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Bseoenue. Vsyuenue npuuun numozeresa npu mouexamennoii 6onesnu (MKB) kpaiite 6axHO Kak 07151 onpedeneHus maxmuki Xupypeuueckozo
JleHeHusT, Max u O MemaPunaKxmuxy ypoaumuasa.

Mamepuanvi u memodvt. [Ipu cocmasnenuu 0630pa aumepamypuvl UCHONb308ANUCL 0aHHble, OnybnukosanHvie 6 6azax PubMed, HayuHoii
anexmponHoti 6ubnuomexe eLibrary.ru, na catime Eéponetickoti accouuayuu yponozos.

Pesynomamut. CoenacHo cospemeHHvim npedcmasneHusam o namozerese MKDB, yponumuas A61s1emcs noausmuon0eudeckum u noiunamoz-
HOMOHUYHbIM 3a60nesanuem. IToueunviii kananvyesviti ayudos (IIKA) sensemcsa naubonee uzyuennoii myoynonamueti, npusoosujeti k MKB.
B nacmosujem numepamyprom 0030pe npedcmaesneHvl 2eHemuuecKie Mymayu, OnNUcanbvl 3a6071e6aHUL U COCMOAHUA, npusodsusue k ITIKA
u MKB. IToopo6ro npugedeHvl ocobenHocmu mevenus yponumuasa y nayuenmos ¢ IIKA. Ocoboe sHumanue 6 0630pe omesedeHo memooam
ouaznocmuxu ITKA, ocobennocmam nexapcmeennoti mepanuu u memagunakmuxu nayuenmos ¢ MKB u ITIKA u xpumepusm oyeHku 3¢-
pexmueHocmu nposoouUMoLi mepanuu.

3axmouenue. IIpakmuxyrouemy yponozy 6axHo nomHumo, umo IIKA oucmanvHozo muna moxcem Ovimb 00HOU U3 NPUHUH NUMO2eHe3ad Y
nayuenmos ¢ peyuousupyrousum mevernuem MKB. OcHO8HbIMU OUAZHOCMUYECKUMU KPUMEPUSMU A6ATIOMCA cneyuduieckue usmeHeHUs no-
Kasamerseti OUOXUMUUECKO020 AHANU3A KPOBU, CYMOUHOLL MOUU, A makie 0cobvle nokasamenu pH mouu.
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Summary:

Introduction. The lithogenesis causes study is extremely important for the surgical treatment tactics determining and for urolithiasis
metaphylaxis.

Materials and methods. It was used data published in the PubMed databases, the scientific electronic library eLibrary.ru, and on the website
of the European Association of Urology.

Results. According to modern concepts of the lithogenesis, urolithiasis is a polyetiological and polypathognomonic disease. Renal tubular acidosis
(RTA) is the most studied tubulopathy leading to stone formation. Present literature review introduce genetic mutations, describes diseases and
conditions leading to urolithiasis and RTA. We have given in detail the features of the urolithiasis course in RTA patients. Methods for RTA
diagnosing, features of drug therapy and urolithiasis metaphylaxis in RTA patients, and criteria for evaluating the effectiveness of therapy are
in a special place in the review.

Conclusion. It is important for a practicing urologist to remember that distal RCA may be one of the causes of lithogenesis in patients with
recurrent urolithiasis. The main diagnostic criteria are specific changes in the parameters of the biochemical analysis of blood, daily urine, as
well as specific indicators of urine pH.
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BBEOEHMUE

CornacHo COBpeMeHHbBIM IIPENCTABIEHUSM O [TaToTe-
He3e MoueKkaMeHHON 6onmesHu (MKB), yponuruas ss-
JIAE€TCH TONUSTUONOTUYECKUM U TTOAUITATOrHOMOHMYHBIM
3aboneBanuem [1]. Kak usBecTHO, mprumHaMu 11TOTeHE3a
MOTYT OBITH HEKOTOPBIE T€HETUYECKIE MYTAIUN, COIYT-
cTByomne 3abomeBanns (OKUPEHIe, TUIeplapaTupeos u
T..), MHQEKIMsI MOYEBBIX My Tel, 0COOEHHOCTI METHI I
mp. [2].

B T0 >xe BpeMs, B MUPOBOIL TUTEpAType ZOCTATOIHO
9acTO BCTPeYaeTCs TEPMUH «MJUONATUYECKUI YPOIIN-
THAa3», Yalle BCero NpUMEHAEMBIN IIPU KaJ/IbLIMI-OKCalaT-
Hoit vnu Kanbuuit-pocdarroit popmax MKB [3-6]. OgHoit
M3 BEPOATHBIX HNPUYMH (OPMUPOBAHUS «UAMONATIYE-
CKMX» KaJIbLMeBBIX MOYEBBIX KaMHeIl MOXXeT OBITh COIyT-
CcTByMOIIass TyOymomaTusi - HacleACTBEHHAasA U TpPHU-
obpereHHasI TOYe4Hast KaHa/IbIeBast gucPyHKus [7]. Vs-
yd4eHMeM SaHHOTO BOIIPOCA 3aHMMAIOTCSI, B OCHOBHOM, JI€T-
CKJie yPOJIOTry U He(ppOIOru, IMOCKOIBKY B OOBIUINHCTBE
C/ly4aeB MMEHHO B JIETCKOM BO3pPacTe KIMHUYIECKNU IIPO-
SIBJIIIOTCS M3BECTHBIE B HACTOsIIee BpeMsl TyOyIOmaTu.

MATEPUAIDbI U METOA4bI

ITpu cocraBieHnn 0630pa MUTEPATYPhI NCIIOTH30BA-
NMUCh JTaHHBIe, OMybONMKOBaHHbIe B 6asax PubMed, Ha-
Y4HOI 3/IeKTPpOHHOI 6ubnuoTeke eLibrary.ru, Ha caiite
EBpomnerickoit accounaruu yponoros. ITonck B 6aszax gaH-
HBIX IPOBOAVIICS IO K/ITIOYEBBIM CIIOBAM: «yPOIUTHASZY,
«urolithiasis», «TOYeYHBIN KaHAIbLEBbI alMI03», «renal
tubular acidosis», «rybymonarus», «tubulopathy». bsino
HaliieHO 89 MCTOYHMKOB He cTapire 10 et (omybnuxo-
BaHHBIe Tocse 2012 roga), KOTOpbIe MMeNy OTHOLIEHME K
TeMe 0630pa. V3 HUX OBUIM MCKITIOYEHBI Te3UChI KOH(e-
PeHINIT, KOPOTKIe COOOIIeHs, Bybaupyomecs my6mim-
kanun. IToce 4ero, NCXOAs M3 aKTYaAbHOCTU JAHHBIX,
JOCTOBEPHOCTM MCTOYHMKOB, MMIAKT-(AKTOPOB XXypHa-
JIOB M [IOCJIE[{OBATE/IbHOCTY U3JIOKEHNSI MaTepuaa B py-
KOIIMCH, HEIIOCPENCTBEHHO JI/IA UTUPOBaHMA B 0630pe
6p1710 0oTOOpaHbI 65 cTareit. Tak)Ke Ipy HanucaHun o6-
30pa UCII0/Ib30BA/INCh OPUTMHAIbHBIE CTAThM, OIYOINKO-
BaHHBIe Mo 2012 ropa.

PE3YJIbTATbDI

[ToyeuHsbIit KaHATBIIEBBIN auyK03 (pPeHATbHBIN TYOY-
nspuslit anupos) (IIKA) ssnsiercst Hanbonee n3ydeHHOI
tTy6ynonarneii, npusopsamer Kk MKb. B macToAmmuit mo-
MmeHT Bbifensior 4 tuna [IKA: gucransubiit (tTumn I), npo-
kcumanbublit (tun II), kom6buHupoBauusiit (111 Tum) u
runepkanuemuyecknit (IV tum) [8]. OcHoOBHOIT nMHTepec
ISl IpaKTHUKYyIolero yposnora npexncrasinsder [TIKA muc-
TaJIbHOT'O TUIA, IIOCKOJIBKY MMEHHO IIpM JAaHHOM THIIE
(opMmupyooTca ModeBbIe KAMHIL.

OpHOI 13 OCHOBHBIX (PYHKIIMIT IIOYEK SIBJIACTCS IOJI-
Iep>kaHye KUCIOTHO-IIIeJIOYHOTO PAaBHOBECHS OpPTaHMU3Ma
[9]. JaHHBII Ipollecc MpOTeKaeT MIpY IOMOLIY 6y(depHBIX
cucteM — GU3MONMOINIECKUX KUJKOCTEI OpraHusma, co-
XpaHAIIUX I0CTOsAHHOe 3HadeHye pH. [leiicTBue Bcex 6y-
(dbepHBIX crucTeM B3aMMOCBA3aHO. IIpu 3TOM OfHMM U3
OCHOBHBIX MEXaHM3MOB IOJJepXKaHMUsA TOMeocCTasa sB-
nseTcsa ruApokapboHaTHas 6ydepHas cucTeMa, KOTopas
cocrasisieT 53% obuieit 6ydepHOt eMKOCTY KPOBIUL. [Upo-
kapOoHaTHasa OydepHasd cucTeMa COCTOUT M3 MOJIEKYJIBI
yronbHoi KucnoTel H2COs, ABIAIIENICA NCTOYHNKOM BO-
IOpOZia M OTPULIATE/IBHO 3apsKEHHOTO MOHA IMPOKap6o-
HaTa HCO3™, BBINIOHAIOIIETO PO/Ib aKIIeIITOPa BOJOPO/a:

H20 + CO2 « H2COs « H* + HCOs™.

Brigenenne CO> mpoucxomuT yepes nerkue, monsl H*
n HCOs™ Beijjensitorcest yepes nouku [10]. ViameHeHne KOH-
nenTpanyy H* Ha 1 MMoJb IpuBOANT K n3MeHeHuio pH op-
ranmsma Ha 0,01. Buonormueckuit cMmbicn OydepHOI
CUCTEMBI COCTOUT B TOM, UYTOOBI MOJIEPKUBATH MOCTO-
SHCTBO pH B KPOBM M TKaHAX.

[Toukn e>xxeHeBHO puabTpyIOT OKOIo 180 11 mepBud-
HOJI MOYN, COTeprKalleil B 001[ell CTOKHOCTH 0KOIo 4500
MOKB rugpokap6onara [11]. IIpu HeOOXOTUMOCTHU TTOYKK
akckpeTupytoT H* ns xkucnoii cpenst 1 HCOs™ u3 menoynoit
[12, 13]. Ilpu cHM>KeHUM YPOBHA TuUApOKapOOHaTa B
I/Ia3Me MIPOKCYMa/IbHble KaHa/IbI[bl peabcopOuUpyIOT ero 1o
KOHLIEHTpalMy 25 MMOJIb/JI, B pe3y/IbTaTe 4ero InugpoKap-
6onaTHbII Oydep BoccTaHABIMBACTCSI.

JTro6bte HapyumeHuss B pabore 6ydepHOIT CHUCTEMBI
BIMSIOT Ha COCTOSIHME KJIETOYHBIX MeMOpaH, BHY TPUKJIe-
TOYHYIO Nlepefady CUTHAIOB X METabONIM3M, YTO IPUBOINUT
K Cepbe3HbIM AUCPYHKUNAM B paboTe opraHusMa.

ITKA xapakTepusyeTcs HapyllleHMeM 9KCKpeluy He-
JIeTY4YUX KMCJIOT IOYKaMU IIPYM COXPAaHEHHOW CKOPOCTU
xiy6oukooit pynbrpanyuu (CK®) [14]. ITpu IIKA B cbI-
BOPOTKe KPOBU IPOCIAEKUBAETCSA WM HOPMAaJIbHBIN
aHMOHHBIN NpoBan (TO eCTh pasHMIIA MEXJY COmepKa-
HUeM KaTMOHOB ¥ QaHMOHOB B IIa3Me KPOBY COCTaBJIsET
12 M9KB/JI) WK TUNIEPXTIOPEMUUIECKUIT MeTabOMMIeCKMit
aIUI03, BBI3BAHHBII HECIIOCOOHOCTDIO TOYE€IHBIX KaHAIb-
1eB yoepxuBaTh 6ukap6oHat HCO;™ miu cekpeTupoBarhb
MOHBI Bofoposia H* nmpu HopManbHO MM yMepeHHO Ha-
pyueHHON pyHKuuy nodek [15]. IIpn sToMm Heob6xonMMO
HOAYepPKHYTh, uTo mpu I Tume ITKA npoucxoguT MMeHHO
HapylleHNe 9KCKPeuu BOTOPOAHBIX IOHOB B AMCTAIbHOM
orpene Heppona (puc. 1), a npokcumanbubiit [TKA (II
TUIIA) XapaKTepu3yeTcs HapylleHueM peabcopObrnm 6m-
kap6onaroB (HCOs™) B mpoKcuManbHBIX KaHaabuax [16].

CornacHO JJaHHBIM MUPOBOJI TUTEPATYPHI, 4aCTOTA
yponurtnasa y manuentos ¢ IIKA 1 tuma Bappupyer ot 7%
1o 52-77% [17, 18]. B To ke Bpemsa y manuentos ¢ MKb
ITIKA 1 tumna Bctpevaercsa B 0,3 — 8% cirydaes [19].

Heo6xogMM0O OTMETHUTD, YTO IPY AUCTAIBHOM TUIIE
ITKA BpIfeNnsAIOT TaK Ha3bIBaeMylo HenonHyio ¢popmy ITKA
[20]. Ocobennoctn Henonnoro ITKA gucranbHoro tuna &
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3aKJII0YAIOTCA B TOM, YTO Y NTALIMIEHTOB OTCYTCTBYeT MeTa-
6onmmueckuit anunos u/unu anupemus. OCHOBHBIM 1abo0-
paTopHBIM TposiBneHneM HemonHoit ¢opmbr [IKA saBs-
eTCsl HeCIIOCOOHOCTh IoYeK cHIKaTh pH mMoun Huxke 5,5
[21]. IIpn Hennonuolt popme ITKA mucTanbHOro THIA y Ha-
LIMIEHTOB TaK)Ke IIPOTEKAOT IIPOLIeCcChl KaMHeOOpa3oBaHUs
B IIOYKaX, KaK 1 y 60/bHBIX ¢ onHOM ¢popmoit ITKA. He-
00X0IMMO MOAYEPKHYTh, YTO HO CUX IIOP CTOUT BOIIPOC,
siBnsieTcsl u HenonHast popma [TIKA camocTosTennbHBIM
3abosreBaHMeM My BapuaHToM mposiienus [TKA.

e
HCO,-
pr pH$

TMoyeyHBIR KaHAAEIl

Puc. 1. Hapywenne metabonnama noHoB Bogopoda H+ 1 bukapboHarta HCO3-
B MoYeyHbIx kaHasbLax npu MNMKA guctansHoro tina [23]

Fig. 1. Impaired metabolism of hydrogen ions H+ and bicarbonate HCOS- in the
renal tubules in distal-type RTA [23]

B [Iseitiapun NpoBefieHO UCCef0oBaHNe, B KOTOPOM
M3ydeHa BepOSATHOCTb Ham4ysi HeromHoit popmbr [TKA myc-
TQJIBHOTO TUIIA Y MY>K4YMH C PeLVAVBUAPYOLMM TeYeHMEM
KaJIbLIMeBOro yponntuasza. CoriacHO IOMy4eHHBIM JAaHHBIM
y 7% IalMeHTOoB ¢ Ka/IblyeBbIMM KaMHAMU (10 6O0/IbHBIX U3

Ta6nuua 1. OCHOBHbIe TUMbI MyTaLuiA Npu aucTanbHom chopme NMKA

Table 1. The main types of mutations in the distal form of RTA

leH Tun HacnepoBaHuA
Gene Inheritance type

ayTOCOMHO- .
erereo, fompocTiomi sospacr
autosomal dominant '
ayTOCOMHO- PanHee
. NeTcTBO
ATPEV1B1 PELIECCUBHbIN _ Early childhood
autosomal recessive
ayTOCOMHO- [loopoCTKOBbLIM BO3PACT,
ATP6VOA4 pPEeLIECCUBHbIN nosgHee AeTCTBO
autosomal recessive Adolescence, late childhood
ayTOCOMHO-
FOXI1 pPeLeCCUBHbIN HgTd'Dé?gHb'X
autosomal recessive
ayTOCOMHO- Het
. JAaHHbIX
WDR72 pPELIECCUBHbIN No data

autosomal recessive

Bpema maHudectauum NKA
RTA manifestation time

150 mccnenyeMbix) Oblla AMArHOCTMPOBaHA HENOJIHAs
dopma ITKA [22].

MsBecTHO, uTO [IKA MOXeT OBITH KaK IIEPBUIHBIM
(HacmeCTBEHHBIM), TAK VI BTOPUYHBIM (IPMOOpPETEHHBIM)
[23].

Kak nmpaBuio, ;uarHocTUpoBaHHbI B feTcTBe [TKA
CBsI3aH C TEHETUYeCKMMU MyTauuamu. HacmencTBeHHBIN
tun [1IKA nposiBisieTcss KIMHUYECK), B OCHOBHOM, B PaH-
HeM JeTCTBe, XOTA y NI C ay TOCOMHO-TOMWHAHTHO MY-
tanuenn reHa SLC4A1 MoXeT BO3HUKATh M B Ooee
mospHeM Bospacte. HacnencrBenusie ¢popmer [IKA 06-
YCTIOB/IEHBI MYTALlAMY, B OCHOBHOM, B C/IEIVIOIIMX IeHaX:
SLC4A1, ATP6VIBI1, ATP6V0A4 (Tabn. 1) [24].

Ten SLC4A1 xopupyeT uHpOpMaLMIO O CTPYKTYpe
2 wusoMepoB OenKa: aHMOH-TPAHCIOPTHOro Oenka
Cl-/HCOs'1 B aputpounrax (monoca 3/eAE1) u ykopouen-
HyI0 GOpMy aHMOHOOOMEHHOTO TpaHcIopTepa 1, KOTOPBIL
3KCIpeCcCUpPYeTCsl B O-MHTEPKA/JIMPOBAHHBIX KJIETKaX
nouek (kAE1L). ITomumo [TKA pucTanpHOro THIIA My Talus
B rede SLC4A1 MOXXeT BBI3bIBATh HAC/IE€ICTBEHHBIN MUK-
pocdeporutos (6omesup Muukosckoro-lloddapa) [25].
IIpn mytanum rena SLC4A1 IIKA Bo3HUKaeT BCeCTBUE
HapyLIeHNI anyanuKanuym MOYn.

JJoCTaTOYHO Ba)KHBIM AB/IAETCA TOT GaKT, 4TO y Ia-
LMeHTOB ¢ MyTauueli reHa SLC4A 1 moMMMO KIMHUYECKUX
npossneruit I[IKA pgucTanbHOTO THIIAa MOXET TaKXKe
BCTpeYaThCsl KAPTIMHA HACIEACTBEHHOTO0 MUKpocheponu-
T03a (6/1efHOCTD MIN YKETTYUIHOCTb KOXXHBIX IIOKPOBOB,
CIUBUCTBIX 000/IOYEK BCIECTBME AHEMUM, TEeMOJIN3a,
607111 B JIeBOJI IIOJIOBMHE >KMBOTA 13-3a YBE/IMYCHUA Celle-
3€HKI, XOJIeLMCTUT, fedopMarus cKeneta, 1 ap.) [26, 27].
CoobuaeTcs, 4TO codeTaHue KIMHNIECKOI KapTUHBI ABYX
3ab0/1eBaHMIl, B OCHOBHOM, BCTPEYAETCs NIPU MyTal[un

rena SLC4A1 [28]. IIpu aTOM HEOOXOAMMO IIOMHUTD, YTO

KnuHunyeckue npofABneHUA
Clinical manifestations

MKB, HethpoKanbLMHO3, 3aep>Kka pocTa,
aHemus, 60/b B JIEBON MOJSIOBUHE XXNBOTA, XO-
neuncTuT, gedopmaums ckeneta

KSD, nephrocalcinosis, growth retardation,
anemia, left abdominal pain, cholecystitis,
skeletal deformity

MKB, HethpoKanbLMHO3, TYroyxocCTb,
pBOTa, NOMANYPUA
KSD, nephrocalcinosis, hearing loss,
vomiting, polyuria

MKB, HedpokabUMHO3, MbllLe4Has c1aboCTb,
paxuT, ocTeoManaLms 1 AedopmMaLms ckeneta
KSD, nephrocalcinosis, muscle weakness,
rickets, osteomalacia and skeletal deformity

MKB, HedpoKabUMHO3, TYroyxOCTb,
My>XCKoe becrnnoaue

KSD, nephrocalcinosis, hearing loss,
male infertility

MKB, HedpokanbLUMHO3, HapyLLIEHWS
amenoreHesa
KSD, nephrocalcinosis, disorders of
amelogenesis
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HaC/IefACTBEeHHBII MUKPOC]epoLnTo3 MOXKeT ObITh CBs3aH
He TONbKO ¢ MyTanueit reHa SLC4A 1, HO 1 ¢ MyTaUuAMHA B
ApYyTUX reHax [25].

Hokasano, yTo mytanusa resa SLC4A1 HacnepyeTcs
10 Ay TOCOMHO-TOMUHAHTHOMY TH1ry [29, 30]. Tak 06Hapy-
>KEHO, YTO y IAI[MEeHTOB ¢ aucTanbHoil popmoit ITKA u Ha-
CIeNCTBEHHBIM MUKPOCHEpPOLUTO30M IIOC/IefOBaTe/b-
HocTb HykneoTupoB TGC B rene SLC4A1 3aMeHeHa Ha
TGG B sk30He 13, a mocnemoBatenbHocTh GGC 3aMeHeHa
Ha GAC B ax3one 17. ITogo6uble MyTanumu 6bU11 06HAPY-
>KeHBI M 'y poguTesnell nanueHTos [31]. Ilpn aTom coobmia-
eTcs, YTO Hac/lIeJoBaHMe MyTalluM IPOVNCXOANUT B OCHOB-
HOM IIO ayTOCOMHO-/JOMMHAHTHOMY TUIIY, XOTs BCTpeda-
eTCsI M ayTOCOMHO-pelieCCUBHOe HacenoBaHme [28].

VIHTepecHBIM sBIAETCSA TOT (GAKT, YTO MYTAL[MK TeHA
SLC4A1 ropaspmo dwalje BCTpPeYalTCA Cpefy HACEIeHUS
TPONMYECKUX CTPaH, B YaCTHOCTH, Taimanpma, Manaisumn,
Oununnun u [Tanya-Hosoit I'Bunen. Ilpegnonaraercs, 4To
M3MEHEeHN 3PUTPOLNUTOB, BbI3BAaHHBbIE 3TOI MyTalluel,
MOTYT 3aLUIATh OT MAJIAPUY, KOTOPast JOCTATOYHO YaCTO
BCTpevaeTcs B Tponmkax [32].

Jpyroii red, MyTaluy KOTOPOTO MOTYT IPUBOANUTD K
ITKA pucranbaoro tuma, ATP6V1BI1 xopupyeT nHpopma-
LIMI0 O CTPYKTYpe YacTu 6eJIKOBOro KoMIutekca (cyobenu-
Huna 6era-1), u3BecTHOro Kak BakyonsipHas H(*)-AT®asza
(V-AT®asa) (puc. 2). JaHHbIl 6€/I0K SIBIsIETCS IPOTOH-
HBIM HaCOCOM BHYTPUK/IETOYHBIX MeMbOpaH. [IpoTonHas V-
AT®asa 6pr1a 06HApy)XeHa B MeMOpaHax, KOTOpPbIe OTpa-
HMYMBAIOT Pa3/INyHble BHYTPUK/IETOYHbIE KOMIIAPTMEHTBI
¢ 60JIee KUC/IBIM TI0 CPaBHEHUIO C IUTOIIa3MOI COflePXKI-
MbIM [33]. Takum obpasom, V-ATdDa3a cosgaeT KUCIYIO
Cpefy BHYTPM IUTUYECKUX BAKYOJIell ¥ CEKPeTOPHBIX Be-
sukyn. Kucmas cpema Heob6xonyuma [jisi CO3GaHUs ONTHU-
MaJIbHBIX YCIOBMUIT pAaGOTHI TUAPOINTNIECKNX (PEPMEHTOB.
B cBsA3M ¢ 3TNM, OHa ABJIAETCS KIIOUYEBBIM PETYIATOPOM OT-
POMHOTO 41ciia 6MOTOTMYECKNX IIPOLECCOB, TAKUX KaK Jie-

Puc. 2. CtpykTypHas Mofenb BakyonspHo H-ATda3bl. LinTo3onbHbIn fomMeH V1
cocTouT 13 cybbeamHuL, A-H, a MembpaHocBsa3aHHbI flomeH VO cocTouT 13 CyOb-
eanHnL, a-d ¢ HEeCKObKMMK n3oopMamn cybbeanHnLpl ¢ [37]

Fig. 2. Structural model of vacuolar H-ATPase. The cytosolic V1 domain consists
of A-H subunits, and the membrane-bound VO domain consists of a-d subunits
with several isoforms of the ¢ subunit [37]

rpagauus 6enKoB, aBTodarnsi, 06MeH MeMOpaH (MeMOpaH-
HBIIT TpadUK, Be3UKYIIAPHAsI CEKPeLns), BTOPUIHBII TPaHC-
HOPT Yepes BHYTPUKIETOYHbIe MeMOpaHsI [34, 35].

Baxyonsapuas H(*)-AT®asa axcripeccupyercs B IIas-
MaTUYeCKOil MeMOpaHe KIeTOK ITOYKM IPAKTUIECKN I10
Bceil iyinHe HeppoHa. B nucTanpHBIX oTRenax HedpoHa V-
AT®as3za orBevaeT 3a 3Kckpenuo noHoB H* HedpoHa, B
IPOKCUMaIbHbIX KaHa/blax V-AT®asa cmoco6cTBYIOT pe-
abcopbuun 6ukapbonara [36].

Ony6anKoBaHbI PabOTHI, B KOTOPBIX COOOIIAETCsI, YTO
myTanuy reHa ATP6VIBI MOryT IpoABIATbCA PeHOTUIIN -
YeCKM TaKXKe B BUJe TYTOYXOCTU U HapyLIeHu cnyxa [38].
Vcxops n3 co6CTBEHHOTO KIMHNYECKOTO OIIBITA, MOXKEM
CKa3aTb, YTO B KJIMHMUYECKOI MPAKTMKE BCTPEYAIOTCS Ia-
LIMEHTHI C BpPOXKJE€HHON HaC/eNCTBEHHON TYTOYXOCThIO U
peUVAVBMUPYIOIINM TedeHreM yponutnasa. Kak npasuio,
CeMeJTHBII aHaMHe3 Y JaHHOI KaTeropuu OO0JIbHBIX OTATO-
meH, a MaHu@ectanusa MKDB 3auacTyio mIpoucXogur B geT-
CTBE WM B OJPOCTKOBOM BO3PacTe, IIPM 3TOM TYTOYXOCThb
HOCHUT BPO>KJI€HHDI XapaKTep.

HokasaHo, 4To MyTauusa rena ATP6VIBI HacnenyeTca
10 Ay TOCOMHO-peleccuBHOMY Tuiry (taom. 1) [29, 39, 40].

Ien ATP6V0A4, Tak xe, Kak u reH ATP6V1BI xogupyeT
nHpopmanuio o ctpykrype ¢pepmenrta V-ATDasbl (cyon-
eqyHMIA anbda-4). CoOTBETCTBEHHO, PEeHOTUIINIECKUE Ha-
pylleHus, XxapakTepHble nnA MmyTanuu rena ATP6VIBI
CBOMCTBEHHBl M [ ITAMEHTOB C MyTalueil TeHa
ATP6V0A4. Biepsbie FE. Karet 1 coaBT. onmcanm MyTanmio
BbIIIEHa3BaHHOIO reHa B 1999 rony [41]. JanpHermune pa-
6OTBI TOATBEPAVIIN BEPHOCTD UX 3aK/odeHui [29, 39, 40].

B Tabmuie 1 mpencraBieHbl OCHOBHBIE (PEeHOTUIINYE-
CKJe MPOABIeHNA MyTalluii, IPUBOJAIINX K AMCTATIbHON
dopme ITKA.

Coobmaercs takxe, 4To Mytauuu renos FOXII u
WDR72 MoryT nIpuBOAUTD K gucTanbHoit popme ITKA.

B 2018 ronmy S. Enerback u coasT. onmy6nmkoBanu gan-
Hble 0 myTauuu resa FOXI1, mpoABnAomielica y naiueH-
TOB C rumepxiaopemueit, gucranbHoit ¢opmoit IIKA n
HeIPOCEHCOPHOI TYTOYXOCTBIO, IIPU 3TOM OOJIbHBIE SIBJIS-
JIUCh MPeACTaBUTELAMMN IBYX ceMeir [42]. Yka3aHHas My-
tanusa FOXII ABIAeTCA TOYEUHOV MyTanueln (MucceHc-
myTanueir). fen FOXII xopupyeT nHPpOpMaLUuIo o CTPYK-
Type nonHoo6MeHHUKOB AE1 u AE4, noxanusyomuxcs B
IIOYKaX, a TAK)XKe OTBEYAeT 3a CTpOeHMe cyobenuun A, B1,
E2 u a4 pepmenta BakyomspHoit H-AT®aser [43, 44].

MccnepoBanua Ha MbIIIaX MOKa3aan, 4TO Ae/lelys
reHa FOXI1 Mo>xeT IpUBOAKUTD K IJIYXOTe U 6eCIUIONNIO y
camuoB [44]. Coobujaercs, 4To y Mbrmeit red FOXII akc-
IpeccupyeTcs B IOYKaX, SMUTEINN SHAOMUMPATUIECKOTO
IPOTOKA MEepPerOHYaTOro JTA0MPUHTA U B SIMUTEIUN ANIKA
(43, 45].

YuuTbiBasA BpIIeyKa3aHHbIE JaHHbIE, B HACTOAINI
MOMEHT BBICKAa3bIBAETCS IPeAION0oKeHNe, YTO y HaleH-
TOB MY>XCKOTO 1T0/1a MyTauus reda FOXI1 ¢peHOTUIIIYECKI
MOXXeT MpOoABAATbCA He TonbKo B Bupe ITKA B
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AVMCTATbHOTO THUIIA U TYTOYXOCTH, HO U B BUAe Oecrio-
.

Ony6nmKoBaHbl pabOTBHI, yTBep)K/aolne, YTO My Ta-
uns rera WDR72 npuBogut k IIKA guctanbpHOTO THIIA U
HapylIeHNAM B IIpoliecce aMeJoreHe3a — 0Opa3oBaHUA
CTPYKTYpBI oaMasy 3y60B. Coo0b111aeTcs, YTO NPOBEeHHbI
CKPVMHMVHT ITaLIMEHTOB IT0Ka3aJl, YTO Y HEKOTOPBIX OOIbHBIX
¢ myTanueit rera WDR72 6bp11 BMarHOCTUPOBaH MeTabo-
JIMYeCKUI alii03 ¥ BbIAB/IEHBl HAPYLIEHM OJKICIEHNA
Mouy — ocHoBHbIe TpusHaky [IKA gucranpaOro Tuma. He-
00X0JVIMO IIOYePKHYTh, YTO MyTanus rera WDR72 Ha-
C/IefyeTcs o ay TOCOMHO-PeljeCCMBHOMY TuIly. JlaHHbIE O
Ha/IMYMY IPY3HAKOB HapyIIeHN s C/IyXa y IAaHHO KaTero-
puu 60TBHBIX OTCYTCTBYIOT [46, 47].

B HacTosAIIEee BpeMs U3y4aeTCs BO3SMOKHOCTD BIIN:A-
Hust MmyTanuy renoB SLC12A7 (6emox K¥/Cl - xorpancnop-
tep KCC4), SLC26A7 (CI'/HCO? - obmenHuk), SLC42A2,
SLC42A3 (rpancnoprepsl ammuaka B KaHamax RhBG u
RhCG) Ha Bo3mMoxHOCTD pasButusa IIKA gucranbHOTO
Ttuma [48-52].

B x1mMHMYECKOI IpaKTUKe HarboIbliNe TPYSHOCTI
BO3HMKAIOT IIPM OMArHOCTUKe HemonHo# ¢dopmbr ITKA
pucTtanbHOro Tumna. CBsA3aHO 3TO C TeM, YTO y JJAHHOM Ka-
Teropuy OOIBbHBIX JOCTATOYHO YaCTO OTCYTCTBYIOT OCHOB-
Hble 6noxumudeckye npusHaky [IKA gucranpHoOro Tuma:
TUIIOUUTPATYpPUs, TUIEPKANbUUYPUA, TUIEPXTOPEMUS
[53]. B To >xe BpeMsA, HeCMOTPs Ha HaJIM4ue y JaHHOM Ka-
TerOpUY IIaIlIeHTOB He CTO/Ib BBIPa)KeHHBIX MeTabonye-
CKUIX JINTOI€HHBIX HapyILIeHN, KaK Py IIOTHON gopMe
ITIKA, nporieccsl KaMHeOOpa3oBaHMs MPOTEKAT LOCTA-
TOYHO MHTEHCUBHO.

[To HacTosAmeMYy IMOHEpCKOil siBAAeTcsa pabora
mBeinapckux Koer. Viola D’Ambrosio u coasT. usyunnn
Ha/lM4ye reHeTUYeCKNUX MYTaluil y HalIeHTOB C HeIo-
Hol1 ¢popmoit ITKA pucranbHOro Tmma. ABTOPBI UCCIENO-
Bam 61oMarepuan 22 NAlMEeHTOB C CEMEITHBIM aHAMHE30M
MKD u mopTBep>KIAeHHO HeIo/MHOI GopMoit JuCTaNb-
Horo ITKA. B nporecce paboTsl 6bI/IM BBIIIOTHEHDI TeHe-
TUYECKMe TeCTMPOBAHUA C CEeKBEHMPOBAHNUEM 5 IeHOB:
SLC4A1 (OMIM 109270), ATP6VIBI (OMIM 192132),
ATP6V0A4 (OMIM 605239), FOXI1 (OMIM 601093) u
WDR72 (OMIM 613214) u 65111 00Hapy>keHBI 2 reTepo-
3urotHole MmyTtanuu B rede SLC4A1 y 2 uccienyeMbpIx Ia-
nueHTosB [14].

[Tomumo Bpoxpenunoit ¢opmsr ITKA BsigensoT
Takxe 1 npuobperennyio. OgHUM 13 OCHOBHBIX KpUTe-
pYeB KIMHNYECKOTO TeYeH A JAHHOTO THIIa 3a00IeBaHmsA
ABJIAETCA TO, YTO MaHM(eCcTauysA IPOoLecCOB IUTOreHe3a
y HaLIMEHTOB BCTPEYAETCA BO B3POCIIOM BO3PACTE U CB-
3aHa C Ha/lIM4IMeM HeKOTOPBIX COMyTCTBYIOLUINX 3abo/eBa-
HUIA.

Opuaum n3 3aboneBannii, npuBopsmum kK [1KA, sB-
nsercs cunppoM Illerpena — ayTouMMyHHOe 3a00/1eBaHNe,
XapaKTepusyioleecs IMOMMKIOHAAbHOM aKTuUBanuen B-
KJIETOK, @ TaK)Ke TMMQPOLNTAPHOI MHPUIbTPaIUell 9K30-

KPMHHBIX >Kejle3, IPUBOJAILel K Pa3BUTUIO ITapeHXMMa-
TO3HOTO CHAaJI0afJeHUTa C KCePOCTOMMEI M CYXOro Keparo-
KOHBPIOHKTUBUTA C runojnakpmumueir [54]. Ilpu stom
coBmecTHO ¢ IIKA pgucranpHOrO Tnma y 60JIbPHBIX C CUH-
npomoM IllerpeHa MOryT BCTpedaTbcs OeCCHMMITOMHBIC
M3MEHEHNA B aHa/M3ax Mo4y, cuHapoM PaHKOHM, Heca-
XapHbII fyabert, I/IoMepynoHedpUT U TyOYTOMHTEPCTUILIN-
anpHbll Hepput [55]. Heob6x0oaMM0O HOFIEPKHYTH, UTO
cunpgpom lllerpena Mo>xeT OBITh KaK IEPBUYHBIM, CBSI3aH-
HBIM C HEKOTOPBIMI T€HETMYECKMMI MYTaLUAMU, TaK U
BTOpMYHBIM. [10 JaHHBIM pa3/IMIHBIX aBTOPOB ITOPAKEHIIEe
nouek npu cunapome lllerpena Bcrpevaerca B 4,2-67%
cnyqaeB [55]. CymecTBeHHBbII pasbpoc B nudpax o6-
yCIIOBJIEH, B IIePBYIO Oouepefib, MaJIOYMCIEHHBIMU IPYI-
IIaMI VICCIefyeMBbIX MTALIVIeHTOB, JUArHOCTUYeCKMMU KPH-
TEPUAMMI U PA3TNIHBIM [M3aTHOM MCCIeSOBAaHMIA.

Coobmaercs, 4To momMmMo cuHpgpoma lllerpena k
BropmnuHomy ITKA gucranbHOro THIIa MOTYT HPUBOJUTD U
Opyryue ayTOMMMYHHBIE 3a60/IeBaHNsA, TaKMe KaK CepoHe-
TaTMBHAsA CHOHAMIOAPTPOIATIA, CUCTEMHAs KpacHas BOJI-
4YaHKa, PEBMATOUJHBII apTPUT, TUPeOUAUT XaUIMMOTO
[56-58].

Konneru ns Viupun onyb6nukoBanu paboTy, B KOTO-
poit coobmaercs, yro IIKA pgucranpHOrO THNA Y feTell
MOXeT OBITh CBA3aH C Iy3BIPHO-MOYETOYHMKOBBIM ped-
mokcoM (ITMP). ITpu stom IIKA Bo3HUKaeT, B OCHOBHOM,
y HALMeHTOB C 3aIyLIeHHbIMY U HeJIeYeHBIMU CydagMuU
IIMP [59].

Ony6nnkoBana nHbOpManysA, COIIACHO KOTOPOIL,
BBINIOJIHEHNE CEAHCOB MAMCTAHLVOHHON JUTOTPUICUN
MOXKeT NpUBOAUTL K BTopmuuHomy ITKA 3a cuer orpanu-
YEeHHOTO MOBPEeX/eHN:A T0YeUHbIX KaHa/IbI[eB ¥ BO3HUK-
HOBEHUA JIOKaJIbHBIX M3MEHEHUI B COCTaBe MOYM, UTO
TEOPETUYECKN MOXET CIIOCOOCTBOBATh POCTY MOYEBOTO
KaMHsI, cocTosIero n3 Kanbiunii-dpocdara [60, 61].

JJOCTaTOYHO BaXKHO IIOAYEPKHYTDb TOT PaKT, YTO He-
7edeHble U 3amyujeHHble caydan ITKA mMoryt mpuBoanThb
K IIOPa’KeHMIO OMOPHO-/IBUTATe/IbHOIO allllapaTa — Jalile
BCEro y HOAZOOHBIX MAI[MEHTOB BO3HMKAET PAXUT U OCTEO-
Majsanus. Takxe MOTYT OBITh IIePeOMBI, ICeBOIEpe-
JIOMBI, BTOPMYHBII OCTEOIIOPO3 M OCcTeocknepos. ITopa-
>KeHIMe KOCTHOJ TKaHMU CBSI3aHO C MeTabOIMYeCKUM aly-
T030M, TUIIepKAIbIMypyeil ¥ BTOPMYHBIM TUIIepIapaTy-
peosom [62, 63].

Coobmaercs, uro npuunnoit IIKA y Bspocmbix
MOXeT OBbITh IIPVIeM HEKOTOPBIX JIEKAPCTBEHHBIX IIperapa-
ToB. A. Sonnenblick n coasT. omybnmKkoBanm craTbio, Ie
YTBEpXK/A0T, YTO MpKeM XMMMUOIPeNnapaTos Kalenura-
61H, OKCAaIUIUTATVH U L[eTYKCUMab MOXeT HPUBONUTD K
ITKA gucranpHoOM dopmbl [64].

Ony6nmkoBaHbl paboThI, B KOTOPBIX COOOI[aeTcs,
YTO PEry/IsApHBII IpMeM IPOTUBO3NUIEITIUIECKOTO Cpef-
CTBa TOIMpaMaT, OTHOCAILETOCA K KJIAcCy CynbgpamMar-3a-
MelJeHHBbIX MOHOCAaXxapujoB, MoxxeT NpuBoguth Kk IIKA
[65].
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Coobmaercs o cnyvasx [IKA gucranpHoOro THma y ma-
1eHTOB ¢ BUY nHexiuert, monyJanimux IpoTUBOBUPYC-
HyI0 Tepanuio mpemapatoM TeHodosupa. Ilpm sTom
MCCTIefIOBATEIN OTMEYAIOT, YTO IOCe OTMEHBI IIpenapara
COCTOsIHME MTAIVIEHTOB YIYYIIasoCh 1 MeTaboMnIecKe mo-
KasaTe/ny NPUXOAVIN B HOPMY [66, 67].

ITpencraBieHbl paboTh, B KOTOPBIX YKa3aHO, 4TO
IIpMeM MMMYHOCYIIPeCCUBHBIX IIPeNapaToB, OTHOCALUINXCA
K TPYIIIle MHIMOUTOPOB KaIbIIMHEBPIHA (CUPONNMYC, TaK-
ponumyc), B 17% cnydaes cniocoben npuBoputs K ITKA
OUCTa/NIbHOTO THIIA [68].

Perynspuelil mpueM mpenapara nOynpodeH Takxe
criocobeH BbI3BIBATh HapylleHwus, nposopsamue K [TKA
[69].

B MupoBoit muTepaType OmMcaHo OONbIIOE KOMUIe-
CTBO Npu4MH Bo3HMKHOBeHM:A IIKA gucranpHOro Tnma y
manueHToB. IIpu 9TOM 6OIBIINHCTBO GOIBHBIX MIMEIOT Xa-
pakTepHble crnenuduyeckue M3MeHEHUA IIOKasaTeseil
KPOBM ¥ MOYM, KOTOPbI€ IIO3BOJIAIOT CIIEIMAIUCTY 3aI10/l0-
3pUTD JAHHBII BIJ, TYOYIOMATUN Y 6ONTBHOTO.

OnHMMM M3 OCHOBHBIX JMAaTHOCTUYECKUX METOMOB,
[I03BO/IAOIINX [MAaTHOCTUPOBATb [UCTAIbHYIO GOpMy
IIKA y nanmenTtoB ¢ MKD, apnsorca: oOumuit aHaaus
MOYM, OMOXMMUYECKIUIT aHa/IN3 KPOBY U CYTOYHON MOYY, &
TaK)Xe M3y4eHMe XMMUYECKOTO COCTaBa MOYEBbIX KaMHe
(Tabn. 2).

JJOCTaTOYHO Ba>XHBIM B KJAMHUYECKON IMPAKTHUKE AB-
JseTCs OLleHKa mokasarenell pH mMoun B funamuke. g
nanuenToB ¢ IIKA xapakTepHbl nokasaTtenu pH moun >5,8
(Tabn. 2, puc. 3). Takum ob6pasom, Bbicokme nudps pH
MOYM Cy>XaT NEePBUYHBIM JMATHOCTUYECKMM MapKepoM

ITIKA, a orjeHKa pe3yabTaTOB 00OIEro aHanM3a MOYM MO3-
BossieT 3anofo3puthb ITKA yyxe Ha sTarne nepBUYHOI jar-
HOoCTUKM [2]. ITo cO6CTBEHHOMY KJIMHMYECKOMY OIIBITY
MOYKEeM CKa3aTh, 4TO 006bI9HO y manuenTos ¢ IIKA nucrans-
Horo tumna pH Mo4n croiiko >6,0.

YcTaHOBNEHO, 4TO y nanueHToB ¢ [IKA, mo gaHHBIM
6M0XMMIYECKOTO aHann3a KPOBU M CYTOYHOI MOYM, OC-
HOBHBIMU (aKTOpaMu PUCKA, CTUMYIUPYIOIUMU IIPO-
I[eCChl KAMHeOOpa3oBaHus, SIBJISIIOTCS TUIIePKAIbIINY PIsT
u runonurparypus (tabna. 2, puc. 3) [18, 19]. B To xe
BpeMs y MHOTMX NallYIeHTOB II0 JaHHBIM OMOXMMUYECKOTO
aHa/IM3a KPOBM AMATHOCTHUPYETCS TUIIePXIOPEeMIA U TUIIO-
kanuemus [2, 7]. IIpu aToM He06XO[MMO OGYEPKHYTD, B
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Puc. 3. OCHOBHble K/toYeBble NIUTOrEHHbIE HapylleHus y naumeHtToB ¢ MKA
aucTansHoro Tina n MKb
2

Fig. 3. The main key lithogenic disorders in patients with distal RTA and
urolithiasis

Ta6nuua 2. 0co6eHHOCTN NabopaTOpPHbIX NOKa3aTesieil KPOBU U MOYM, a TaK)Ke TUMbl MOYEBbIX KaMHel y naumeHToB ¢ MKB n MKA

AUCTanbHOro Tuna

Table 2. Characteristics in laboratory parameters of blood and urine, as well as types of urinary stones in patients with urolithiasis

and distal RTA

_ MNKA puctanbHoro tuna / RTA distal type Hopma / Norm

Obwmin aHanms moun / General urine analysis

pH moun / urine pH

Bcerga >5,8
always >5.8

Buoxnmmnyeckmn aHanna kposwu / Blood chemistry

Kami / Potassium

Xnop / Chlorine

<3,5 mmonb/n / mmol/l

>107 mmonbs/n / mmol/l

3,5-5,1 mmonb/n [ mmol/l

98-107 mmonb/n / mmol/|

KncnoTHo-WenoYHom coctas kposu / Acid-base composition of blood

pH kposu / blood pH

BukapboHaTs! kposu / Blood bicarbonates

<7,32 7,32-7,42

<15,0 nnn >26,0 Mmonb/n
<15.0 or >26.0 mmol/L

21,0-26,0 mmonb/n [ mmol/l

Broxnmmnyecknin aHanma cyTouHom moun / Biochemical analysis of daily urine

Kanbuyumi / Calcium
Lintparte! / citrates

XUMNYECKN COCTaB KaMHs
The chemical composition of the stone

>5,0 Mmmonb/cyT / mmol/day

<1,67 mmonb/cyT / mmol/day

2,5-5,0 mmonb/cyT / mmol/day
1,67-6,45 mmonb/cyT / mmol/day

KapboHaTtanatuT, 6pyLmT
Carbonatapatite, brushite
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YTO IpY U3YYEHUM Pe3yAbTAaTOB aHANM30B y HAI[MEeHTa C
ITKA He Bcerfja BCTpe4aloTCs M3SMEeHEeHHBIMM BCe BhIIIeIIe-
pedncIeHHbIe TOKAa3aTe/IN, JOCTATOYHO YaCTO MOTYT OBbITH
OTpaHNYeHHbIe OTKIOHEHMNA.

IIpn nopospenun Ha Hanmuume ITKA y manmenra c
MKB poctaTo4HO MHPOPMATUBHBIM SABJIAETCS aHA/IN3 KIC-
JIOTHO-III€/IOYHOTO COCTaBa KPOBM. [I/Is1 MHOTUX 6OBHBIX C
nuctanpHoit popmoit [TKA xapakTepHBI U3MEHEHNS YPOB-
Hst 6MKapbOOHATOB KPOBU M HU3KMe moKasarenn pH kposn
(pH <7,32) (tabm. 2, puc. 3). CormacHo KIMHNYIECKUM PEKO-
MeHpanuAM Corosa neguaTpos Poccy u maHHBIM, IIpemo-
CTaB/IEHHBIM 6€/I0pYCCKMMMU He(ppOIOraMu, [ IallVIeHTOB
¢ MKDB un IIKA pgucTanbHOro TUIA XapaKTepHO Haau4due
HM3KOTO YPOBHs OuKap6oHAaTOB B mmasme KpoBu (<15
MMOJIb/7) [7, 70]. B TO >ke BpeM:s HEKOTOpble aBTOPbI yTBep-
JKJIAI0T, YTO B KIMHUYECKON MPAKTMKE JOCTATOYHO JaCTO
Bcrpeuarorcs nauyeHTsl ¢ MKDB u IIKA ¢ noBbllIeHHBIM
ypoBHeM 6uKap6oHaTOB KpoBu (>26,0 MMonb/n) [71].

CornacHo JaHHBIM MUPOBOIJi IMTEepaTyphl y MaleH-
toB ¢ [IKA n MKD npu xuMnyeckoM aHanamu3e MOUYEBBIX
KOHKPEMEHTOB MOTYT BCTPeYaThcsi Kak Kanbunii-pocdar-
HbIe, TaK U KaJIbIMII-OKCa/IaTHbIE, CTPYBUTHBIE U CMEIIaH-
Hble MO4YeBble KaMHU [23]. B To >ke Bpems, 4ale Bcero
ONpeNenAlTCA MMEHHO Kanbuuii-pocdaTHble KaMHM
(6pyumnT nan kapboHaTanaTur) [72].

3onoTeiM cTaHaapToM AuarHocTuky ITKA gucrann-
Horo Tuma y nanueHToB ¢ MKDB ABnsercsa npumMeHeHne
TecTa C aMMOHUS XIopujom [2].

ANTOPUTM NPOBENEHNA TeCTa CAeAyIUNI: Moce
IpoOyXAeHNA KO 8 4acoB yTpa MalyeHT He ynoTpebiseT
numy. Bo Bpems 3aBTpaka B 08:00 manyeHT NpMHUMAET
XJIOpUJ, aMMOHMA, U3 pacdeTa 0,1 I/Kr Maccel Tena. B ganb-
HeJIIeM KaXXblil 9aC MPOBOAUTCS COOp MOYNU 1 M3Mepe-
HIe ee KMCIOTHOCTM IpM IIOMOIIM MHAMKATOPHBIX
nonocok vy pH-mMeTpa B TedeHNMe 5 4acoB MOC/Ie IpueMa
npenapara. Bce pe3ynpTaThl perucTpupynTcs B O1aHKe
mpoTokoja tecra [73].

[TpoTuBOIOKa3aHMeM K IPOBEJEHUIO IPOOBI sB-
JISIIOTCST 3a00/IeBAHNSA TIeYeHN, NHPEKI[MsI MOYeBbIX yTel,
BBI3BAaHHASA ypea3oNpoAyLUpyoliell MUKPOGIOpOIi, BbI-
PaXXeHHBIII MeTaboIMIeCKNiT aluj03.

PesynbraTsl TecTa TPAKTYIOTCS CIIEAYIOLUM 00pa3oM:

o ipy pH Moun <5,4 B 0OlHOM 13 IATU 3aMEPOB MOUM
y nauueHTa uckmodaerca ITIKA;

e npu pH 5,5 - 6,0 BO Bcex AT 3aMepax — gUarHo-
ctupyeTcs HenonHbi [TKA;

e ipy pH MouM > 6 BO BCcex IATU 3aMepax — JUarHo-
crupyercs nonubii ITIKA [73].

Hecmorps Ha Hanmume anpoOMPOBAHHOTO 1 0J00-
peHHoro MeTogma pguarHoctuku IIKA pgucranbHOro Tuma,
BO3HMKAIOT OIpefie/IeHHble TPYAHOCTU C BBIABJICHMEM
[IKA. JJanubliT paKT CBsI3aH C TE€M, YTO B AIITEUHBIX CETSX
IIpaKTU4YeCKV HeBO3MOXKHO IIPHOOPeCTU aMMOHMS XITOPI,.

EBpomeiickue Komtern npemyioxXuan NHOM IOAXON K
puarnoctuke IIKA ¢ ucnonbsoBaHmeM ¢ypoceMmupa u

dnynpoKopTU30BaHa B KaueCTBe a/IbTePHATHBbI aMMOHMIA
xmopupny [74, 75]. Canraercs, 4TO JaHHBI METOZ MOYXHO
MCIonb30BaTh st BeisiBnenns IIKA, mpu atom guarso-
CcTUYecKast mpo6a BBIIIOMHSETCS 0 abCOMOTHO UIEHTUY-
HOIl cXeMe, IPUHSATOI [/ aMMOHUs xnopupa. Hecmorps
Ha Ha/IM4ue IMOJ0KUTENbHBIX 3aK/TI0UEHNIT O BO3MOXHO-
CTU IpUMeHeHMs pobsl ¢ pypoceMusioM 1 GrynpoKop-
TM30BAaHOM B KadecTBe MeTofa guarHocTuky [IKA, moka
OHa OCTAETCsI BO MHOTOM 9KCIIEPMMEHTA/IbHOIL, TpebyeTcs
IIpOBeJieHIIe JOIIOTHUTEe/IbHBIX HayYHBIX MICCTIeTOBAHNII IO
IAHHOI TeMaTHKe.

[Tarmentsr ¢ guarHosom MKDB n IIKA pgucranbHOTO
THUIA SODKHBL PETYIsIPHO HAaOMIO[AThCA Y yposIora u Hed-
posora, KOHTPOIMPOBATh OCHOBHbIE OMOXMMIYECKILEe [0~
Kas3aTe/nu KPOBU U CYyTOYHON MOYM U ITOCTOSIHHO IIO/Ty4aTh
IPOTUBOPELUIUBHYIO TePaINIo.

PerynsapHoe mpuMeHeHNe UTPAaTHBIX cMecell (comu
UTpaTa, B OCHOBHOM, Ka/IMs LUTPAT) SIBISETCS CTAHAp-
toMm MertadunakTuky MKDB Ha done guctanpHoi GOpMBI
I[TKA [76-78]. Ha poccuiickom ¢apMaKomornieckom
PBIHKE B HAaCTOsiIlee BpeMsi IPUCYTCTBYIOT IIPeIapaThl, CO-
Ieprkalye KajausA FUApoKapOOoHAT, IMMOHHYIO KIUCIIOTY,
HATPUSA [UTPAT WIN KaTUsA HATPUSA TUPOLUTPAT.

CunraemM BaXXHBIM OOpaTUTh BHUMaHMe KOJIJIET HA
TOT QaKT, YTO JO3MPOBKaA LUTPATHBIX cMecelt mpu ITKA
IVICTaIbHOTO TUIIA JO/DKHA TOAOMPATHCS MHANBHUIYATHHO.
B HekoTOpBIX Cay4asx (Hampumep, y geTeir) HeoOxomum
IIpMeM IpelrapaToB He TOJAbKO B JJHEBHOE BpeMsi, HO U B
HOouHbIe yachl [79]. OcHOoBHBIM KputepueM 3 dekTnBHO-
CTV IIPYMEHEHVIS UTPATHBIX CMeCel y JJAHHOI KaTeropumn
OONIbHBIX SBJIAETCA HOPMaau3auys yPOBHS LUTPAaTOB B
CYTOYHOI MOYe ¥ HOpManu3anus KOHIeHTpauny ouxap-
6onatoB B KpoBu [80].

Pexomenpgys manuentam ¢ IIKA tepanmio nurpat-
HBIMU CMECSIMMU, KpaliHe B&XKHO IOMHUTD, YTO Ha3HAYEHUE
IIpenapaToB, COfep>KallNX Kalnii, y HalMeHTOB C TUIep-
Ka/nyeMueil IpOTUBOIOKa3aHo [81].

B HEKOTOPBIX CIy4asX CYLIeCTBYIOIINE MTOAXOAbI K
JIEYeHUIO SIBJIAIOTCS HU3KO3(P(PEKTUBHBIMU M MOTYT CO-
IIPOBOXXAAThCSI ITOSIBIEHNEM OC/IO>KHEHWI CO CTOPOHBI JKe-
JTYLOYHO-KUIIEYHOT0 TpaKTa (racCTpUT, A3BeHHAs 00JIe3Hb
JKeNMyAKa, ABeHajuaTunepcTHoy kumku) [82]. Muoro-
KpaTHBII [IpMeM IIpenapaToB sIBISAETCA HEYLOOHBIM s
MAL[MEHTOB U CHIDKAeT MPUBEPKEHHOCTD K JiedueHno. s
YMEHbBIIEHNST KOMNYeCTBA OCTOXXHEHWI U IMOBbIIIEHNUs
YPOBHSI IPUBEP>KEHHOCTY OOIPHBIX K T€PAINN B HACTOSI-
Iiee BpeMs pa3pabaTbIBalOTCs IIepOpabHble TPAHYIUPO-
BaHHbBIEe IIpenaparbl MPOTOHIMPOBAHHOTO [eCTBUS Ha
OCHOBe IIUTpaTHBIX cMeceit (ADV7103) [83].

HapaBHe ¢ KOppeKIjieil ITMIONUTPATypuy HOpMasn-
3aUMsi YPOBHsI KaJIbIIVsI B CYTOYHOI MOYe€ SIBJIAETCS OFHUM
U3 K/II04YeBbIX 3BeHbeB B MeTadumakTrke MKB y 60npHabIx
¢ [IKA pgucranpHoro tumna [2]. OCHOBHBIM I€eKapCTBEHHBIM
IpenapaToM [/ KOPPeKL UM YPOBHS KaJIbL/s B MOYe SAB-
J5eTCsI TUPOXTIOPOTUA3U], — IIperapar, OTHOCAIMIICS K
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rpyIIie TMAa3UAHBIX JUYpPeTUKOB. JJokazaHO, YTO TUAPOXIIO-
pOTMa3N], CHIDKAeT IOKas3aTenu SKCKpeUuyM KaabLuA C
Moyoii [84]. IIpu aToM MeXaHM3MBbI IeJICTBUSA Ipernapara
OCTAIOTCS 1O KOHIIA He U3Y4YeHHBbIMN [3].

IToMmumo nexapcTBeHHON Tepanuy nanuenTam ¢ MKb
n I[IKA pucTanpHOro THIIa HEOOXOAUMO IPUAEPIKUBATHCSA
oIpeJie/IeHHbIX [JUeTUYeCKNX peKoMeHganuii. OCHOBHBIM
IIPAaBIJIOM IIPY COOTIONEHNY INEeTHI ABIIACTCS HOTpebieHmne
60/IBIIOTO KONYIECTBA KUJKOCTHU, B TOM YMC/Ie alle/IbCH-
HOBOI'O CBEKEBBIXKATOI'O COKAa MJIM BOABI C IMMOHOM [85].
Tax>ke 60/IbHBIM PeKOMEH/[yeTCsA OTPAHNYNUTD COMIb U COJIe-
Hble NPOAYKTHI M CHUBUTb KOIUYECTBO IOTPeOIsIeMOro
MmsAca.
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