabopaTopHbIX (KNMHUYECKMe W
Buoxummyeckme aHanmsbl KPOBU Y MOYM)
W VHCTPYMEHTasbHbIX WCCRenoBaHui
(komnbtoTepHble Tomorpadus (KT) op-
raHoB rpygHon knetkn (OI'K) n opraHoB
6ptowHon nonoctu (OBI1), yneTpassyko-
Boe uccnegosaHue OB, OKI, axokap-
avorpadus) BbIIBNEHbl HU3KMI YPOBEHb
B nnasme kposu kanusa (0,9 mmons/n),
HaTpusa (120 mMmonb/mn), Npu3Haku OBY-
CTOPOHHEN HedponaTtun, AnddysHble
n3aMeHeHnss obenx noyek c nNpusHakamm
rmnoTpoun KOPKOBOTO CrOS, OKPYrInoe
rmnogeHcuBHoe obpasoBaHuWe cpegHen
TPeTM MpaBoW MOYKW, MPU3HAKM YTOM-
LLIEHNSI CTEHKN MOYEBOTrO My3bIpsi U Chu-
3ucTor 060MOoYKM TONCTOrO KULLEYHMKA.
Ha OKI' — cvHycOBbI pUTM C YacToTOMn
cepaeyHbIX cokpalleHuin 68 ya/mMuH, He-
nonHasa AB 6riokaga | ctenenu, ycuneHbl
noTeHuuansl NpaBoro xenygoyka, and-
dys3Hble M3MeHeHns Muokapda, 6onee
BbIPaXXeHHbIE MO NepefHen cTeHke, bro-

KMpOBaHHble NpeacepaHble  3KCTpacu-
cronuu.

OCHOBHblE  KIMHUKO-NabopaTopHble
nokasatenu nauueHTa npu nocTynneHun
B OAPUT v B guHamuke, a Takke npose-
[OEHHble MEeTOAbl NeYeHuss npeacTasne-
Hbl B Tabn. 1, nokasaTtenu reMoguHaMumKku
Ha puc. 1.

B nepuopg neveHus 6onbHoro B OA-
PUT He Gbino Bo3amoxHocTM nabopatop-
HOro onpeaeneHns ypoBHSA MarHusi B Kpo-
Bu. OpHako, yumTbiBas KIMHWUKO-Nabo-
paTOpPHYH KapTUHY W FMNoMarHe3emuio
B aHamHese, MaumMeHTy MpeBEHTUBHO
HasHavanca npenapat marHus (MarHus
cynbdat 25% 10 mn 2 pasa B CyTkw).

Komnnekc wWHTEHCMBHOW Tepanuu B
OAPWUT Bkntoyan vHdy3suto kpuctanmou-
[OB C [OMOSTHUTENBHON MUKPOCTPYNHOWN

HOpaapeHanuH
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3
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Cymear B OAPHT
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nHopysunen 4% KCI, pecnupatopHyto, Ba-
30MPECCOPHYI0,  racTPOMNPOTEKTUBHY!HO,
aHTUKOArynaHTHYIO Tepanuio, 3HTeparnb-
HYlO HYTPULIMOHHYH MOJOEPXKKY MoA-
OEpXKKY M CMMNTOMATUYECKOe meveHue.
YuntbiBas BbIPaKEHHbIA  NENKOLMTO3
(21,08*10°/n) GbINM HasHa4YeHbl aHTMOWO-
TUKM (Tabn.1).

YuntbiBas BbIPAXEHHYHO runokanue-
MU0 B TEYEHUE ANUTENbHOIO BPEMEHU
(o paHHbIM aHamHe3a [fBa nocneg-
HUX MecsiLa), ee KOppeKkumuss He Hocuna
«arpeccuBHbIA» XapakTep U MNPOBOAM-
nacb nyTemMm MUKPOCTPYMHOM WH(Y3WN B
nepsble gHU B Jo3e 240 mmorb.

HecmoTpa Ha HadaTylo Tepanuio, B
nepBble CyTKM rocnuTanuMsauun cra-
N1 HapacTaTb MbllleyHas crnaboctb 1
oCTpas AblxaTenbHas HegoCTaTOYHOCTb

96

100

75 i 80

81
71 73
60
| 55
10
9 10 11

e TCC (yapoE/MuE

Hacrora cepetipin cORpanienii, yaapon B MEmyTy

Puc. 1. OcHoBHble nokasatenu remoguvHamuku. KpacHas ctpenka — MHQy3us Basonpeccopa
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Puc. 2. [lnHamuka ypoBHsi Kanus BeHO3HOW KpoBu. CHMHME CTpenku — ceaHcbl remoanadusib-

Tpauun
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(OOH), 4yTto nocnyxuno noka3aHuem K
MHTyBaumMm Tpaxeu W Hayany WHBa3uB-
HOW MCKYCCTBEHHOW BEHTUNSILUW NETKMX
(MBI). B cBsi3n ¢ apTepuanbHOM rmno-
TeH3nen noTpeboBanocb MOAKMYEHMEe
Ba3onpeccopa — BHYTPUBEHHO MUKpPO-
CTPYMHO Ha3Ha4eH HopagpeHanuH B Jo-
3upoBke 0,2-1,2 MKr/Kr/MUH gns nogaep-
xaHus cpegHero Al Ha yposHe 95 mm.pT.
cT. BasonpeccopHas Tepanusi 6bina npe-
KpalleHa Ha 6-e cyTku npu ctabunmsa-
uun remoamMHamukm (cuctonuydeckoe Al
Bbilwe 100 Mm pT.CT.).

[ns Koppekuuy HapyLlieHWn BOAHO-
3MNeKTponMTHoro obmeHa u B CBSI3M C
npu3HakaMmu CUCTEMHON BoCManutenb-
HOWN peakuun GbINO MPUHATO peLleHne o
npoBegeHun acpdepeHTHOro meToaa ne-
YEHNs1 — HeMnpepbIBHOW BEHO-BEHO3HOWM
remogunadcpunstpaumm (FAP). OuHamuka
YPOBHS Kanusi B nrna3me KpoBu Ha oHe
NpoBOAMMOW Tepanuu npeacraBrieHa Ha
puc. 2.

Ha ¢oHe npoBoaMmon MHTEHCUBHOWM
Tepanuu  OTMeYeHa  MoNoXUTenbHas
KnuHWKo-nabopaTopHas AMHaMuka, BOC-
CTaHOBIEHME MbILLIEYHOrO TOHyCa, afek-
BaTHOTO CMOHTAHHOIO [AbIXaHus W ne-
puCTansTUKN KnwevHuka. Ha 4-e cyTku,
nauueHT 6bin otnydeH ot MBI n akcTy-
OupoBaH. Yepe3 11 CyTOK MHTEHCUBHOMN
Tepanuu B ycnosusx OAPUT naumeHT c
YPOBHEM Kanus 2,6 mmonb/n 6bin nepe-
Be[EeH ANs AanbHeNLero nevyeHuns B npo-
dmnbHOE oTAEneHue.

B OAPUT, Hapsay C UHTEHCMBHOW Te-
panuen, Anst yTOMHEHUs AvarHosa npo-
BOOAWMUCb AOMOMHUTENbHbIE WUCCNEAo-
BaHWA: onpeaerneHbl ypoBeHb KopTusona
kpoBu (yTpo) — 1190,69 Hmonb/n (N=166-
507 Hmonb/n  (yTpO)), TUPEOTPOMHOro
ropmoHa — 1,22 mkME/mn (N=0,40-4,00
MKME/mn), kanbuua B moye — 0,73
mmMonb/n (N=2,5-7,5 wmmonbe/n), wmar-
Hust kpoen 0,89 mmonb/n (N=0,73-1,06
MMOnb/N). BTOPWYHBIA anbAoCTEPOHN3M
Obln NOATBEpPXAEH CreayllwyMmM aHa-
nuM3amu: peHuH (nexa) 166,20 mkME/mn
(N=4,40-46,10 mkME/mn), anbgocTepoH
(nexa) 761,90 nr/mn (N=30,00-172,00
nr/mn).

VckntoyeH OHKOMOrM4ecknin reHes ru-
nokanvemMun — pakoBbli 3MOpPMOHanb-
HbI aHTUreH — 2,5 Hr/mn (N meHee 5 Hr/
mn), CA-15-3 — 6,9 Ea/mn (N=0-25 ELI/
mn), ansda-cetonpotrenH — 4,4 Hr/mn
(N=0-8 Hr/mn).

WcknioveH psig ayTOMMMYHHbIX  3a-
boneBaHui  (cknepogepmusi, ayTouM-
MYHHblE CUCTEMHble BacKynuTbl, IgA-
HedponaTtnsi, ayTOMMMYHHBIA renartur,
b6one3Hb KpoHa, cuctemHas kpacHas
BOMYaHKa W Ap.): aHTUHENTPOdUIbHbIE
aHTuTena (ANCA), aHTUHyKnepaHble aH-
tutena (ANA) — oTpuuaTtenbHble, aHTU-

Ttena k AHK HatneHOM — 11 ME/Mn (N=0-
20), aHTUTENa K UMKIMYECKOMY LIMTpynu-
HoBoMy nenTtuay (aHTn-CPP) — 9,4 En/
mn (N=0-20), aHTUTENa K MUENONEpPOK-
cupase — 2,2 Eg/mn (N=0-20), aHTuTena
K Hykneocomam — 10 Eg/mn (N=0-20),
aytoaHTuTena knacca IgG K aHTureHy
Sci-70 — 6 En/mn (N=0-15), aHTuHyKne-
apHble aHTUTENna Kk Sm-aHTureHy — 3,2
ME/mn (N=0-15), aHTuTena K aHTureHam
mutoxoHapui — 7,7 (N=<10 ME/mn). Uc-
KMoYeHa [rnioTeHoBas dHTeponatus —
aHTuTena Kk rmuaguny 1gG - 9,291 Eg/mn
(N=0-25), IgA - 9,426 Ep/mn (N=0-25).

Ha KT ronosHOro mosra BbisiBNeHa
CMMMeTpUYHas Kanbumdukauma B noa-
KOPKOBBIX CTPYKTypax (XBocTaToro s4pa,
ckopnynel, GnegHoro Lwapa, BHYTpeH-
Hen Kancynbl), y4acTku Kanbuudukaumm
B cybkopTukanbHoM ©6enom BellecTBe
cpeaHen no6HOW M3BUNHBLI 06eunx nory-
Lapvi, B NPOEKUMUM LUMLLKOBUOHON Xe-
nesbl, 3aTbINIOYHbIX porax, B 0benx nony-
Lapusx mosxeuka (puc. 3).

Taknum obpasom, anddepeHumans-
Has AMarHoCTMKa W NeveHne runokanu-
€MUK OCTaloTCs CrOXHOW 3apadven. ITo
obycrnoBneHo MHoxecTBoM 3abonesa-
HUA U OCTPbIX COCTOSIHWUW, KOTOPbIE CO-
NpoBOXAalTCs runokanvemmen (puc. 4)
[9, 16].

B npeactaBneHHOM  KIUHUYECKOM
criyyae, cpeay yKasaHHbIX BblLLe NPUYnH
rmnokanuemuun, Haunbornee BEpPOATHBIM
cymTaem Hanuume y 60nbHOro CUHAPO-

Tunokannemis
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Puc. 3. [IByCTOPOHHAS CUMMETpUYHasA Kanb-
undurKaums B MOAKOPKOBbIX CTPYKTypax W
CcybKOpTUKanbHbIX OTAEnax CpeaHux NOBHbIX
N3BUIMUH

ma lutenbmaHa (CI) — ayTocomHo-pe-
LeccuMBHOro 3aboneBaHUsi  MOYEYHbIX
KaHanbueB, OOYyCNOBMEHHOro aedek-
ToM reHa SLC12A3, koTopbln KogmpyeT
TMa3na-4yBCTBUTENbHbIN TPAHCNOPTEp —
NCCT B ancrtanbHOM M3BMTOM KaHarnbLe
N NPUBOOUT K CHWDKEHUO peabcopbumnn
HaTpusA, Kanua u xnopa. XapaktepHas
AN JaHHOro CcuHApoMa runomMarHese-
MUSI BO3HWKAET M3-33 CHWKEHUSA aKTUB-
HocTn TRPMG6 (transient receptor poten-
tial cation channel subfamily M member
6) [5, 13].

B HacTtosillee Bpemsi pacnpocTpa-
HeHHOCTb CI Heum3BecCTHa, B CpegHewm,

NIEKAPCTBCHHO-
HHAYLHPOBAHHAR

HENCKAPCTBEHHAR

mmp;ff.'fé’: 3:{1':‘;:23:!1}::8 TyGynonariu n?::::m
|
oy PP aocT<pomo ! conapon Bapracp | (frpsneonammce
o o enoctepoupopyona Ly oo | [Hrmomarnesnewna
wnsocrpsponponss (L oo s [ pommec

HAHOMATHYCCKAR
THICPIUTA3HA
HAAMOTCHHHKOB

cemeii bl
THICPATBI0CTEPOHHIM —

THIOKATHCMHHECKH
1 ii neproaMtIeCKuit
napaiu4

CHHAPOM MHHMOTO M!GL[‘I'K‘:I
MHHEPATOKOPTHROMIOB -

CHHIPOM IKTONHPOBAHHON NPOIYKIMH

. ANbI0CTEPOHA
(BI{E}I&J‘[I‘[O‘-IE‘{IIHICQRW JIOKAMTHIALHA

ANBAOCTEPOHNPOAYUHPYIOLIHX ONYX0ICH)

Puc. 4. [unarpamma aTnonorum runokanuemmm



CumMnroMaTuka CHUHApPOMA lureabmana

[IposiBnenus

CepIIe‘{HO-COCyI[I/ICTaSI CHUCTCMa

OKI — nceBnonnieMuueckue MposiBICHUS, YATHHEHIE
QT (c pa3BUTHEM APOKCU3MAIBHBIX JKETyTOYKOBBIX
apUTMHUI 1 BHe3armHoi cMepTH) [1]
CKJIOHHOCTb K TMIIOTOHMM WU HopMaabHOMYy AJI [11]

HepBHaS{ cucremMa

YTomuseMocTs
[MapecTe3uu
Jenpeccun
Cna3Mbl B KOHEUHOCTSX (TETAHHS)
JIByCTOPOHHSISI KaIbLH(UKALIUSI B TOJIOBHOM Mo3re [6]

MpliieyHas cucTeMa

Muonuierusi pa3in4Hol cteneHu TshxectH [10]
Puck pa3BuTHs MUOTIATHH ¥ PaOIOMHOIN3a

IIpyu Ha3HA4YCHUHN CTaTUHOB

l'unoxanuemus
DJEeKTPOIUTHBIE HAPYILECHUS I'mnmomaruesemust
T'unepxanbuuemust
AJBIOCTEPOHU3M
OHIOKpUHHAsA cUCTeMa lNuneppenunemus

Jeduuut macchl Tena

Koxa

Jepmarur

KoctHas cucrtema

XonapoxkanbuuHo3 (mupodocdarnas aprponarus) [2]

Octeomnopo3

Aptpanruu [4]

I'maza CkiepoxopronansHble Kaapuupuranuu [13, 14]
[Iporpeccupyronmii TyOyIOMHTEPCTUIHANEHBINA HEQPUT
ITouku (o TXIIH)
OIIIT (mpu pabmomuonuse)
KT TTape3 kuIIeYHHKA (3aMOPBI, THHAMUYECKast OCTpast

KHUIIEUHAas! HEIPOXOAUMOCTS) [4]

yKasblBaloTCA AaHHble 0 25 cnyyasx Ha
1 MnH. HaceneHus [3, 15]. Ona CI xa-
pakTepHbl rUnepanbaoCTEPOHU3M,  TU-
neppeHuHeMus Ha ¢oHe HopMarbHOro
W CHWXXEHHOTO apTepunarnsHOro aaene-
Hus [10], NoBbILLEHNE 3KCKpeUUn Kanus
MU MarHusi C MOYOW, a TakKe CHWXKEeHue
kanbumypun (meHee 2,0 mmons/n) [5].
MocnenHee ABMSETCS BaXKHbIM 3BEHOM

anddpepeHumansHOn  ONArHOCTUKM B
nonb3y CI. ToYHbIA MexaHW3M rmnokarnb-
LMypun He W3BECTeH, npepronaraeTcs
noBbIlLEHWe MaccuBHOW peabcopbuum
KanbLusi, HapyLLeHWe BXo4a HaTpus C no-
crnegylowmnm BOBMEYEHMEM KarnbLMeBbIX
kaHanos, nubo HapylweHue pabotbl Na/
Ca-obmeHHuka [3]. Tvnepkanbunemus
NPUBOAUT K MPOrpeccupyolen KanbLm-
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dvkaumm, onucaHbl crnyyYau C nporpec-
cupytoLlelnn BYCTOPOHHEN kanbuuduka-
LMen B ronoBHOM Mo3re [6], XoHapoKanb-
umHo3 [2, 13], cknepoxopuovganbHble
kanbumdukaummn [13, 14]. OnarHos CI
NnoaoTBEPXKOAETCA  FEHETUYECKMM  UC-
cnepgoBaHvem MyTtauumn reHa SLCT12A38.
CvmnTOMbl  cvHaopomMa [uTenbmaHa vy
B3POCMbIX NALMEHTOB MO AaHHbIM Hayu-
HbIX Ny6rnkaLuun oTpaxeHsl B Tabn. 2.

[o6asum, 4to kpome CI™ npoBogunach
anddpepeHumnansHad guarHoctmka
cvHapomom BapTtTepa n nepBuYHbBIM U-
nepanbaoCTEPOHN3MOM, OCHOBHbIE KIW-
HUYecKne MposiBNeHns KOTOPbIX npea-
cTaBneHbl B Tabn. 3. CuHgpom baptTepa,
B otnnune ot CI, xapaktepusyeTtcs Bbl-
pPaXeHHOW nonupypuen, runokanbume-
MUEN N HECMELMMPUYHOCTBIO N3MEHEHUI
A. Mpn nepBnYHOM rnnepanbaoCcTepPo-
HM3Me M3ObITOYHAs NPOAYKUMS anbpo-
CTepoHa aBTOHOMHA WM OTHOCUTENbHO
aBTOHOMHA OT PEHUH-aHMMOTEH3NHOBOW
CUCTEMbI U TMAaBHbIM KITUMHUYECKUM MpU-
3HaKOM SIBMSIETCA CUHOPOM apTepuarnb-
HOW TUNEPTEH3UN C U3MEHEHWEM COCY-
[0B rMa3Horo AHa v ronoBHbIMK 6onsiMu
[7,12]. Takke onst NnepBUYHOrO rmnepanb-
OOCTEpPOHU3Ma  XapaKTepHbl Hanuune
MaKpo- Y MUKPOAZLEHOMbl HaAMno4YeYHU-
KOB, YTOSLLEHUS HOXEK HAAMOYEYHUNKOB,
runepnnasum, U3MeHeHUs aHaToMun BEH
n apyrve cneunguyHble N3MeHeHus, Bbl-
SIBNsiEMble MPU TONUYECKOW ANArHoCTUKe
(yneTpa3BykoBoe UccnenoBaHWe, KOM-
NblOTEPHAss W MarHUTHO-pe30HaHCHas
Tomorpadusi, cumHTUrpadusi Hagnoyey-
HukoB ¢ 131-I-xonectepuHom, dnebdo-
rpadus HagnoO4YeYHNKOB C CENEKTUBHbBIM
3abopom KpoBw).

3akntoyeHune. Takum o6pasom, and-
depeHumansHas AMarHoCcTvka MpUYmHbI
TSOKENOW runoKanmemmn npeacraBnser
CMOXHYI0 3a4a4y B KNMHUYECKON NpakTu-

JuddepennnaibHas IHATHOCTHKA HACAeACTBEHHBIX TyOynonaruii — cunapoma baprrepa u cunapoma I'uresibmana

C MEPBUYHBIM I'HNIePaJabA10CTEPPOHUIMOM

Cunnpom baprrepa

Cunzpom I'nrensmana

[lepBuuHBIii runepasbIOCTEPOHU3M

HopmanbHblil ypoBeHb Maruust

HauansHsle PanHee 1eTCTBO, aHTEHAJIBHBIN TICPUO]T 6-13 met B mo6om,
MIPOSIBIICHUS > P qame 30-40 net
Tonuypust/monuguncus
Ilonuypus BeipakeHHast OJTNYPHsL/ TIONTUAUTICHST Her y% -
HKTYpHUS
T'unokanuemus
l'unoxanuemust l'unepxanpuuemus lunoxanuemmust
JlaGoparopHsie I I N
HOKA3ATEIH HMITIOKAJILLIEMHUSI HUITOMarHe3UeMUs OBBILLIEHHUE AJIbJIOCTEPOHA

IloBblIEHME pEHMHA
[loBblIeHKE anmbIOCTEPOHA

Hu3skuit ypoBeHb peHrHa

DKCKpewyst KaabLus Bricokas Huskas Hopwmanbhas
OTnoXKeHHE KaJIbIH Hedpoxansimaos BrenoueuHoe Her
VYposens A/ He cnenuduano Huskoe YeroitunBO€ MOBBIIICHNE




. AKYTCKU MEONLIMHCKNW KYPHAT

ke. 3aboneBaHnn N OCTPbIX COCTOSIHUNA,
rAe rynokanuemust ABMnsieTCs OOHUM U3
BeAyLUMX CUHOPOMOB, AOCTAaTOMHO MHO-
ro, 4yto TpebyeT OT Bpaya OBLUMPHBLIX
3HaHUI 1 onbiTa. besycnosHo, B criyya-
SX «TPYAHOrO AMarHo3a» CyLeCTBEHHYIO
porb urpaeT AUarHoCTUYECKUIN NOTEHLM-
an MedVUMHCKON opraHu3aumm, Hanmune
coBpemeHHoW nabopaTopHon cryx0bl n
oTAEneHnst KOMMNbIOTEPHOW AMarHOCTUKN
¢ 6onbWwWyM CMEeKTpoM UccreaoBaHUN.
He meHee TpygHom saBnsetcs v cama
KOppeKuns Tsbkenow runokanuemun. B
OonblIMHCTBE crny4aeB OObIMHOE BBe-
OeHve pacTBopa kanusi He NpuMBOAMT K
ycnexy BCMeACTBME BbIPAXEHHOro BO-
[OHO-3MeKkTponuTHoro  gucbanaHca, a
TaKkKe COXpaHeHWs NPUYUH, KOTOPbIE ero
nooaepxueatoT. TakTvka BegeHust 6onb-
HOrO C TSPKENow runokannemunen Tpebyet
MyNbTUANCUMNIIMHAPHOTO NoAxoAa U co-
6nogeHns NPUHLUMNOB MNPEEeMCTBEHHO-
CTV Ha Bcex aTanax neveHuss 6ombHOro.
YnydweHne pesynstaTtoB feyeHus Ts-
XKernom runokannemmm HeBO3MOXHO 6e3
BbISCHEHWS OCHOBHOW MPUYMHBI ee pas-
BUTWS, CBOEBPEMEHHOMO N afeKBaTHOro
neyeHns ¢ NPUMMEHEeHNEM COBPEMEHHbIX
METOLAOB MHTEHCVBHON Tepanuu.

Aemopesl 3asensrom 06 omcymemeuu
KOHGbrIuKma uHmepecos.
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