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Pesrome

JnutenbHOe BpeMsl CUMTAJIOCh, YTO HACIEACTBEHHBIC TyOyJIONaTuy, NPOSBIISIONIMECS MIHPOKUM CIEKTPOM
CcBOEOOPA3HBIX HAPYIIEHHH HOHHOT'O M KHCIOTHO-OCHOBHOI'O TOMEOCTA3a, SBJISIOTCS] HCKIIOUUTEIBHO IIpepora-
TUBOH nenuarpoB. OHAKO COBPEMEHHbIE NPEICTABICHUS O IIAaTOreHEe3¢e HACIeICTBEHHBIX TyOynonaTui, MeTo-
Jlax MX JAWarHOCTUKHU M JICYCHUs, IPUBEJIHM K TOMY, UTO BCTpeUa «B3pOCIOro» Hedposora ¢ JaHHOM maroaoruei
HaOmonaeTcst He Tak yK U peako. C 0HOHM CTOPOHBI, Pe3KO BO3pOCia BEKMBAEMOCTh MALIMEHTOB, Y KOTOPBIX
HACJICICTBCHHBIC TYOYyJIONAaTHH OTUarHOCTUPOBAHBI B JIETCKOM U Jja’ke B aHTEHaTalbHOM Bo3pacte. C npyroit
CTOPOHBI, MOSIBISIETCS Bce OOJblle KIMHUYECKUX JaHHBIX O BO3MOKHOCTH MaHHM()ECTallMy HACJIEICTBEHHBIX
TyOy/IOIIaTHH B MOJIOOM M JIa)Ke ITOXKHJIIOM BO3pacTe. Tak Win nHave, «B3pOCIble» HePOJIOry BCe Yallle U yalle
CTaJI HaOJIIoJaTh NallMEHTOB C ONMCAHHBIMHU BbIIIC BAPHAHTAMM HACJICCTBEHHBIX TyOynonaruii. Crnenyer, oa-
HaKo, TIPU3HATH, YTO OOJBIIIMHCTBO M3 HAC (POCCUICKUX «B3POCIBIX» HEPPOIOTOB) OKA3aJIOCh HE TOTOBO K CJIO-
JKUBILIEHCS CUTYyallii B CUJIY HEIOCTATOYHOIO 3HAKOMCTBA C 3TOM JOBOJIBHO PEIKOM, HO BECbMa HHTEPECHOU Ma-
tonorueil. [Ipeacrasnsercs, 4To NPUBEICHHOE HIKE OMUCAHNE KIMHUYECKOr0 HAOIIOACHUS MOXKET B KAKOH-TO
Mepe BOCHOIHNTH JaHHBIA poOert.

KiiroueBble cjioBa: HACIICICTBEHHBIC Ty6yn0nam1/1, CUHIAPOM FI/ITGJ'IBMaHa, MOHHBIN ToMe€oCTa3, KMCJIOTHO-
OCHOBHOH TOMCOCTa3, KIIMHUYCCKOC H8.6J'IIO,H€HI/I€, TUIIOKAJTUCMHU.

na yumuposanus. Jlaspuwesa 10.B., Arkosenko A.A. Hacieocmeenuvie mybyronamuu 6 npakmuke «83poc-
n02o» Hegpponoza. Knunuueckui cnyuaii. Tpancrayuonnas meouyuna. 2019;6(4):35-41.
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Abstract

For a long time it was believed that hereditary tubulopathies, manifested by a wide range of peculiar disor-
ders of ionic and acid-base homeostasis, are exclusively the prerogative of pediatricians. However, modern ideas
about the pathogenesis of hereditary tubulopathies, methods of their diagnosis and treatment, have led to the fact
that the meeting of an “adult” nephrologist with this pathology is not so rarely observed. On the one hand, the
survival rate of patients whose hereditary tubulopathies were diagnosed in children, and even in antenatal age,
has sharply increased. On the other hand, there are more and more clinical data on the possibility of manifesta-
tion of hereditary tubulopathies in young and even old age. One way or another, “adult” nephrologists more and
more often began to observe patients with the hereditary tubulopathies described above. However, it should be
recognized that most of us (Russian “adult” nephrologists) turned out to be unprepared for the current situation
due to insufficient acquaintance with this rather rare, but very interesting pathology. It seems that the following
description of clinical observation can to some extent fill this gap.

Key words: hereditary tubulopathy, Hittelman syndrome, ionic homeostasis, acid-base homeostasis, clinical

observation, hypokalemia.
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Cnmcok cokpalieHuii:

AJl — aprepuansHoe pasnenue; CI' — cunapom
l'urenpmana; PAAC — peHHMH-aHTMOTEH3UH-aJIb0-
creponoBas cuctema; NCCT — Tua3ua-4yBCTBUTEIb-
HBII TpaHcmopTep.

Beenenne

Cunpapom ['mrenbMaHa OTHOCUTCSI K HACJIEICTBEH-
HBIM TyOyJIONaTHsM, NEpEeJaolMMcs IO ayTOCOM-
HO-PELECCUBHOMY THITy M MPOSIBISIOIIMCS HIMPO-
KHM CHEKTPOM CBOEOOPa3HBIX HapyLICHWII MOHHOIO
U KHCJIOTHO-OCHOBHOI'O romeocTasa. J{oBOJIbHO 101-
roe Bpems cuuapom [ urenpmana (CI7) cuurancs mpe-
poratuBoil nmeauarpoB. ONHAKO HAKOIUIEHUE OIBITA
B IMATHOCTUKE U JICYCHUH 3TOr0 COCTOSHUSI HPUBEIIO
K TOMY, 4TO CTaja BO3PacTaTb BEPOSITHOCTh CTOJKHO-
BEHMSI C HUM M «B3POCIIBIX» HE(POIOTOB. ITO CBA3aHO
C T€M, YTO MHOTHE HAallUCHTHI, Y KOTOPBIX T€ WJIM UHbIE
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BapuaHThbl CI” BBISBISUINCE B IETCTBE M 1a)KE B AaHTCHA-
TaJbHOM HEPHOAE JOKUBAIOT IO B3POCIIOr0 BO3pacTa,
IepexoAs Moj HaOIIOACHUE «B3POCIBIX» HE(POJIOTOB.
C apyroil CTOPOHBI, €CTb MHOTO CBEICHHUI O TOM, YTO
B psiJie CIy4aeB AaHHAasl HAaCcJIEICTBCHHAs TyOyaonaTus
BIIEPBbIC MAHU(ECTUPYET Y B3POCIBIX, MOJIOIABIX HIIH
Jlayke TTOXKMIIBIX JIrosei [1].

B 1966 roxy H. J. Gitelman u coaBTOpHI IIpeacTa-
BUJIM UCTOPUM OOJIE3HM TPEX MALMEHTOB C MbIIICY-
HOH c1abocCThI0, OOYCIIOBICHHOW Ne(UITUTOM Kaaus
1 XPOHHUYECKUM JE€PMAaTUTOM BCJICACTBHUE MOTEPh yKa-
3aHHBIX HOHOB ¢ MO4OH [2]. 3a0oeBaHne TakKe TPO-
TeKaJI0 Ha (JOHE I'MIIEPajIbJOCTEPOHU3MA U TUIEeppe-
HuHeMuH. OnrcaHHOE COCTOSHUE TTOJTyYHIIO Ha3BaHNE
«cunapoM ['nrenbmanay.

Pacnpoctpanennocts CI' B TOUHOCTH HEU3BECTHA.
ITonaratot, yto B llIBenuu ona nocruraet 19 cayyaes
Ha 1 MIIH HaceneHwms, Torga kak B Amorunm — 1030.
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B nenom, uwacrory Bcrpeuaemoctu CI' OLEHHBAIOT,
Kak 25 cnyyaeB Ha | MutH oOmiedt monymsnuu. [1o He-
KOTOPBIM OLIEHKAaM JI0JI [€TE€PO3UTOTHBIX HOCHTEJICH
nedextHeix reHoB CI' moxer mocturath 1 % cpenn
MPEACTABUTENIECH EBPOIICOUIHON pachl. ITO MO3BOJISIET
paccMarpuBaTh CHHAPOM | MTelbMaHa B KaueCTBE OA-
HOW W3 Hamboiee PacHpOCTPaHEHHBIX HacIeICTBEH-
HBIX TyOymonaruit [3].

Oruonorust CI'  ompenensercss aedekroM reHa
SLCI2A3, xoaupyrooluM THA3UA-UYyBCTBUTEIBHBII
tpancnioprep (NCCT) B amcTaibHOM HW3BHUTOM Ka-
Hanble [4]. [Ipu 5TOM KOppensmus reHOTU-(DEeHOTHIT
OTCYTCTBYET, MOATOMY Yy HAllMEHTOB C OAHOH MU TOH
e MyTalueld MOTYT MPOSIBIATHCS OOJBIINE Pa3Indus
B CHUMIITOMAX, aXe B mpeaenax oqHou cempu [5]. Io-
teps ¢yuakiun NCCT npuBoauT K HapyIIeHHIO peaod-
cOpOLMY HATPUS, KaJlisl, XJIOpa B JUCTAILHOM MU3BUTOM
KaHaJbLle, YTO B KOHEYHOM MTOTE CONPOBOXKIACTCS MO-
TepsIMU JIAHHBIX MOHOB C MOYOH M, B YaCTHOCTH, pa3-
BUTHEM THIIOKaMeMun. IIpu 3ToM cremyeT OTMETHTS,
YTO CXOKHE HapyLIECHHs MOHHOIO romeocrasa HalIo-
JAI0TCSI PU NIPUMEHEHUH NIETIEBBIX ANypeTHKoB. Ha-
pyLIECHHE HOHHOTO TOMEOCTa3a BCIICICTBUE HAPYLICHHS
¢yskun NCCT npuBOIUT K THITOBOJIEMHH C BTOPHY-
HOM akTHBalMEl PEHUH-aHTMOTEH3UH-AJIbIOCTEPOHO-
Boit cucrembl (PAAC), pu atom utst marmenToB ¢ CIT
XapaKTepHO HOPMaJIbHOE WJIM JaKe HU3KOE 3HAUCHHE
aprepuansHoro nasienus (AJl). B o ke camoe Bpemst
axtuBanys PAAC u, npexx/ie Bcero, HapaCTaHUEe YPOBHS
QJIBJIOCTEPOHA CIIOCOOCTBYIOT YCHIICHUIO KaHAJIbLIEBOM
CEKPELMH KaJus, 4TO e1lie OOJIbILe yCUINBAET BbIPasKeH-
HOCTb THITOKanueMuu. OHON U3 OTIIMYUTENIBHBIX YEPT
CT sBnsieTcst pa3BUTHE BBIPAKECHHOM TMIOKATIbILIMYPUU,
BO3HHKAIOIIEH B pE3yNIbTaTe IMaCCHBHOW peadcopOImm
Kalbls B NPOKCHUMAJIbHBIX KaHAJIBLAX BCJICICTBUE
yCUJIEHHs OOpaTHOTO BCACHIBAHMS HATPUS TaM K€ M3-
3a cokpamieHus 3(pdekTHBHOr0 00beMa BHEKIETOYHOM
xuakoctu. Taxke g CIT xapakTepHa TMIIOMarHue-
MUs1, BO3HUKAIOL[Asl BCICACTBUE YMEHBIICHHS aKTHBHO-
ctu TRPM6 (transient receptor potential cation channel
subfamily M member 6), pactioJIO)K€HHOTO B TUCTAITh-
HOM M3BHTOM KaHaJIbIIE, YTO BEJET K 3HAYUTEIILHBIM I10-
YEyHBIM NOTEpsIM MarHus [6]. BripaskeHHast rumomar-
HUEMUSI BEET K Pa3sBUTHIO XOHAPOKAJIBIMHO32, CHM-
NITOMaMH KOTOPOTO SIBJISIIOTCSI OTEK, IIOKPAaCHEHHE U 00-
JIE3HEHHOCTh B NOPAKEHHBIX CycTaBax. | MnomarHue-
MUSI ¥ TUIOKAJIBLUYPUS MOXKET OTCYTCTBOBAaTbh MECHEE
yeM y 10 % nmanuenrtos. Taxke npu CI' Obiia oTMeueHa
TeHJCHIMS K Jerkol runodocdaremun. XapakrepHsle
11t anyeHToB ¢ CI' rumoxynopeMust ¥ THIOKaJIMEMUsT
BEIyT K PAa3BUTHIO META0OIMUYECKOrO ajIKajio3a, CBOIO
poiib B pa3BUTUU KOoTOporo urpaet akrusauusi PAAC,
3a CYET TUIEPAIbIOCTEPOHN3MA CTUMYINUPYETCS BXO[
Kanusi B 0OMEH Ha BOAOPOJ B BCTABOYHBIC KIIETKHU CBSI-
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3yIOLIMX KaHAJbLEB M KOPTUKAJIBHBIX COOMPATEIbHBIX
TpyOOK, UTO BEJIET K IOYEUHOH NTOTepe MPOTOHOB.

Kiunnueckas kapruna CI' nposiBisieTcs TUITOKaId-
eMHell, TUMOXJIOPEMHUYECKUM (THHOKATHEMHUUECKIM)
aJIKaJI030M, TOM MJIM MHOM cTeneHbio akTuBarn PAAC,
HOpPMAaJIbHBIMHM WM CHI>KEHHBIMU ypoBHsiMu AJl. Ya-
cto knmuHuKa CI' mpakTHYecKd OTCYTCTBYET U IPOsIB-
JISIETCSI JIMIIb He3HAYUTEIIbHBIMH KaJ00aMH Ha Biiede-
HHE K COJIH, OOIIyI0 YCTaJIOCTb, C1a00CTh, TOJIOBOKPY-
KEHHE, KXy, MBIIICUHYIO CIa00CTh WM CyIOPOTH,
cepaueOuenue. [Ipu sToM cienyer OTMETUTb, YTO IPH
paccrpoce 45 % B3pocnbix ¢ CI' cunTaroT cBOM CHM-
MITOMBI YMEPEHHOH HITH Cephe3HOI MpodIeMoii co 3Ha-
YUTEIIbHBIM HEOJIaronpHsATHBIM BIMSHUEM Ha KaueCTBO
ux ku3HU [7]. CreneHb BBIPAKEHHOCTH CUMITOMOB
BapbUpyeTCsl B IUPOKUX Npenenax. IlamuenTst ¢ Oonee
TSDKEJIBIM TTOPa’KeHHEM COOOILAOT O CHIKEHHM Kade-
CTBa JKU3HH, T€HEPATN30BaHHON MBIIICUYHOH CIa00CTH,
HECTOCOOHOCTH PaboTaTh B TCUEHHUE AJIMTEIBHBIX I1e-
PHOIOB BPEMEHH, JKaXk/I€ COIM U NONUYpUH [8§].

Tak num nHaue, «B3pOCIbIe) Bpaun BCE Yallle U Yalle
CTaJIM HAOJIOAATh MALEHTOB C ONMCAHHBIMHU BBILIE Ba-
pHaHTaMH HAaCJIEICTBEHHBIX TyOynonaruil. Cremyer,
OJIHAKO, MPU3HATh, YTO OOJIBIIMHCTBO U3 HAC (POCCHM-
CKHUX «B3POCIBIX» HE()POJIOrOB) 0Ka3aJI0Ch HE TOTOBBIM
K CJIOKMBLICHCSI CUTYallH B CUITy HEIOCTaTOYHOI'O 3Ha-
KOMCTBa C 3TOM JOBOJIHO PEJKO, HO BECbMa MHTEpeC-
HOM maronoruel. IlpencraBusiercs, 4To MPUBEICHHOE
HIDKE ONMCAaHWE KIMHUYECKOTO HAOIIOACHMS MOXKET
B KaKoH-TO Mepe BOCIIOIHUTH JaHHbIM IPOOE.

BonbHas, 33 ronma, mocTymuia Ha OT/eNeHne Hed-
posoruu ®I'BY «HMUII um. B. A. AnmazoBa» Muns-
npaBa Poccuu B MJIaHOBOM MOPSAJKE 110 HAIIPABICHUIO
He(dpoora ¢ ’xajo0amMu Ha BBIPAKEHHYIO OOIIYIO
c1ab0CTh, CYIOPOTH HMXHHUX M BEPXHHX KOHEYHO-
CTEH, 3MM30/bI TOIIHOTHI. M3 aHaMHe3a U3BECTHO, YTO
no xoH1a 2018 roma (1o 32 ser) cuutana cedst 3710po-
BOM, 0 3200J1€BaHMM [TOYEK U MOUYEBBIBOASALINX ITyTEH,
M3MEHEHUH B aHajlM3aX MOYM HU4ero He 3Hana. [lo-
BhilIeHUE YpoBHs A/l He peructpupoBanock. Co clioB
nauueHTkn B 2017 rogy oTMmevanuch NpUITyXaHUE
MEJIKUX CYCTaBOB KHMCTEH, CTOII, KOJICHHBIX CYCTaBOB,
JIOKTEeBBIX cycTaBoB. K Bpauam He oOparanacs, oocie-
JIOBaHHE IO MOBOJY JAHHOHM MAaTOJOTHH HE MPOBOAM-
Jnock. B mHauasne mas 2018 roma marmeHTKa BBIITOIHS-
Jla KOCMETHYECKYI0 Mpouenypy (Me3oTeparius Juna),
IpoLeaypa COMPOBOXKAAIach OTEUHOCThIO nuna. [la-
LIMEHTKAa CaMOCTOSTENIbHO Hauaa pueM gypocemMuaa
B 103¢ 80 Mr e>kelHEBHO B TedeHue 7 nHel. 18.05.2018
MalMeHTKa OTMETHJIa TMOsBJICHUE OO0Jiel B IMOSCHHUY-
HOM o0nacTu cripaBa, uxopasaka 10 39 °C ¢ 03HOOOM.
OOparwiach 3a IOMOIIBIO B CKOPYIO MEIULMHCKYIO
MOMOIIb, C AMATHO30M «OKKJIIO3MOHHBIM IHUeNoHed-
PUT» TOCHHUTAJIM3UPOBAHA HAa OTACICHHUE YPOJIOTHH.
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3aro103peH OCTPhIiA MPABOCTOPOHHUH MHETOHE(PHT,
BBINIOJTHEHO CTCHTHUPOBAaHUE MPABOIO MOYETOYHHKA.
Bo Bpemst cTalMOHApHOTO JIeueHHsI B ONOXMMUYECKUX
aHanM3ax KpoBu: KpearnHUH 120 MKMOITB/T. 3a BpeMs
TOCHUTAIM3AaLUHU IPOBOANIACH HH(Y3UOHHAS TEpaIns
(1oKyMeHTalMs HE NPeroCTaBICHA, I'PYIIbI Iperna-
paroB He W3BECTHHI). Uepe3 1 MecsI CTEHT yalieH.
B nanpHeiieM nanyeHTKa cTana OTMeuarh MOsIBICHUE
€1a00CTH, TOLIHOTHI, MPOrPECCHUPYIOIIEe CHIKECHHUE
Macchl Tena (okojio 10 kXr B TeueHUE Bcel OOJIe3HM).
B ananmzax xpoBu oOpariano Ha ce0s BHUIMaHHE T10-
BBILLICHNE YPOBHS KPEAaTHHUHA B JMHAMUKE 710 MaKCHU-
MabHBIX TP — 700 Mxmons/m. Takxe ¢ utons 2018
rojia oOparano Ha cebs BHUMaHHE POTPEeCcCUpyoliee
CHIDKEHHE YPOBHSI KaJIMs 0 MUHUMAJIbHbIX I0Ka3are-
neit — 1,9 mmons/n. [TanmenTka obpamanace k Hed-
pororam 1o mecTy xurenbcTBa. C okTs6ps 2018 romga
B aHaIM3axX KpoBU 3a(MKCHPOBAaHA aHEMHs JIETKOH
CTereHn TshkecTH (reMoriioowd 105 r/m), maHHoe co-
CTOsIHHE OBIJIO PACLICHEHO Kak MPOSIBICHUE XPOHUYE-
CKOH OOJIe3HH IOYEK, Ha3HAUCHA Tepamusl npenapara-
MU 3PUTPOIIOITUHA, HA (OHE JAHHOU Tepanuy UMEIIO
MECTO TOBBIIIIEHHE YPOBHS TeMornoouHa 1o 115 r/m.
14.03.2019 mammeHTKa CaMOCTOSITETFHO OOpaTuiach
k He(ppomory B DI'BY «tHMUIL um. B. A. Anmmazosa»
Munsnpasa Poccun ¢ xanobamu Ha 001IyI0 c1a00CTh,
CYIOPOTH HMXXHMX KOHEYHOCTEH, CHIDKCHHE aIllleTH-
ta. Ilo mpenocraBieHHBIM J1a0OPaTOPHBIM JAHHBIM:
KpeatnHuH 560 MKMOJB/11, ModeBHHA 11,6 MKMOIB/,
Kamui 2,1 MMmons/i, remoniooud 112 /i, B o0mieMm
aHanu3e Moud — 0e3 MaTOJIOTHYECKUX HM3MEHEHMH.
[TanyenTke Oblla PEeKOMEHIOBAaHA IJIAHOBAs TOCIIH-
Tanuzauusi B npoduibHoe oraenenue. Ilo pesynbra-
TaM MPOBEACHHOIO 00CIEeI0BaHUs MPH MOCTYIJICHUN
B ®I'bY «HMMUII um. B. A. AnmazoBa» Mun3zapasa
Poccun 19.03.2019:

e  buoxumuyeckuili aHaJu3 KPOBHU: KpeaTu-
HUH 711 MKMOB/11, MoueBHHA 17,1 MKMOJIB/J, KaJIui
2,6 MMOJIB/11, MOYEBast Kucjiota 398 MKMOJIB/J1, MarHUH
1,05 mmonb/n, Hatpwii 130 MMomb/i1, X1mop 69 MMOITB/,
KaJIbIINi HOHM3UpOBaHHBIN 1,04 MMONB/T (TUHAMHKA
OMOXMMHYECKHUX II0Ka3aTele KpOBU IpEACTaBICHA
B Tabmmme 1).

. KucsiotHo-ocHOBHOe paBHOBecue: pH 7,601 en.,
BE 26,6 mmons/n, HCO3 53,9 MMoaw/a1 (IMHAMHKA
[I0Ka3aTeyeil KUCIOTHO-OCHOBHOTO COCTOSIHUSI KPOBHU
IpeJicTaBiIeHa B Tabmuie 2).

. Kiaunnyeckuii aHajJm3 KpPOBM: 3PUTPOLU-
el 3,73 x 10'%/11, remorooun 119 /1, neKOLUTHI
5,8 x 10%/1, COD 10mm/4.

o OO0mmii anajau3 MO4YM: OTH. TIOTHOCTE 1010,
oemox 0,3 /11, MOUEBO# 0camok Oe3 N3MEHEeHHH (JTMHA-
MHKa TOKa3arenel oOIIero aHanan3a MOYM IIPEICTaB-
JeHa B TabuIe 3).

. KomiuiekcHoe ¢yHKuuoHajibHoe 00cieno-
Banue novek (K®O): cHmkenne (QpuIbTpanmoHHON
CIIOCOOHOCTH TOYEK, CKOPOCTh KITyOOYKOBOH (hHiTh-
tparuu (CK®) o dopmyne EPI 5,97 ma/mun/1,732
COOTBETCTBYET 5-0M CTaguM XpPOHUYECKOH Ooie3Hn
mouek (XBIT). [omeocTarnmueckas CrtocoOOHOCTD MTOUSK
HapylleHa a30TeMUEH, TUIIOKAJTUEMUEH, TUIOXJIOpe-
MHUEH, TEHIEHUMS K TUICPKaJIbLHEMUH, rumnepdoc-
(haremnn. B nmeficTByronx HeppoHAX OCMOTHUYECKHAN
JIUype3, BBIPAKCHHBIH caiype3. Bbicokast cexpenust
KaJaus. 3HAYMTEJIBHO CHMKEHA SKCKPELUsl OONbLIMH-
CTBa OCMOTHYECKU aKTUBHBIX BeLIeCTB. BoIpaxeHHas
oukapoonarypus (pH moun 9,0). CymmapHasi SKckpe-
111 BOAOPOIHBIX MOHOB CHIDKEHA 3HAUNTENIBHO (T10JI-
HOCTBIO IOAABJICHA HKCKPELMs TUTPYEMBIX KHCIIOT).
Kunupenc kpearnnuna Huzkuil. [Iporennypust ymepes-
Has (MaHHBIE TIOKa3arenel (PyHKIIMOHAIBHOTO 00ce-
JTOBaHWE TIOYEK IMIPEJICTABICHBI B TAOIHIIE 4).

Tab6umnua 1. [lokazaTrenu OHOXMMHYECKOT0 HCCIE0BAHUS CHIBOPOTKH KPOBHU

JlaTa uccjienoBaHusI
Iloka3arein
19.03.2019 21.03.2019 25.03.2019 01.04.2019

Kpearnnun, MMoJIb/1 711 678 626 644
MoueBrHa, MKMOJIb/JI 17,1 15,1 11,5 13,7
XosecTepuH OOIIU, MMOJIB/JT 6,43 - - -
[enounas docdaraza, E/n 65 - — -
Kanbiuit HoHM3UpOBaHHBIH,

1,09 - 112 -
MMOJIb/JT
Harpuii, MmMoub/n 134 138 130 131
Kanwuii, MMOJIB/JT 2,2 2,7 3,7 4
OO6umii 6emoK 76 72 75 -
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Tab6umua 2. [loka3aTeu KUCJIOTHO-OCHOBHOIO COCTOSIHUSI KPOBH

JlaTa uccienoBanusi

Ioxa3arean

20.03.2019 21.03.2019 26.03.2019 05.04.2019
pH 7,61 7,50 7,45 7,51
PCO2, MM pr. cT. 71,3 82,4 82,3 534
BE, MMoib/11 27,8 26,6 27,1 26,7
HCO3, mmons/n 55,9 53,9 56,5 55,0
HCO3-, Mmmonb/n 53,9 52,6 52,4 52,3
PO? MM pT. CT. 125 161 42 69,3

Taonuna 3. Iloxasaresnn o001ero aHaJIM3a MOYH

Jara ucciaenoBanus
Iloxa3zaresn
19.03.2019 03.04.2019

OTH. IJIOTHOCTH 1010 1010
Peaxius 8 8
Benok, r/n 0,30 0,20
I'moxo3a - -
Jle#txonuTsI, B 11/3p 2-4-6 —

OpHUTPOLUTEHL, B T1/3p

Hunuuaper, B 11/3p

Taoaumna 4. Ilokazarenn pyHKINOHAIBLHOTO 00C/1€10BAHNS MOYEK

CyTouHasi
IMoka3arenb B kpoBH, MMOJIB/JT1 B Moue, MMOJIB/JT JIKCKpenus, Kumpenc, Mmia/mMmun
MMOJ1b/24
Kpearnnuna 0,710 6,67 7,34 9,22
MoueBnHa 11,4 65,6 72,16 5,65
Kaumii 3,1 36,4 40,04 11,53
Harpnit 137,0 101,0 11,1 0,72
Ca o6mmii 2,56 0,75 0,83 0,29
Xiop 73 19 20,9 0,26
dochop 1,49 8,9 9,79 5,86
Cytounas motepsi Oenka, - 0,54 - -
r/24
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e HmmyHosnoruuyeckoe o0ciel0BaHue: aHTU-
HykieapHsiit pakrop meromqom HPHK nHa Hep 2 kiet-
Kax He oOHapyxeH; koMmruiemeHT C3, C4 B HOpMe, aH-
tutena k apycnmpanbHoit JIHK (IgA, IgM, IgG) screen
OTpHIlaTeNbHbIe, aHTHTeNa K OazampHOW MeMOpaHe
KIIyOOUKOB HE OOHAPY’>KEHbI, AaHTUTEJIA K MUEIIOTIEPOK-
cuiase He OOHApPYIKEHBI.

*  OmnpeaesneHa KOHUEHTPALUs AJbJI0CTEPOHA
B miazme (KAII): 13 500 rr/mo.

e V33U nouexk ¥ HAANOYEYHUKOB: [IpaBas Moy-
Ka pazmepoM 9,7 x 4,1 cMm, napeHXUMa — JIOLUPYOTCS
NUPAaMUIKN TOHMKCHHOW 3XOT€HHOCTH JIHaMETPOM
10 0,9 cMm, TonmumHa 1,3 ¢M; KOHTYpBl — POBHBIE; 3X0-
TEHHOCTh — IIOBBIIICHA, YyTh BBILIC NIEUEHH; Yalled-
HO-JIOXaHOYHBIM KOMIUIEKC — HE M3MEHEH; B IIPOCK-
IIUU TTOYKH 0e3 ocoOeHHOCTeH. JIeBas mouka pasmepoM
9,8 x 4,6 cM, mapeHXUMa — JIOLUPYIOTCS] MTUPAMUIKU
MOHM>KEHHOM 3XOreHHOCTH auameTpoM 110 0,9 cm, Toin-
mmHa 1,4 cM; KOHTYpPbl — POBHBIE; AXOT€HHOCTh —
MOBBIILICHA, YyTh BBIIIE IEYCHHU; YaIIEUHO-TOXaHOU-
HBIH KOMIUIEKC — HE W3MEHEH; NMPOEKLUH MOYKH 0e3
0COOEHHOCTEH.

*  KoHcyabranmmsi 3HIOKPHUHOJIOrA: THIIOKA-
JIMEMHUS], BEPOSTHO, O0yCIIOBJIEHA NATOJIOTHEH TOUeK,
JAHHBIX 3a aJbJIOCTEPOMY HET.

B xoxe mpoBeneHHOro oOcienoBaHUs JaHHBIX 3a
apTepUaNIbHYI0 THIIEPTEH3UIO HE IOJIyYeHO, 3HIO-
KpPHHHAs IaToJI0rus uckitoueHa. [lanuenTke Ob110 pe-
IIIEHO BBIMTOJHUTH Hedpoouomncuio. CBETOONTHYECKOE
HCCIIeIOBaHUE BBINOJHEHO Ha HapaQUHOBBIX Cpe3ax
C HCIOJIB30BAHUEM CJICAYIOIUX OKPACOK: F€éMaTOKCHU-
JMH-303UH, PAS-peakuus, uMnpersanus cojsiMu ce-
pebpa o Ixoncy, Tpuxpom o Maccony. B marepuase
HepOoOHOIICHH MTPEACTABICHBI KOPKOBBII 1 MO3TOBOH
CJIOM TKaHW TMO4YKH; 75 kimyboukoB (CM-50, UD-25);
U3 HUX TOJIHOCTBIO CKiIepo3upoBansl 7 (9 %) kiybou-
koB (CM-5, UD-2). Kiryboukn yMepeHHO yBEITNICHEI,
C OIHOKOHTYPHOH KamWIISIPHOW CTEHKOH; 0e3 mpwH-
3HAKOB ME3aHTMaJbHON U 3HIOKAIMIUIIPHON THIIEPK-
JIETOYHOCTH; 0€3 CerMEHTapHOro IIOMEPYJIOCKIEpO3a
U nonynyHuil. I'momepynspHas GasaipHas MeMOpaHa
BU3YyaJbHO HE yTOJILEHA, OMHOKOHTYpPHAsl; paBHOMEp-
HO WMIIpEerHHpoBaHa coismu cepedpa. duddysase
pacipoCTpaHeHHbIE, WHTEPCTULMAJIbHbBIC, KPYIIHO-
U MEJKOOYaroBble CKOIJICHUS! KPHUCTAJUIOB KaJIbLHS
¢docdara; mpu OKpacke TeMaTOKCHIIHHOM — SIpKO-0a-
30(uibpHBIE. B mpocBeTax kaHanbieB qudy3HO ompe-
JEIISIIOTCS: MHOTOUMCIICHHBIE CKOIUICHUS! KPUCTAILIIOB
KaJbIwst pocdara; MHOTOYHCIICHHBIE TIIHIOYaTO-TOMO-
TeHHbIC IMJIMHAPHI C NpeodiaJaHueM KOPUYHEBOIO
MUTMEHTa; KOMOMHUPOBaHHbIEC LMIMHIPbI, IPEACTaB-
JICHHbIE O0OMMH BBIIICYKA3aHHBIMH KOMIIOHEHTaMH.
ToTanbHBIA OCTPBIA KaHAJIBLEBBIA HEKPO3 B BHJE
MIOJIHOM yTpaThl IIETOYHOM KaiiMbl U pE3KOTO YIIOIIE-

40

Hus Kietok. JuddysHoe ymepeHHoe TyOyino-MHTEp-
CTHLHAJIIBHOE BOCHAJICHUE C Y4acTHEM JHUM(OLUTOB,
IUIa3MaTHYEeCKUX KJIETOK M HEHTPO(UIbHBIX JEHKO-
uuToB. IIpocBeTsl KaHaIbIEB CBOOOIHBI; LIMIMHIPOB
HeT. YMepeHHast arpo(usi KaHaJbLEB C YTOJIIICHUEM
W CMOpIIMBaHUEM TyOyIsipHON OaszampHOW MemOpa-
HbI (40 %). YMepeHHBI MHTEpCTHLHAIBHBINA (uopo3
(40 %). ApTepHoinibl U apTEepUN MEJIKOTO U CPEAHEro
KaauOpoB 0e3 MaToNIorniecKux n3MeHenuil. immyHo-
(IIF0OpPECIICHTHOE HCCIIEIOBAHUE BBIITOJIHEHO HA KpHU-
OCTaTHBIX Cpe3ax MpPSIMBIM METOAOM C HCIIOJIb30Ba-
HueM FITC-KOHBIOTMPOBAHHBIX AHTUTEN K YEJIOBEYE-
cknM IgA, IgG, IgM, C3, Clq, pubpuHoTreHy, Jerkum
nensm kappa un lambda. Co Bcemn peareHTamm pe-
3yAbTaT OTPHLATEIbHBIH. VIMMYyHOrHCTOXUMHUYECKOE
HCCIICIOBAaHUE BBHIIIOJIHEHO Ha HapaMHOBBIX Cpe3ax
HMMYHOIIEPOKCHIAa3HbIM METOAOM C HCIOJIb30BaHUEM
aHTUTeN K MHODIOOMHY. B nnnuuapax risiouaro-rpa-
HYJISIpHAS SKCTIPECCHS MUOTIIOONHA (++/+++).

3akmaouenue: nuddy3HbIH BRIpaKeHHBINH Hedpo-
KaIbIIMHO3 — UG (dy3Has BRIpaKeHHAsT MHOTIIOONHY-
pusi — runokanueMudecknii padmomuonns (K+ 2,0—
2,6; KOK 251; muornooun 564). TorambHbINA OCTPBIT
KaHAJIBLEBBIH HEKPO3; yMEPEHHOE TyOyl0-HHTEPCTHU-
LUAJIbHOE BOCIIAJICHUE; YMEPEHHBIH TyOya0-MHTEp-
cTuuuanbHbell GuoOpo3 (40 %); monHBIA TIIOMEpYII0-
ckiepo3 (9 %).

B xome naHHOW rocnuTanM3andd HPOBOAMIIACH
nHQY3UOHHAsI TEpamusi, per oS IpernaparaMu Kaius,
KajuiicOeperaromumu auypetukaMu. Ha stom done
OTMEUYEHO CHU)KCHHME YPOBHS KpeaTHUHUHA 10 644 Mk-
MOJIb/JI, MOUEBHHA B mpeaenax 11 Mmounb/i, ypoBeHb
KaJus B IMHAMUKE C HapacTaHUEeM A0 4 MMOJIB/II.

Takum oOpa3om, pe3ynbTaThl AMHAMUYECKOIO Ha-
OJrOZCHUS MALMEHTKY MIOKa3ajIi HAIUIKMe y Hee CTOM-
KOW TMITOKAJIMEMUH C KIMHUYECKUMHM IMPOSIBICHUIMHI
(TeraHus, MblIeyHass cIabOCTh), THUIIOMArHUEMHUH.
Taxoke HaOMrOMANCS BBIPAXCHHBIM METa0OIHYeCKUN
aJKasao3, HopMajabHbIM ypoBeHb AJl. Takas kKiuHHYE-
CKasl KapTHHA B NEpBYIO ouepenp xapakrepHa amst CI
[9]. BepoaTHOCT Ipyrux COCTOSIHUM C HAJIMYUEM THU-
MTOKAJIMEMUH U aJIKaj03a, B YaCTHOCTH cuHapoMa Kon-
Ha, cuHApoMa JIuaist, BTOpHYHOTO ajbJI0CTEPOHHU3MA,
KpaiiHe Mana. Ilpaktnueckn Bce 3TH 3a00JeBaHUS
CONPOBOKIAIOTCS CTOMKON U BBICOKOM apTepHalbHON
TUIIEPTEH3MEH, KOTOpasi HUKOTAAa HE PerucTpHpoBa-
nack y oOcyxpaemoi nmanueHTku. IIpotuB cungpoma
KoHHa cBuaeTensCTByeT M OTCYTCTBHE W3MEHEHUH
V3U kapTUHBI HAIITOYEUHUKOB, TAHHBIE AYIIJIEKCHOTO
CKaHMPOBaHMA U Jomjieporpaduu cocy1oB Mouek (3a-
KIIIOUCHHE: TEMOANHAMUYECKH 3HAaUNMbIX HapyLIeHNH
KPOBOTOKA IO MOYEYHBIM apTepHUsIM Ha BCEX YPOBHAX
HE IOJIyYCHO; JAHHBIX 32 IOBBILICHUE BHYTPHUIIOUECY-
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HOTO COCYIMICTOTO COTIPOTHBIICHNUS HE BBISIBIIEHO) TaK- SxoBeHKO AJCKCaHIp AJICKCAHAPOBHY, K.M.H., JO-
e CIy’KaT OIOJHUTENLHBIM apryMeHToM npotus — LEHT Kadenpsl Heppoornu u wamusa GIO OI'BOY BO

o «IICTIOI'MY um. akan. W. I1. TTaBnoBa» Munsmpasa Poc-
BTOPUYHOTO aJIbJIOCTEPOHU3MA. Y JAHHOM MallMeHTKU

CHUU.
HE BBI3BIBAJI COMHEHUSI JUArHo3 CUHApoma [ uTenb-

MaHa, B CBS3HU C YEM BBIIOIHEHNIE T€HETHUYECKOTO 00- Author information:

CJICIOBaHUS OBLIO HE Henec006pa3Ho_ Taxxe JaHHOE Lavrishcheva Yulia V., NephrOIOgiSt, Almazov National

Medical Research Centre;
00cae0BaHUe HE MOBIUAIO ObI HA TAKTUKY JIEUEHUS > .
a Y Yakovenko Alexander A., PhD, Nephrologist,

nanuentky [10]. Bapuantst nevenns CI' sapbupyior- Department of Nephrology and Dialysis, Pavlov First Saint
Cs B 3aBUCMMOCTH OT TUIIA, HO MOI'YT BKJIIOYaTh B ceos Petersburg State Medical University_

JIOCTATOYHYIO JOCTaBKY JKHJKOCTH, 3aMEHY JJIEKTpPO-
JUTA, TUTATENbHYI0 TOAJCPKKY, WHTHOMpOBaHUE
npocramianauia U Hapyuenue ocu PAAC. Ha nam
B3[VIS/I, MIPEACTABICHHOE KIMHUYECKOE HaOIIofeHue
WIUTIOCTpUpYeT WHTepecHbId BapwaHT CI, KOTOpBIif
MOTYT BCTPETUTH HE TOJIBKO MEIUATPhl, HO U «B3pPOC-
JIBIE» HEPPOJIOTH.
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