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OCHOBHBIE ®AKTOPHI PUCKA PA3BUTUSA MOYEKAMEHHOM
BOAE3HU YV AETEUN

OTBOY BO PHUMY um. H.W. TTuporoBa M3 P®, Mocksa, PO

B craThe npencraBiieHbI OCHOBHBIE (haKTOPHI PUCKA BOSHUKHOBEHH S KPHCTAJLIYPUN U (DOPMHUPOBA-
Hua mouexkameHHO# 6ose3Hu (MKB) y mereii. [IpuBegeHa Tab6anna ¢ ykasaHueM HOPM IIPaBUJIBHOI
MHTEPIpPeTAUN Pe3yJhTAaTOB OMOXMMUYECKOT0 aHAJIW3a MOYH, HEOOXOTMMOTO AJA TUATHOCTUKU
KPHCTAJIypUu Kak omHol u3 mpuuuH passutus MKB y mereii. Ha coBpemenHOM 3Tame, B CBA3U C
HaKOILIEHWEeM TaHHBIX O POJIM reHeTudecKux myramuii B passutun MKB, pekomenayercsa paccma-
TPUBATh BO3MOKHOCTHh (hOPMHUPOBAHNS MHKPOJUTOB KAaK IPOSBJIEHNE MOHOTE€HHOr0 3a00JIeBaHUS,
YTO HAIILJIO OTPaskeHNe B IPUBEIeHHON B cTaThe Tabaune. OnucaHHbIi KIMHIYEeCKUI IpuMep pedeH-

Ka ¢ MUCTHHYPHEel pacKphIBaeT BaKHOCTh reHeTuuyeckux npuuud MKB.

Kniouesvle cnoea: kpucmaniypus, moieKameHHas 601e3Hb, HeQPPOKALbYUHO3, Demu, 2eHemuiecKue
parxmopul.
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MmouexkameHHol 6oae3nu y demeil. Ileduampus. 2018; 97 (5): 93-103.

O.L. Chugunova, M.V. Shumikhina, L.V. Pavlushkina

THE MAIN RISK FACTORS FOR UROLITHIASIS IN CHILDREN

Pirogov Russian National Research Medical University, Moscow, Russia

The article presents the main risk factors for crystalluria and urolithiasis (UL) formation in
children. It provides the table with the norms of correct interpretation of urine biochemical
analysis, necessary for diagnostics of crystalluria as one of the causes of UL development in
children. At the present stage, due to accumulation of data on the role of genetic mutations in UL
development, it is recommended to consider the possibility of forming microliths as a manifestation
of a monogenic disease, which is reflected in the table given in the article. The described clinical
example of a child with cystinuria reveals the importance of the genetic causes of UL.
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Mouekamennasa 6ose3ab (MKB) — 3abosieBanue, CBA3aHHBIMHU C HAJIUYHEM KaMHS B COOTBETCTBYIO-
KOTOpOe XapakTepuayeTcsa o0pasoBaHueM KaMHell B 1iem oprase [1].
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YECKUMU U IaTOPU3NOJOINUECKNMY U3MEHEHUAMY  MECTe MOUYEBBLIJe/JUTEJLHONM CHUCTEeMBI: Jallle BCero
B OpPraHU3Me B II€JIOM B pPe3yJbTaTe KaMHeo0paso- OHU JIOKAJM3YIOTCA B IMOYKAX M MOUYETOUYHUKAX.
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B3POCJIBIX, U 0 Poccum cocraBidger okoao 19-20
caydaeB, TOTZa KaK y MoApocTKoB — 80—-82 ciay-
vasg, a y B3pocabix — 450-460 cayuaer mHa 100
TeIc HacesieHUusa [2]. TepMuH <«HEPOKAIBIITHO3»
(HK) ucnosb3yerca B ciydae OTJIOMKEHUSA COJEH
KaJbIUA B KAHAJbIIAX U MHTEPCTUIMAJIBHON TKAHU
nouek. HK nmpuHATO mogpasnensaTsh Ha KOPKOBHIN U
MeJYJIAPHBINA, KOTOPBIH MOYKET OBITH ITPOJOJIMKE-
HueM KopkoBoro HK, HO mpeumyiecTBeHHO pas-
BUBAETCS CaMOCTOATEJIbHO, M OOYCJIOBJIEH DALOM
MeTaboauuecKkux pacctpoiictB. Kopxoseiii HEK
BCTpeYaeTcAa perke M OXBATHIBAET BCIO IIOUEUHYIO
napeaxumy. OH cBsABaH ¢ Cepbe3HBIMU Te)eKTaMu
oOMeHa BeIecTB, HAIPUMED, C TAKUM KaK IIepPBUU-
Hasd TUNEPOKCAJNyPUsd, WJIU SBIAETCA KOHEUHBIM
ATamoM XPOHUYECKOH 6osesuu mouek IV—V cragumu.
Menynnsapusiiit HK BcTpeuaeTcsa 3HAUUTEIHHO Yallle
KOPKOBOT0. XapaKTepu3yeTcs OTJIOKEHUEM COJeH
KaJbIlA NIPEUMYIIeCTBEHHO B 00JIACTH IHUPaMU-
IOK IIOYEK, PAa3BUBAETCA IPU PA3JIUUHBIX HapyIIe-
HUAX (ocOpPHO-KAJBIEeBOI0 00MeHa, IIPOTEeKalo-
IIUX C TUNEPKaJbIlMeMuell U TUIePKaJIbInypueii.
Hannume menynnapuoro HK aBisgerca daxTopom
BBICOKOTO pucka ¢opmupoBarnusa MKB [3].
MoueBble KaMHU B 3aBUCUMOCTH OT TUIA HAPY-
IeHni oO0MeHa BEIeCTB WM HAJIUUUA WHOPEKIUU
MOTYT OBITh PA3JUYHOTO XUMHUUECKOTO COCTABA;
YacTh M3 HUX MMeeT MOHOCTPYKTYPHOE CTPOEeHUe,
HO UYallle BCTPeYalOTCA IOJUMUHEpPaJbHbIE WU
CMEIIaHHOTO CTPOEHUA KaMHU. 3HAHUE CTPYKTYPHI

KaMHel urpaeT HeMaJIOBa*KHYIO POJb IIPU BBIOOPE
MEeTOJIOB JIeUeHUA U TPOPUIaKTUKA.

TepmuH «gucMeTaboanUecKas HeppomaTusa» He
HWCIIOJIB3yeTCA B MUPOBOUA HE()POJIOTUUECKO ITPaK-
tuke. IIpu orcyrcTBUU KOHKpeMeHTOB u/unu HEK
VCIIOJIb3yeTCA MOHATHE TOTO MJIM WHOTO BUIA KpPHU-
cTamnypuu (KaJabliUypus, OKCAJTYPHUA 1 IP.) B 3aBU-
CHMOCTU OT IIOKasaTesiell GMOXMMUUECKOT0 COCTa-
Ba MOUYU, PACCUMTAHHOTO HA KpPeaTWHUH IalueHTa
(taba. 1) [4]. Tunepranbiuypus, TUIepPoKCcaIypus
U TUIOMUTPATYPUS CUUTAIOTCA Hambojee BasKHBI-
mu paxTopamu pucka passutusa MKB, ocobeHHO ¥
meTen.

JJia TmpaKTUYecKOro 3paBOOXPAHEHUSA OUYEHb
Ba’XHO NPaABUJbHO HHTEPNPETUPOBATH pe3yJbTa-
THI TIOJIYYEHHBIX AHAJIU30B C IEJIbI0 CBOEBPEMEHHOM
OUar-HOCTUKU Pa3JUUYHBIX BUAOB KPUCTAJLJIYPUU.
C aT011 11eJIbI0 B HACTOAIIEH cTaThe HUKe IIPUBOJUT-
csl TIpUMepP MCIIOJb30BAHUSA MPEeNCTAaBJIeHHON Taba. 1
IIJI BBISIBJIEHUSA ITATOJOTUYECKOA KPUCTAJLIIYPUH.

Manpuuk 6 jger, Bec 19 Kr, mabJuromaercsa ¢ muar-
HO30M «JAucMeTabosnuecKas HeQPOmaTus» IO MECTY
JKUTEJBCTBA. PEKOMEHJIOBAHHOM AUWETHI MPUIAEPKUBAET-
csA YacTUUHO. B OmoxmMuyecKkoM aHaause Mmouu: dochop
10,3 mr/kr/cyr (uto cocraBasger 195,7 mr/cyr: 10,3 mr/
cyT+19 Kr), Kampmuii 2,3 Mr/Kr/cyT (YTO COCTaBJISAET
43,7 mr/cyrT: 2,3 mr/cyT - 19 Kr), MmoueBas kucaora 169,4
Mr/cyT, okcanatsl 24,1 mr/cyT, Kpeatruaud 308 mr/cyT.
s pacuera MHIEKCOB HEOOXOAMMO DA3NEJUTh AaHHBIN
MOKas3aTejib HA KPEaTWHWH MAIlUeHTa W CPABHUTb UX C

Tabauua 1

HOpMa’I‘HBHLIe HnoKaszaTexu® KPHUCTAJIIYyPUHU B 3AaBUCUMOCTH OT BO3pacTa 1 €eAMHUIl U3MEPEeHUusA

IToxazarenu OTHoOLIEHNE BeIIeCTBAa K KPEaTHHUHY IJKCKpenus ¢ MOYO’
Bospact MMOJIb/MMOJIb MT/MT
<12 mec <2,2 <0,8
Kambmmit 1-3 roga <1,5 <0,53 <0,1 MMOJIB/KT
3-5 ser <1,1 <0,4 <4 Mr/KT
5—17 jer <0,8 <0,3
>T jer <0,6 <0,21
<6 mec <360 <260
7-24 mec <174 <139
2-5 jer <101 <80
5—14 jyer <82 <65
>16 et <40 <32
<12 mec <1,5 <2,2
1-3 roga <1,3 <1,9
3—5 jer <1 <1,5
5-10 Jer <0,6 <0,9
>10 ser <0,4 <0,6
ITurpar <5 et >0,12-0,25 >0,2-0,42 >0,8 Mmmoub/1,73 M2/cyT
>5 jer >0,08-0,15 >0,14-0,25 >0,14 /1,73 m?/cyr
<12 mec <18 <5,24
1-2 roga <14 <3,95
2—-3 roga <12 <3,13
3—5 jer <8 <2,17
5-T jer <5 <1,19
7-10 et <3,6 <0,97
10-14 netr <3,2 <0,86
14-17 ner <2,7 <0,75

*HopMaJjibHble 3HAUEHUS 3aBUCAT OT PErMOHA MPOKMUBAHUA. Y Ka3aHHbIe 3HAUEHUS ObLIW HOJYyYeHbl U3 JAHHBIX PA3JIUUHBLIX UCCJIe-
IIOBaHMUM, KOTOPbIE B OCHOBHOM IIPDOBOAMJINCEH B IIPOMBIIIIJIEHHO PA3BUTHIX CTPAHAX. ITO OCOOEHHO BayKHO B OTHOIIIEHUYU COOTHOIIIEHUS
KaJbIU/KpeaTuHuH B Moue. [[JIs1 muTpaTa OTHOCUTEIBHO MAaJIO NCCIEJOBAHUN HOPMAIbHBIX 3HAUEHUN Y JeTel, I09TOMY IIPUBEJEH
IManasoH HOPMATUBHBIX IIOKa3aTesell, OTJINYAIOIUHACSA OT UCCIeLOBAHUSA K UCCIEJOBAHMIO.



HOpMaTUBHBIMU moKazareaamu. Kanpnuii/Cr 0,14 mr/
mr (Hopma Mmenee 0,3), moueBas kwucisora/Cr 0,55 mr/
mr (zopma menee — 0,9), dochop/Cr 0,63 mr/mr (HopMa
menee — 1,19), oxkcamater/Cr 78 mr/mMr (HopMa — MeHee
65). Takum o6pa3oM, y pebeHKa IPUCYTCTBYET OKCaJy-
pus, B CBA3U C UeM PEKOMEHIOBAaHO COﬁJIIOlIeHI/Ie BOOHOTO
PeXuMa U COOTBETCTBYIOIIEN AMETHI.

B Hacrosiee BpemMsaA JoKasaHa HacJIeICTBeHHAs
mpupoaa psama 3abojieBaHUI, CBA3AHHBLIX C HAPY-
IIeHUAMHN TeX WU WHBIX 3BeHbEeB 00MeHa BeIlecTB
U OPUBOAAININX K 00pasoBaHWIO KaMHEH B IIOYKax
[6—7]. MKB nabsitomaeTcs Ipu TaKUX HACJIECTBEH-
HBIX MOHOTEHHBIX (popMax HaApPYIIEeHUN oOMeHa
BeIIleCTB, KaK KCAHTUHYPHUSA, MEePBUUYHASA OKCAIY-
pudA, IMUCTUHYPUSI W APYTHUe MOHOTeHHBIe (hOPMBI
MKB u HK (ta6xn. 2) [8]. Ha coBpemenHOM dTame
MHTepecC UCCIeoBaTe el BO BCeM MUpPe IPOABIIAET-
cdA B usyuenuu acconuanuit MKB ¢ pasabIiMu ajie-
JISIMU T€HOB, YYaCTBYIOIIUMHU B PETyJIANNN oOMeHa
Buramuaa D u xaaenusa (VDR, CASR, CLD 16,
CLD 19, TRPV5 u np.) [9]. UmeHHO TTO9TOMY BCEM
nanuentam ¢ MKB, Hapany ¢ MeTogaMu BU3yaansa-
1Y, B KOMILIEKC JabopaTOPHO-AUATHOCTUYECKUX
MEePOIPUATUH PEeKOMEHIYeTCs BKJIIUEHNEe MHOTUX
TmoKasaTesjaeil KpOBU U MOYM:

e OOITMI aHAJNN3 MOYM C OIpeneeHrueM 0CagKa
moum, pH MoUM U MJIOTHOCTH;

o OMOXMMUYECKHI amaam3 Moum (KaJabIuii,
OKcaJsaThl, (ochop, MoueBasd KHCJIOTa, IUTPAT,
KpeaTWHUH, 0eJI0K, MUKPOAIbOYMUH, 6eTay-MUKPO-
TJI00YyJIWH, TJII0K03a, HATPUH, KaJuil, TUTPyeMble
KMCJOTHI UJIN aMUHOKMCJIOTHBIM creKTp). Komau-
yeCcTBEHHOE HCCJel0oBaHUe IUCTUHA B Poccuu B
HaCTosAIee BpeMs He JOCTYIIHO;

e faKTepUATbHBIN ITOCEB MOY;

® K1CJIO0THO-0cHOBHOE cocTossHue (KOC) KpoBu;

e O0IIIUIT aHAIN3 KPOBH;

® OMOXUMUYECKUI aHaIn3 KPOBU: 00s13aTeIbHO
ompenenaoT ansoymun, AJIT, ACT, xpeaTunuH,
MOUEBHUHY, OOINMUIl M MOHU3WPOBAHHBIN KaJBIUIM,
MOUYEBYIO KUCJOTY, KaJuil, HaTPU, XJIOP, MarHuu,
dochop, memounyno G¢ocpaTa’y, mapaTropMoH,
25-runpokcuransrudepos (Buramua D(0OH)25).

Omnpenenerre KOC KpoBM OuUeHb BayKHO IIPU
nomospeunu Ha MKB. Kpucramnmmueckue KOMIIO-
HEHTHI MOUYEBBIX KaMHell (DOPMUPYIOTCS U3 COJIeH
MOUeBOH, I1aBesieBo¥ U PochopHO KUCIOT B MOUe
MpHU OIpeneJeHHBIX AJA KakJOTO0 BHUIA KaMHeHN
KOHIIEHTPAIIUAX BOJOPOAHBIX MOHOB, KOTOPBIM
COOTBETCTBYIOT OIlpefiesieHHbIe 3HaueHusa pH moun.
IToT mMoKasaTe b ABJasgeTca akTopom pucka MKB
¥ 00s3aTeIbHO JOJYKEH YUUTBhIBATHCA IIPU pasmieie-
HUU KaMHel Ha Ipynnbl. BBIIO yCTAHOBJIEHO, UTO
onTHMMaJIbHbIe 3HaueHusa pH [ia KpucTaaausanuu
coJieii MOYeBOII KHMCJIOTBHI — O 5,5, IaBeeBoii —
6—6,8, dochopHoii — BeIlle 7. YUUTHIBAA 3TO, B
0000IIIeHHOM BHUEe KJIacCUPUKAIINA MOUEBBIX KaM-
Hell BBITJIAAUT cJexyiolnum oopasom [1, 10, 117:

A. Kpucmannuieckue KOHKpeMeHmMbL

I. Heopeanuueckue:

a) npu pH moum 6 — xKambIuii-oKcaaaT (BeBes-
JIUT, BeAAEJIJINUT);

6) mpu pH mouu 6,5 — kaabiuii-gpochar (ruapoK-
cUamaTuT, OPYIIUT, BUTJIOKUT);

B) nmpu pH mouum 7,1 — marHuii-aMMoHU# Goc-
dar (ctpyBur);

II. Opzanuueckue:

a) mpu pH mouu 5,5-6,0 — MmoueBass KucyoTa u
yparthl, IIUCTUH, KCAHTUH;

6) mpu pH moun 6,0 — ypaT aMMOHUA.

B. Benkoevie konkpemenmov, — npu pH mouu
6-7,5.

Kanvyuypus. I'mnepkanbunuypueil HasbIBAIOT
CYTOUHYIO 9KCKPEIINIo KaJbIlius 6oJiee ueM 4 MT/Kr/
cyT y pebeHka Becom MeHee 60 Kr, a 1A geTeii mep-
BBIX 3 MecsAIeB JKU3HU — 0ojiee ueM 5 MT/KTr/CyT.
KanbiueBble KaMHU OOBIYHO COCTOAT M3 OKcajlaTa
uin (ocdara KanbiuAa. OCHOBHYIO POJb B 0o0pa-
30BaHUU KaMHeI OKcajaTa KaJbIUs UTPaeT Jubdo
IepeHachIIIeHe KaJbIlieM (TUIEePKaJbIIuypPUs)
U OKcajaToM (THIepOKCaNypus), JuOO CHUIKEeHUE
KOHIIEHTPAIUU WHTUOUTOPOB, HAIIPUMeED, IIUTpaTa
(TunmonuTPaTypus).

Kiaccupuranusa runepranbiuypuu: 1) uauno-
matTuyeckas — B CJIydae OTCYTCTBUS BBIABJIECHUSA
IPUYUHBI COBPEMEHHBIMU METOaMU MCCJIeJOBAHUA
u 2) BTOpuMUYHasA — TIpu OOHAPYKEHWU IIpollecca,
IPUBEAIIET0 K M30BITOUHOMY BBIJEJIEHUIO KaJlb-
nusa ¢ mouoii. IIpm BTOpmUHON (TUIEPKAaJbIIUE-
MHUYECKOI) TUIIEPKAJbIIUYPUN BBICOKUN YPOBEHB
KaJabIllid B CHIBOPOTKE MOKET OBITH O0YCJIOBJIEH
TIOBBIIIIEHNEM PE30POIY KOCTHOM TKaHU (Tumepna-
paTmpeos, THIEPTUPE03, UMMOOMIUBAINA, allUL03,
MeTacTasbl OMyXoJeil) mau M30BITOYHBIM BCACHI-
BaHUEM B iKenynouHo-kuiineunom tpaxTe (WKKT)
kanpnuda (runepsuramuzos D) [12].

Ilo nmpyroii KJjaccu@UKAIUU BBIAEJSIIOT CJe-
IyIoIire BUABI TUNepKanabimypun (tabsa. 3) [13]:
abcopOTuBHAA — pa3BUBAETCA B pe3yJIbTaTe HapyIie-
HUA BCACHIBAHUA KaJbIUSA B KUIIEUHUKE; PEHAJb-
Had — HaOJJII0IaeTCsa BCJIEACTBYUE YBEIUUEHUS CYyTOU-
HOM 9KCKpeInuu KajJbIludA IIOYKaMHU; Pe30pOTUBHAA
— BO3HUKAET BCJIEACTBUE IIOBBIINIEHHON AeMUHEpAa-
JU3anuu KOCTHON TKaHU; TUIEPKAJBIINYPUA IPU
TOUYeuYHOM KaHaJbIleBOM arugose I Tuna (qucraib-
HOM) — pa3BUBAaETCs BCJIEACTBUE HaPYIIIeHHOH peal-
coOpOIIMY KaJIbIlUA B IOUEYHBIX KaHATbIaX.

IlepBBIii 3Tam JeUeHUA TUIMEPKAJBIIUYPUN
3aKJIIOUaeTCA B IOBBIIIEHUU IIOTPEOJEHUSA KUJ-
KocTu, xoTsa ObI Ha 50%, m yBeiauueHWU gUype-
3a. Koppeknusa AweThl OpefycMaTPUBAET pacueT
CYTOYHOTO YPOBHSA IOTPEOJIEHUA KAJIbIUA, JKUBOT-
HOTO 6esiKa, HATpUsa. PeKoMeHyeTCcsA orpaHudYeHNe
comeps;KaHUS HATpUA B NIUINE, a TaKyKe obecie-
YeHUEe CYTOUHOTO IMOTPEeOJIeHUs KaJbIUd B COOT-
BETCTBUU C NOTPEeGHOCTAMU OpraHu3Ma pebeHKaA.
B KauecTBe MEeIUKAMEHTO3HOTO JIEUEHUA HUCIIOJIb3Y-
IOTCS TUAPOXJIOPTUASU] U APYTrUe THUasuAHbIe IUY-
peTtuxku B mose 1-2 Mr/Kr/cyr, omHAKO OHHU JOCTa-
TOYHO PEIKO IPUMEHAIOTCA B MeIUATPUU B CBA3U
C BO3MOKHBIM PAa3BUTHUEM BJJIEKTPOJUTHHIX Hapy-
IIeHUH 13-3a MOBBIIIEHNA peabcopOruy KaabIlud B
KaHaibnax. [lonoKuTenbHBINH 3PGEKT oTMeuaeTcs
IIPU UCIIOJIF30BAHUHU IIUTPATA B CIydyae COXPaHEHUA
TUINIePKAJbIINYPUU U IPU HUBKUX YPOBHAX IIUTPATA.

T'uneporxcanypus. IllaBeseBas Kucjaora
ABJAETCSA MeTabOJUTOM, BBIBOAAIMMCA IIOUKA-
mu. Tombko oxoso 10-15% oxcanata mocTymaeT
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Tabruua 2

l'eneTnueckue 3a6oaeBaHusd, COMPoBOkaaomueca passutueM MKB u/uau medporaabuuao3oM

PaccTpoiicTBO T'eH/npoayKT reHa/aoKyc

Tun

IIpusHaku
HacleX0BaHUA

T'unepranbuypus CASR/CaSR,
3q21.1
AyTOCOMHO-TOMUHAHTHAS T'unepmopdHasa myramus
TUIOKAJIblleMUuecKas

TUIEePKATBIINYPUA

AT VMmepeHHas1, KaK IPaBUJIO0, ACUMITOMAaTUYECKA s
TUIIOKAJIbIMEMUS, TUIIEPKATbI[UYPUs, ITOBBIIIIE-
HUe CBIBOPOTOYHOTO (hocdhopa, CHUKeHNe YPOBHSA
Maruus, naparupeougusiii ropmoH (IITT') Ha
HUKHEH rpaHuIle HOPMBI.
B penkux cayuasx nmporexkaer ¢ Baprrep-
TOZLOOHBIM CUHIPOMOM.
NB: Buramun D-samecTuresbuasa Tepanus
IPUBEJET K YCUJIEHUIO THIEePKAIbIINYPUN,
Begyreit k Hedporaasiuuosy (HK), MKB
U TePMUHAJIBHON XPOHUYECKOH ITOUEUHOM
HegocraTrounoctu (TXBH)

*BayKHO: MHAKTUBUPYIOIIE MYyTAIUN
CaSR upuBOAAT K yCUJIEHUIO 0O6paTHO-
OTPUIATETHbHON CBASU U I'UIIOKAIBIINYPUYECKOI
TUIIEPKATbIITEMUN

T'unepkanbiueMus ¢
TUIEPKATbIUYPUEH —
CeMeWHBIN N30JINPOBAHHBIN
TUIlepIapaTUPeouIu3M

Menin, 11q13
Parafibromin, 1q31.3
CaSR, 3q21.1

SAC,
1q23.3—q24; BapuaHTHI IOCJIELO0-
BaTeJbHOCTEH, HeT IPUYNHHBIX
MyTanui

Wnuonaruyeckas
TUIEPKATBIIUYPUS

VDR,
12q12—-ql14, monumopdu3Mbl, HO
HeT NIPUYNHHBIX MYTaIUi

TeH emie He HaligeH
9933.2—q34.2

ATl CeMellHbBIE N30JIMPOBAHHBIE OIIYXOJIN
IIapalluTOBUAHOM sKejes3bl, THAK TUBUPYIOI[Te

MyTalUuu B KQJIbIUA-UyBCTBUTEJIHLHOM PEIEIITOPEe

ALl AcconuupoBaHa ¢ a6COPOTUBHBIM TUIIOM
TUNEePKAIbIUNY DU,
HOPMOKAJbIMeMus, HopMmanbHble ypoBHU IITT,
HHU3Kas INIOTHOCTb KOCTel
ALl AcconuupoBaHa ¢ pe30POTUBHBIM TUIIOM
TUIEPKAIBIINYPUT

AR

AJl-medposnntnas

Cungpom Baprrepa
Tum 1

SLC12A1/NKCC2,
15q15-g21.1

Tumn 2 KCNJ/ROMK,

11q24

Tun 3 CLCNKB/CLC-Kb,

1936

Tumn 4

BSND/Barttin; 1q31

Tun 5 MAGED2/Xpl1.21

AP Knaccuueckuit cunapom Baprrepa:
TUTIOKATIbIEeMUYECKHUI aIKaI03, I0UeUHAT
moTepsA coJieil, TUIeppeHnHEMUUEeCK Ui
TUIEePaIbI0CTEePOHU3M,
TUIIePIPOCTATJIAHIUHEMUSA, TUIIEPKATBIINYPUA
u HK, puck pasButus TXBH. AHTeHaTaIbHBII
curapom Baprepa: MHOTOBOAUeE, ITOTEPS COIH,
IpeXkJeBpeMeHHbIe POIbI, 00e3BOKUBAHIIE

AP Krnaccuuyeckuii/aHTeHATATBLHBIN CUHAPOM
Baprrepa: runepransnuypud, HK, TpansuTopHas
HeoHATaJbHAS IUIEePKAINEeMUs, IePeX0LAIas B
NaJbHEUIIeM B TUIIOKAJINEMHUI0, PUCK Pa3BUTUA
1XBH

AP Yaie Bcero KjaaccuyecKuii cuaapom Baprrepa
C BAapUATUBHBIM (DEHOIIUTOM (JUATHOCTUPYETCS
¢ IIeprosia HOBOPOKIEHHOCTH 0 IIOLPOCTKOBOTO
BO3pacra), runepransrnuypud u HK, kax npasu-
JI0, OTCYTCTBYIOT, PUCK pa3BuTus TXBH

AP Kak mpuBMIO, TAMXKEIbIN aHTeHATAIbHBIA CUHAPOM|
BapTrrepa ¢ ceHCOHEBPaIBHOI TYrOYXOCTHIO; HO C
MeHee BhIpasKeHHOI runepkanbiuypueit u HK,
TXBH

Xp Kiaccuueckue nposiienus cuagpoma Baprrepa,
HO C IPOSABJIEHNEM B paHHEM HEOHATAJbHOM
epuoie, a TaKKe COIPOBOYK/IAIOIIETOCA
MOJUTUAPOAMHUOHOM

¢ numei. PasiawyaoT Tpu MexXaHM3Ma Pa3BUTUA
TUIIEPOKCATYPUU:

1) moBBINIIeHHOE TOTPEebIeHEe TPOIYKTOB ITHUTA-
HUA, 60raThiX OKCAJATOM U aCKOPOMHOBOU KICJIO-
TOH, a TaKJKe HU3KOoe MoTpebeHre Kaabiusa (TuIte-
Bas TUIEPOKCATYPUS);

2) yBeqmueHHAA SKCKPEIus oKcajgaTa ¢ MOUOH
y OOJIBHBIX C CHHAPOMOM MaJIbaObCOpPOIiII, BOCIAIN-
TeJbHBIMU 3a00JI€BaHUAMY KUIITEUYHUKA (9HTEePAIb-
Hasd TUIePOKCATYPHUs);

3) macisencTBeHHOe 3aboJieBaHUE, CBA3aHHOE
CO CHHJKEHHEeM AKTUBHOCTU AJaHUJ T[JINOKCHUJIAT
aMuHOTpaHCchepass! (IepBUYHAA TUIEPOKCATYPUI)
[14].

ITocsie BcachiBamus B KUINEUHHKE OKCAJIATHI
TMOCTYIIAaI0T B KPOBb U 3aT€M BBIBOJATCS IIOUKAMU.
B moue OHU CBSBBIBAIOTCS MarHueM U HATPUEM.
IKCKpelnus OKCaJlaTOB MaKCHMAaJbHAa OTHEM, Tak
KaK YeJIOBEK B 9TO BpeMs IMOTPebJIAeT MPOAYKTEI, B
COCTaBe KOTOPBIX €CTh ATHU JINTOI'€HHBIE BEIIeCTBA.
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PaccrpoiicTBo T'eH/npoayKT reHa/IoKyc oL ITIpusnaku
HACJeTOBAHUSA
Bonesus [lenra CLCNS5, Xp My:xckoit o1, cuaapom PaHKOHY (AMUHOAIIU-
Henr 1 myTanuu B 60% ciydaen nypus, docdarypus, TIIOKO3YPUI, KaJIUyPUs,
CHUKeHre anuguduKaumn), HU3KOMOJIEKYIsp-
HasA MIPOTEeNHYPUs, TUIEPKAIbINYPU (MeHee
BBIpA’KEHHAs B cTaplieM Bo3pacTe),
HK, MKB, uacto TXBH
Henr 2 OCRLI1, Xp IMTanuents ¢ myrarueit OCRLI u 60J1e3HbIO

myTtanuu B 15% cayuaes IleHTa yrposkaeMsbl 110 Pa3BUTHIO KaTaPaKThI

Cungpom Jloy OCRL1, Xp MysKcKoil 1oJ1, BpOosKIeHHAasT KaTapakra,

(okyorepe6popeHaATbHBII Xq25 YMCTBEHHAas OTCTAJOCTb, XP F'MIIOTOHUS,
CUHJPOM) PaxuT, IPOKCUMAJIbHBIA TPYyOUATHIH feeKT
(6bukapbonar-, ocdar-, aMuUHOATUAYPUSA),

IPOTeNHYPUA He)POTUUECKOT'O THUIIA,

MeTaboIuYeCKUN alfu03, TUIIePKATbIIUYPUS,
HK, MKB, uacto TXBII

ALl W36biTouHas aKcKpernus GocdaToB ¢ MOUOI,
runodocdaTeMus, IOBBIIIIEHNE

1,250H BuTtamuu D, moBbIIlIeHNE III€T0YHOMR

docdarassl, cumkenue IITT, runepranbuemusa
¥ TUIIePKAJIbIINYPUA

AP W36bITOuHAaA 9KCKperus ¢ocharoB ¢ MOUOIA,

runodocdareMust, TAKEJIbIA PAXUT, TUIED-

KaJabluypusd, HO 6e3 runepkaiabiimemuu, MKB

MEKB, octreomeTpos u NPT2a (SLC34A1 ),
croiikasa rumnodochareMus 5q35

NPT2¢ (SLC34A3),

HacaencTBeHHBII
runodochareMuyecKuit 9q34
PaxuT C TUIEPKATBIINYPUEN
Cungpom Buiabamca CuHIpOM [Ieseruy TeHOB Cnopaznu- MynbTucucTeMHAsA aHOMAJIUA C 3aJ€PIKKOMI
(1,55 M6, Brarouaa ELN, yeckas ICUXUYECKOr0 PA3BUTHUSA, XapaKTePHBI

LIMKI, RFC2), OTJINYUTETbHbIE ITOBeJleHUeCKre PeaKI[uu, C

7q11.23 aTOJIOTUEl CepaeuHO-COCYAUCTON CUCTEMBI

(cTeHO3 a0pTHI), AHOMAJIMU OPTaHOB MOYEBOI

CHCTEMBI U COeIVHUTEJTbHON TKAHU, BpeMeHHAasa
THIePKAIbIVEeMUSA U TUIePKAIbIINYPU,
HK, MKB

AP CumMinToMaTnyecKas TUIoMarHe3sueMus 1

TUnoKaJbliueMus, runepkanbinuypusi, HK, MKB
AUCTAJNbHBIN TOUYeUHbIN TYOYIAPHBIN aug03
(IITA), vacro TXBH

Cemeiinas CLDN16,3q27
TUIIOMAarHe3ueMus C
TUNEePKAJIbIUypueil u
He(POKAJIBIITMHO30M
CLDN19,1p34.2 AP

AHoMaIMM CO CTOPOHBI 3PUTEIHLHOTO
aHajIusaTopa

AP Cungpom PaHKOHU, HeUeHOUHAA AUCHYHKI[UA,
HEeBPOJIOrMYecKre CUMIITOMBI, KoJibita Kaiisepa—

djreiimiepa, MOBBINIEHNE CHIBOPOTOUHOT'O

epyJIonaasMuHa (BCaeCTBIE CHUMKEeHU S

9KCKPEeINN), TUIIePKATbIINYPUS,

HK, MKB, TXBH

Co 3puUTeIbHOM IAaTOJIOTUEeH

Bosiesub Busibscona ATP7B,13q14.3

Tuposunemus 1-ro Tumna FAH, 15q.23—q25 AP Cunapom PaHKOHU, PAXUT, IeUEHOUHAA
HEeIOCTATOYHOCTh, KOAryJOmaTus,
runepranbiuypus, HK, MKB, TXBH
Cungpom Jluggia SCNN1Bu SCNN1G, ALl Bcerpeuaerca pegko, Tpuajga: TUIOKAINEeMUs,
16p12 aJIKaJIo3 U HAaTPUI-UYyBCTBUTEIbHAS
TUIIEPTOHUSA, CHUKEHHUE aJIbJOCTEPOHA,

runepkansnuypus u HK, puck TXBH

(mceBmoTHIIEPATID-
IocTepoHU3M THII 1)
(s deKTUBHO JeUeHNE AMUTIOPULOM —
61oxkaTopom ENaC)
Cunzgpom 'opmona WNKI1,12p13,3; ALl T'unepkanuemusi, MeTabOJIUUECKUIT aIu03
(IICeBIOTUIIOATBIOCTEDPO- WNK4 1, 721,31 (CHUIKeHUe dKCKPEeI[UN aMMOHMUS), TUIIePTeH3U s
HU3M TUl 2) u runepranbiuypusa (IITA, tumn 4)
T'unepokcanypusa AGXT, AP IToBTopsaiomuecs snusonst MKB u /
ITepBuunas 2q37.3 (80-90% cayuaes wiu nporpeccupyomnuiit HK, uadexnusa
TUIEPOKCATYPUS IEePBUYHOMN I'UIIEPOKCAIYPUH) OpPraHOB MOUYEBOM CUCTEeMbI, 3HAUNUTEJIbHAT
Tum [ runepokcanypusd (>1 mmoas/1,73 M2/cyT),
TUINEPTJINKOJINKOBAsA alugypus, ucxoq B TXBH
(OT HEOHATAILHOTO IEPUOZA 0 CTAPIIIETO
BO3pacTa), IporpeccupoBaHue 10
IOJIMOPTAaHHOM HEJJOCTATOYHOCTH
ITepBuunas GRHPR, AP OCHOBHO# KPpUTEPUIl — MOBTOPAIOIHECST
TUNEPOKCATYyPUS 9q11 (10% cay4uaeB nepBUUHOM snusonsl MKB, pexxe HK, runepoxcanypus,
Tun [T TUIIEPOKCATYPUN) a TaK/Ke ciyieibl L-riInIiepuHoOBO# anugypuu B
GOJBIIMHCTBE ciIy4yaes, 6osee pegkuii (~20% )
ucxopn B TXBIT

AP Oxcasrypus, perpeccupyioias ¢ BO3PacToM.
CayuaeB ncxoza B KoHeUHYIO cTaguio TXBH He
BBIABJIEHO (HEJOCTATOYHO SAHHBIX)

ITepBuunasa DHDPSL, 10q24.2

TUIEPOKCATYPUS
Tum 111
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SLC4A1,17q21-22

SLC4A1,17q21-22

AP

PaccrpoiicTBo T'eH/npoayKT reHa/IoKyc i IIpusaaku
HaCJIeTOBAHU S
Iucrtunypus Hapy1enue TpaHcmopTa IUCTeNHA
IMucrunypusa tuna I SLC3A1/rBAT, 2p16.3, AP M JBYXOCHOBHBIX aMUHOKHUCJIOT B IOYEUHBIX
(reTepo3uroThl HEe UMEIOT | IPUYUHHBIE MYTAIIUU IPUBOAAT, KaHaJIbI[aX, BRICOKME YPOBHU I[MCTENHA B MOYe
KJINHAYECKUX MIPOSBIEHU) TJIaBHBIM 00pasom, K Tuny I
IMuctunypusa tuna I1 SLC7A9/b0, +AT, Al
(reTepo3uroThl UMEIOT 19q13.1, npuYMHHEBIE MyTaIUN1
BapuabeJIbHYIO CTelleHb dopmupyior denorun I Tuma
TUIIEPIUCTENHYPUH) IUCTENHYPUHI
ITucTuHypUA CMEIIaHHOTO Bce reHOTUIIBI BOBMOXKHBI,
tuna /11 HO B ocHOBHOM myTaruu SLC7A9
T'unepypukosypus HPRT; Xq26 Xp BrisfBIsieTCA y UL MYKCKOTO I0JIa, 3[0POBBIX
Cungpom JIéma—Huxaua TIPY POKIEHUU, C IPOTPEeCCUPYIOIeit
IICUXOMOTOPHOM 3aJePIKKOIL 10 Mepe
B3POCJIEHUSA, TI0JAarPOii, TUIIEPYPUKO3yPHUeil,
penuausupymoiieit MKB, ayToarpeccueit
YacTuuyHBINA AedUIUT G6PC; 17q21 AP T'unepypuKo3ypus, MINPOKUHA CIIEKTD
HPRT CHMIITOMOB € 6€CCUMITOMHBIM T€UEHUEM IIPU
MeHee TAKeJIbIX (hopMax
T'iukorenos Tuna la OUU30INUYECKUN TAMKEIbIN M'IIOTINKEeMUYeCKUH
JIaKTaT-alu03, TUIePYPUKO3YPU,
TUIEePKAIBIUYPUSA, TUIOIUTPATYPU,
penugusupymomas MKB, HK, curagpom
dankouu, GOKATHHO-CEIMEHTAPHBINA
TJIOMEPYJIOCKJIEPO3, TOYEUHBIN aMUIOU03,
TXBH
T'unoypurosypusa APRT; 16q24.3 AP Haxonsienue HepacTBOPUMOI'0 IypUHA B
APRT nedunur Moue 2,8 TUTrUApOKCcuafeHuHa (KpyTible +
KopuuHeBble Kpuctayibl), MKB, TXBH
Kcautunypusa XDH; 2p22 (tum 1) AP BrIpaskeHHOe CHUKEHIe YPOBHA MOUEBOM
2-i Tun: HepocraTok XDH u KUCJIOTHI B CBIBOPOTKE U MOUe, KCAHTUHYPUS
aJbAEeTUIOKCH/a3bI (KaMHU He BUIHBI IPU PEHTTEeHOBCKOM
MCCJIeJOBAHUM)
TparcnopTep ypaTos 1 SLC22A12 /URATI; AP Cnopagudeckas,/ ceMeiiHas moueyHas
11ql13 runoypukemusi, MKB u puck ocTpoii moueunoit
"egocrarounoctu (OIIH) Ha done pusuueckoi
Harpy3Ku
IToueunbrit TYOyIAPHBII ATP6V1BI, 2p13 AP Hucranbasbrii IITA, MeTabogmyecKuii anugo3
anuzgos (runonuTpaTypud+ (mapyureHHasa skckpenusa H+), panHee Hauaao
TUIEPKATBIUYDPUS) ¢ HK u morepeii cryxa, TUIOIUTPATY DU,
IITA 1-ro Tuna runepkanbiuypus, MKB, HK, runokanuemus,
paxur, 3aZiep:KKa (OU3UUEeCKOTO Pa3BUTUA
ATP6V0A4, 7q33-34 AP ITosgHee HAUAJIO CEHCOHEBPAJIBLHOMN TIYXOThI

(uHOTJa HOPMAJBHBIHN CIYX)

Hucranpusrii IITA. Boiree mosauee Havamo,
6osiee MATKUM MeTaboIuuecKuil anumos, pH
mouu >6,1, runoKaaueMus, THIOIUTPATyPUS,
runepKajgbiuypus, ypoauruas, HK, uaorga
paxur

Hucranpusiil IITA. Marudecranusa B 1eTCTBe,
MeTaboIuuecKuil anu 03 (IJI0C TeMOJIUTHYeCKas
aHeMus Ha I0r0-BOCTOKe A3un)

IITA 2-ro Tuna

SLC4A4, 4q21

AP

ITpokcumanbusbiit IITA. Bosiee Mmarkuit
MeTaboInUecKui arumo3 Ha (hoHe moTepu
OuKapOoHaTa, TUIIOKAJINEMUS, 3aJePIKKa

pocTa, aHOMAaJINU 3PUTEJIHHOI0 aHAIU3aTOopa,
nedeKT sMaJiu, YMCTBEHHAA OTCTAJIOCTD,
TUNEPKAJbIUYPU U TUIIOIUTPATYPHUA B
MEHBIIIell CTeIIeH!

IITA 3-ro Tuma
(cMeImIaHHbBII)

CAZ2, 8q21.2

AP

ITorepu 6uxkap6oHaTa + HEBO3MOYKHOCTH
noaxucaAaTs, mouy: IITA u ocreomerpos
(curgpom Guibaud—Vainsel), BHyTpuMo3rosas
KanrbnuduKanus, 3afepsKkKa pocTa, yMCTBeHHAA
OTCTAJIOCTD, TIIYXOTa

AJl — ayrocoMHO-TOMUHAHTHBIH; Alll — ayTOCOMHO-ZOMUHAHTHBIN C HEIIOJTHON IEHETPAHTHOCTHI0; AP — ayTOCOMHO-PEIeCCUBHBIN;
TXBH — TepMuHasbHAA XpoHUUYECKas moyeuHas HegocraTrouHocTh; IITT — mapatupeougusbiii ropmos; IITA — moueuyHo-TyOyIAPHBII
anuposd; HK — mHedporansiiuuaos; MKB — mouekamenHas 60jie3tb; Xp — X-CBA3AHHBIN PEIeCCUBHBIN.




OxcaJjiaT B CBIBOPOTKE KPOBU MOYKHO Pas3AesIuTh Ha
SKB30TEHHBIN, KOTOpPHIH abcopbupyercsa B JKKT, u
SHJIOTEHHbIH, 00Pa30BAHHLIN B pe3yJbTaTe IPoIlec-
CcOB MeTaboJsim3Ma TJIMOKCUJIOBOM UM acKOPOMHOBOM
KHCJIOT. B opraHuaMe uesioBeKa BKJIA] aJUMeHTap-
HOTO OKcaJjiaTa B OOIIYI0 9KCKPEINI0 MOYU COCTaB-
asier 10-15% , ocTaabHOE KOJIUUYECTBO MIPUXOAUTCS
Ha 9HJOTEeHHBIA OKcaJiaT. Bo3geilicTBUe IHUIIEBbIX
OKCaJIaTOB Ha YPOBEHBb 9KCKPEIINU IIaBeJIeBOH KIC-
JIOTBHI C MOUYOM 3aBUCUT OT OTPEOIeHUA KaJbIusa. B
TmocJeHee BpeMs BbIsBJIeHAa 00paTHAA 3aBUCUMOCTD
MEXKAY KOJUYECTBOM IIOTPEOIsIeMOro Kajablud U
prckoM o6pasoBaHUS KaMHeli: 3alUTHBIA d3(hGheKT
KaJbIusa 00YCJIOBJIEH TEM, UTO OH CBA3BIBAET OKCAa-
JaTel u pocaThl B KUIIEUHUKE, IPEIOTBPAIad UX
U30BITOUHYIO SKCKPEIIUI0 C MOYOM, CIIOCOOCTBYIO-
mryto ¢GopMUPOBaHUIO KOHKpPeMeHTOB. Kpome Toro,
HeJaBHO MOJYYEHBI Pe3yJIbTAThI, CBUAETEIHLCTBYIO-
1Iye 0 BJANAHUU IPAMOTPUIIATETIHLHOTO 00JIUTaTHOTO
anaspoba Oxalobacter formigenes Ha KOHIIeHTpAa-
U0 oKcajlaTa B Moue. JTa 0aKTepus IPOABISIET
CUMOMO-TUYECKNEe OTHOIIIEHUS C OPTaHU3MOM Y€eJI0-
BEKa IIyTeM CHUKeHUs abcopOIIu OKCAJIaTOB B IIPO-
cBeTe KHUIITeUHUKA C JaJbHEHINUM CHUKEHUEeM UX
KOHIIeHTpaIuu B maasMe 1 Mmoue. OqHAKO IO HACTO-
dIree BpeMdA He pa3paboTaHo mpemnaparTa, comep:Ka-
mtero Oxalobacter formigenes B cBoeM cocTase. [
JleueHUA BTOPUYHOMN THUIEPOKCATYPUU O0ecreuu-
BAlOT BBICOKUI OUype3, YMEpeHHOe OTpaHuYeHUe
IOCTYILJIeHUA OKcaJjlaTa C NUIllell U peryJapHBIN
mpueM B TUINY KaJbIlUdA, IIOKa3aHO HasHAUeHUE
IIUTPATHBIX CMecel, BO3MOYKHO HasHAUeHUE IIpe-
mapaToB MUPUAOKCUHA U IIperapaToB Marausd [15].

T'unoyumpamypusa. Huskuiti ypoBeHb IIUTpA-
Ta B MOUE CHOCOOCTBYET PAa3BUTUIO KaJIbIIMEBBIX
KaMHelH, TaK KakK IIUTPaT ABJIAETCA MHTUOUTOPOM
o0pasoBaHUS KaMHel B MOYKaX, IOJABJIAIOIINM
POCT U arperaIuio KPUCTaJJIOB oKcasiaTa 1 pocdhara
Kaabiua. OGBIYHO TUNONUTPATYPUs (IOHMMKEHHOE
BbIBeJEHME COJI JUMOHHOM KMCJIOTHI) pasBUBa-
eTcsi B OTCYTCTBUE KaKUX-JINOO CONYTCTBYIOIIUX
CUMIITOMOB WJX MeTa00JMUYeCKUX HapPYIIIeHUH.
TumonuTpaTypusa cCUMTaeTCsI OSHUM W Hambojee
3HAYUMBIX (PAKTOPOB PUCKA AJSA PA3BUTUSI KPU-
crannypuu. HesaBUCUMO OT HPUUYUHBI, BO3MOK-
Ha ObICTpas KOPPEKIUd TUIOIUTPATYPUU TyTEeM
JOTOJIHUTEJIbHOTO BBEIEHUA B IUTAHUE ITUTPATHBIX
cMecel ¥ TOTOBBIX IIpenapaTos [2, 16].

IIpeumyiiecTBEHHO AJIsI BOCIIOJTHEHUsS ITOTPEO-
HOCTH B IATpaTe UCHOJb3yioT Biemapen®, koro-
pBIli BAMAET HA TPU BaKHeUIux QpaxrTopa (op-
MUPOBAHUA KOHKPEMEHTOB: KWCJIOTHOCTbL MOUWH,
coleps;KaHUe KPUCTAJJIOO0DPA3YIOIIUX BEI[eCTB U
KOHIIEHTPAINI0 WHTUOUTOPOB KPUCTAJJINBAINN.
WcnonbsyemMad mosa IpemapaTa 3aBUCUT OT BHUIA
KPUCTAJJIYPUU U cOocTaBa KaMHeli [17].

Bremapen® B Hacrosiiee Bpems B Poccuu ABsi-
eTcsA eIUHCTBEHHBIM 3aperuCTPUPOBAHHBIM IIpeIia-
paToM IMTPaTHBIX cMmeceil. Biaemapen® pacrso-
pAeT U ImpeaynpekgaeT o6pasoBaHUE MOUYEKUCIIBIX
KaMHeH 3a cuer oIleJlaunBaHUA MOYU 0 3HAUEHUI
pH 6,6—6,8 (ipu pH mouu B npenenax 6,6—6,8 sua-
YUTEJHHO IIOBBIIIAETCA PACTBOPEHME cojieil Moue-
BOI KHCJOTHI). KpoMe TOTro, OH CHUKAeT BBLIBele-

HUe KaJbIUsd, YIyUIIaeT PACTBOPUMOCTDL KaJIbIIUA
oKcajaTa B MoYe, MHTHOUpYyeT oOpasoBaHUE KPU-
CTAJIJIOB U, CJELOBATEJbHO, IPEIATCTBYET 00pPas3o-
BaHUIO KaJbIIUH-OKCAJTATHBIX KaMHell. laMepeHue
pH Mouu Bcerpa mpoBOAUWTCS Iepel MPUMeEHEHUEM
mpenapara. [aa mpodUIaKTHKU KaMHeoOpasoBa-
HuA peaknua (pH) moum goKHA HAXOAUTHCA B
nuamasone 6,2—6,8. [loa pacTBOpeHUSA YPaTHBIX
U CMeIIaHHBIX OKCAJATHO-YPATHBIX KaMHe# (mpu
cofepsKaHumu okcajaaTtoB MeHee 25%) pH momxHa
O6bITh 7—7,2. CorjiacHO MHCTPYKIIUU, TPUMEHIET-
ca y mereit crapiie 12 jer (B CBSA3U C OTCYTCTBUEM
JOCTATOYHOTO KJIMHUYECKOTO OIBITA y AeTell MJaj-
meil BospacTHOU rpynmbl). OZHAKO Ha IPaKTHUKE
Biemapen® mpumensercs y geTeil MJIAAIIETr0 BO3-
pacta off label mpu HanuuMM BBIPAYKEHHOTO KaM-
HeoOpasoBaHusa. CyrouHas mosa cocraBjser 2—6
munyunx TabJeToK, KoTopas paBHOMEDPHO pacipe-
IensieTcd B TeueHMe NHA. [IpuHMMaeTca BHYTDb,
mocJie ebl, IpeaBapuTeJbHo pacTBopuB B 200 M
sKuOKocTH (4aif, QPyKTOBBIEe COKU WJIN IIeJIOUHAA
MUHepaJbHasd Boja). HANTENTbLHOCTL JIeUeHUS —
4-6 mec.

Ypamypusa. YpaTHble KaMHU OOHapPY KMBAIOT-
ca y mereit B 4—8% Bcex cayuaeB MKB. MoueBas
KucjoTa obpasyeTcd Ipu MeTaboaus3anuy ypaToB.
T'unepypukosypus 6osee 10 Mr/Kr/ cyT sSBJSIeT-
cs OCHOBHBIM (PAaKTOPOM (hOPMUPOBAHUSA MOUYEKHUC-
JBIX KamMHe#. [Ipu ceMeliHON MW MAMOMATUUECKOMN
dopMe rUNIEPYPUKO3YPUN YPOBEHH MOUEBOI KUCJIO-
ThI B CBIBOPOTKE AeTeil OOBIUHO HOpPMAaJieH. ¥ APY-
TUX JeTeii OHa MOYKET OBITh BBI3BAaHA M30BLITOUHON
BBIPAOOTKOI MOUEBOM KMCJIOTHI BCJIEACTBHE BPOIK-
IeHHbIX HapyIIeHWil oO0MeHa BeIecTB (CUHAPOM
Jlema—Huxana, (haMuibHasag rUIepypuKeMuyecKast
oBeHUIbHAA Hedponatua — FJHN), mumenomposu-
(hepaTuBHBIX 3a00JIeBaHUI MU IPYTUX IPUUUH pPas-
PYILIEHUA KJETOK. ['MIIepypuMKO3ypPUU CIOCOOCTBY-
eT NMHUTaHUe C BKJIOUEHWEM OOJIBIIIOT0 KOJIMUEeCTBa
mypuHOB U Geska. MoueKucable KaMHU DPEHTTeHO-
HeraTuBHEBI. [loAIieraunBaHme MOUM, B IIEPBYIO OUe-
pelb, C CIIOJIb30BaHMEM IIUTPATHBLIX CMeceli, Hanbo-
Jee 3(p(peKTUBHO B IJIaHe JIeUEHUA ¥ TPOPUIAKTUKA
¢opmupoBaHUa ypaTHBIX KaMmHel. Ilna mpoduiak-
TUKNA 00pa30BaHUs MOUYEKUCIBIX KaMHel pH mounm
MOJKeT BapbUPOBATH B Ipeeiax ot 6—6,5[14, 18].

Hucmunypusa — HacJieCTBeHHOe 3a00JIeBaHMe
U3 TPYNOINLI IePBUYHBIX TYOYJIOIIaTUM, HACIeqyeTC
110 ayTOCOMHO-PEeIleCCUBHOMY THUNY. B 3aBUCHMOCTHI
ot myranuii renoB (SLC3A1 unu SLC7A9) pasnu-
YaoT KJaccuuecKyo muctunypwuio (tum I), ¢ ayro-
COMHO-PEIECCUBHBIM IIyTeM Iiepemauu, u Tum II,
TepefamIIuiicd ayTOCOMHO-JOMUHAHTHBIM IYTEM.
TeneTuueckuii BapwmaHT He OIpeAeAeT TAMKECTH
mpoABJeHUA 3abosieBaHUA. IlepBUUYHBLIN gederT
MPUBOAUT K IOHWKEHHOI peadcopOIiuu IIUCTHU-
HA MMOYEUYHBLIMH IIPOKCUMAJbHBIMHU KaHAJIbIAMU U
TIOBBIIIIEHHON KOHIIEHTPAIIUM MOUYEBOTO IIUCTHHA.
ITucTvH WJIOXO PacTBOPUM B KUCJOM MoOdYe, II03-
TOMY, KOTJa ero KOHI[EHTPAIuA B MOYe IIPEBBI-
II1aeT ero PacTBOPUMOCTH, OH BBHINAJAEeT B OCAJOK
B ¢GopMe KPUCTAJJIOB M IMCTUHOBBIX IMOUEUHBIX
Kamued. IIpu muctTuHypum peabcopbiud APYrUx
aMUHOKWCJIOT, YYACTBYIOIIUX B I[MKJE MOYEBUHBI
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Knaccuduranusa runeprajbmuypun

Tabruua 3

B
) Tun ITaTorenes JlaGopaTopHbIe IPOABICHUS Jleuenne
TUIIePKAJBIY DU
3 Tuasugunie
HAUYUTEJIbHO YBeJIrudeHa T'unepkanbuypus
I OIUYPETUKH,
abcopOIMy KaabIiud U3 coxpaHAeTcsa Ha QoHe IAAPOXIOPTHARIT
JKeJIYLOUYHO-KUIIIeYHOT'0 TPaKTa | HU3KOKAJbIIMEeBOUN JUeThI ’
YA p 1 A opTodocharsr
YMepeHHO ITOBBIIIIEHA T'unepranpruypusa ncuesaer
I b b HAyD 5 HuskokaabiiueBasa
abcopOIMy KaabIiud U3 Ha ()OHE HUBKOKAJIbIIUEBO nmera
JKeJIyJOUHO-KUIIIEeYHOT'0 TPaKTa IUeThI
ABcons T'unodocharemuns,
copOTUBHAA Toreps dochopa ¢ Moo runepdocharypus, Oprodocharsr:
II1 IyTCTB u HATpU T
AxTuBanusa suramuaa D COLYTCTBYIOILIE aTpud gocha
TUIIePKaJIbIIUeMUA U (DunUpUIaMOJI)
TUNEPKAJbIUYPUI
BrIicokas KoHIIeHTpaIusa
BuTamMuHa D B KpOBH,
v T'unepnpoaykiius suramuua D TUIepKaJIbI[ueMusd,
TUIEePKAJbIIUYPUA, HUSKUHN
ypoBeub IITT
Hapyenue peabcopOruu
KaJIbIIUS B IOUEUHBIX HopMoKaTLTHEMYS
HaJIbIaX, IIOBBIIIIEHU BH . 4
P KaHaJIbIAX, 110 CHIE YDOBHA BbICOKU ypoBeHb IITT, Tuasugable
eHaJbHAS KaNbIUA B MOUE, BTIOPUYHBIMA | o o 0 oo g ——— EYDETHRH
TUIepIapaTupeos, p yp yp
HATOIaK
TOBBIIIIeHEe BCAChIBAHU
KaJbI[d B KUIIIEUHUKE
IlepBuuHBIHA rUIepIapaTupeos, IlapukanemuTon —
PesopGruBHAs pe3opOIiua KOCTHOM TKaHMU, IToBbimmienue ypoBusa IITT', | amanmor Buramuua D,
p MOBLIIIEHNE CUHTEe3a BUTAMUHA rUnepKaJIbIneMus KaJbIIUMUMETUKN —
D IIUHAKAJIbIIET
. VMmeHnsbienne peabcopOmum
IToueunsrit T'unepxiopemus, Tuasugabie
. KaJbI[Us B IIOUEUHBIX
KaHaJbIIeBBIN KAHATLIIAK BOJIEICTEME TUIEePKAJbIIUYPUI, OIUYPETUKH,
amumos I o A runepdocharypus IUTPAaTHbIE CMECHU
XPOHUYECKOI'0 alu03a

(musuHa, OPHUTUHA, ApTUHUHA), TaKKe HapyIlle-
HaA, OJHAKO He BBLI3BIBAET HUKAKWX PAaCCTPONCTB,
MMOCKOJIBKY IJISA 3TUX aMHUHOKWCJIOT B OTJIMYHE OT
IUCTUHA CYIIECTBYIOT aJbTePHATUBHBIE CHUCTEMBI
TpaHcmopra. Heo0XoquMo OTJIHYATH ITUCTUHYPUIO
oT 3a00JIeBaHNUA, XapaKTePUIYIOIerocsa HapyIIeHu-
eM MeTrabosm3Ma IIUCTUHA — IIUCTUHO3a (MyTalus
resa CTNS), npu KOTOPOM KOHIIEHTPAIIUA ITCTH-
Ha B Moue ocraercsa HopMmasbHo#. uctumypuma
— penkasi, HO BaskHas nmpuuuHa passutusa MKB, c
BBICOKOM 4YacTOTOIl penuIuBUPOBAHUA 00pasoBa-
HUS KOHKpeMeHTOB. OCHOBHOI CIIOCO0 IIpemoTBpa-
HIeHNA KPUCTAINSAINY IIUCTUHA 3aKJIOUYAETCSI B
noanep:kanuu ypoBusa pH>7—7,5 (nis moBwIIeHuA
PACTBOPUMOCTHU ITMCTUHA), YTOOBI ITOBBICUTH pac-
TBOPUMOCTh ITMCTUHA, U B O0ECIIeUeHUU COOTBET-
CTBYIOIIETO BOCIIOJHEHUS JKUAKOCTH — He MeHee
1,5 1/mM2 moBepxHocTu Tena. Ecam aTum MeTOIbI
Je4eHUA OKaKyTCcA Hed(P(PEeKTUBHBI, AJA CHUMKe-
HUSA COAEPIKaHUsA MUCTUHA B MOUYe W IIPeJoTBpAaIlie-
HHUA 00pasoBaHUsA KaMHEH MOKHO Ha3HAUUTH Mep-
KaNTONPONNOHWJITJIIUIIUH WU D-TIeHUIIUJIJIaMUH.
Wcnosb3oBaHme 5THX NIpPEapaToB MOMKET COIIPO-
BOJKJIATHCA TAKEJIBIMU HeE)KeJaTeJbHBIMU JIeKap-
CTBEHHBIMU PEAKIUAMHU, IIO3TOMY B IeJNATPUU OHU
HUCTIOJIb3yIoTCA peako [14, 19].

B kKauecTBe mJLIIOCTpanuy W IIpUMepa HWHTEp-
npeTanuy OMOXMMHYECKOTO aHajau3a MOYU MbI
mpeAcTaBsieM KJINHUYECKUI cayuail pebenka 8 geT
C IUCTUHYPHEN M CJIOMKHBLIM BSTAIIHBIM JeUeHUEeM
HedposuTHAa3A.

Manbuuk B., 8 ner, mHabmaiogancsa zHedposorom ¢ 4
MeC C JABYCTOPOHHUM HedpoautumaszoMm (6 MM B JeBOI
YarreyHo-JIOXaHOUHOU cucreMe u 4 MM — B IIpaBoii) 0e3
MIPOSABJIEHUN OOCTPYKIINU, B CBA3U C UeM IT0JIyUaJsl IIOBBI-
IIeHHY0 BOAHYIO HATPY3Ky, METAa0OJMUYECKYIO TepaImuio.
Ha mepBoM romy ’KHM3HU TaKyKe B aHAJIM3aX BBISBIA-
Jach penuaAnuBuUpyomas apedbpuabHas JeHKOIMUTypusd, B
CBSBH C UeM MOJIyYas aHTHOAKTEePUaJbHYIO U YPOCEITH-
YeCcKYIO Tepamuio, aTak nuejsoHedpura He 66110. B 1 rof
2 Mec oTMeuasach MouevyHasi KOJUKA (BBISBUTH KOHKDe-
MEHTHI U MIPOBECTU UX XUMUUECKUIN aHaIu3 He yIaIoCh),
TocJIe UYero o JaHHBIM YJIBTPa3BYKOBOT'O UCCJIEJOBAHNUA B
MIPOEKIINY HepaCIINPEeHHON JTOXaHKY JeBOI MOUKH OIpe-
[IeJIslJIOCHh TUIIEPIXOTeHHOe 00pasoBaHme fuaMeTpoM 8 MM
C aKyCTUYECKOU JOPOIKKOI, CIIpaBa MUKPOJIUTHI HE BU3Y-
anu3upPoBaHbl. PeryasapHo MPOBOAUIICS aHAINS CYTOUHOMN
moun (6e3 maToJIOTUN), KaueCTBeHHbII aHaIu3 Ha IUCTU-
HYPHUIO OBLT OTPUIIATEIbHBIH.

B Bospacre 4,5 seT oTMeuanch IPU3HAKYA TOYEUHOMN
KOJIMKU CJI€BA, 1O JAHHBIM KOMIBIOTEPHOU ToMOrpaduu
— BBIABJIEHBI [Ba KOHKPEMEHTa B MPOEKIINH HUKHEN



7,6x21,8x16,6
MM, PeHTTeHOBCKo#H miaoTHocTr 660 u 830 HU, BhINOIHE-

yarmmeuku 4,6x5,3x6,2 MM ¥ JIOXaHKH —

Ha AucTaHnuoHHasa autorpuncusd. [lo ranasivM Y3U mouek
BHIIBJIEHA «KaMeHHasd [OOPOKKa», AUJIATAIUA JIE€BOTO
MoueTOUHUKAa. lIpoBefeHa MOBTOPHAA AMCTAHIIMOHHASA
JIUTOTPUIICUS, Yepes 7 JHel — IIMCTOCKONNA ¢ Oy:KupoBa-
HUEM YCThs JIEBOTO MOUETOUHHMKA. XMMHUUECKUH COCTaB
kamusa BeigBus 100% muctuH.

IIpu HabaofeHUN B AUHAMHUKE B TeUeHUE 2 Mecs-
1IeB — HapacTaHWe IPU3HAKOB OOCTPYKIIVNH, YXYAIIECHUE
¢dyHKIUU moYKu. [lo JaHHBIM cTaTUYeCcKOH He(POCIIMH-
Turpadum onpenenanuchk sud@ysHble NU3MeHEeHU JeBON
IIOYKM CO 3HAUMMBIM CHIDKeHUeM (GYHKIUU, CIIpaBa —
GyHKIUA TOBBIIeHa. HaslojkeHa TYHKIIMOHHAs Heppo-
CTOMa CJieBa, IO KOTOPOI OTMeUaJioch OTXOXKIEHWE 0
200-300 myg mouum. B cBsA3M c coxpaHeHHmeM KOHKpe-
MEHTOB B JIEBOIl IOUKe IIPOBEJEeHLI KOHTAKTHAA ypere-
POJIMTOTPUIICUSA CJIEBA, YCTAHOBKA BHYTPEHHETO CTEHTA,
ynajieHre HedpocToMbl. [1o JaHHBIM MYyJIBTHCTIHNPATIBLHON
KOMITBIOTEPHO ToMorpaduu ueped 2 MecAlla KOHKpe-
MEHTHI He BUBYAJIU3UPYIOTCSA, JOXaHKa HE pacIIupeHa,
BHYTPEHHUI CTeHT ynaieH. IIpu obciaemoBanum uepes 4
MecsIa BHOBb OTMEUEHO HapacTaHue AUJIaTalluu JIOXaH-
K{ M YallleueK JIeBOI MOYKU, IO JAaHHBIM CTATUUECKOH
He(poCIUHTUTPAPUN OTMEUATIOCh OTCYTCTBUE (DYHKIUN
IOYKY, HAJOKeHa He)pocTOMa, HECMOTPSA Ha 3TO PyHK-
IUA MOYKY HEe BOCCTAHOBMJIACH (10 JAHHBIM CTATUUECKON
He(ppocnuHTUTpahum — 3axBaTa pagmodapMmIiperapara
Her). B Bospacre 5,5 jieT BEIIOJIHEHA JIATIAPOCKOTINYECKAA
He(pOypeTepIKTOMUA cJaeBa. B mocienyioiieM B Teue-
Hue 1,5 yser HabgOmaercsa amMOyJIaTOPHO, CAMOYYBCTBUE
He CTpajaer,
VsmeHeHuil B aHaJm3ax KPOBU W MOYU HET, PacueTHAd
CKOpOCThb KJIy60uKoBO# (uabrpamuu (pCK®P) mo dop-
mysie IllBapna (k-48,6) 107 mu/MuH, ypoBeHb MUKPO-

aprepuajJ;ibHO€ OaBJIEHHWE He€ IIOBBIIIIEHO.

anpoymunypuu MeHee 10 mr/r. ITo ganasim Y3U seBoit
MMOYKYW — BUKAPHAA IUNepTPoPus IoUKU, 0e3 N3MEeHeHUs
MapeHXUMbl U KPOBOTOKA B Hell, IPU3HAKOB pacCIIupe-
HUA darredHo-joxanounoi cucrembr (4JIC), obpasosa-
HUs KOHKPEeMeHTOB HeT. I[o JaHHBIM TaHAEMHOHM Macc-
CIIEKTPOMETPHUN MOYY IIOBBIIIIEHO COZEPIKaHue apruHUHA
¥ OpHUTHHA. [[JIf reHeTUYeCKO BepuDUKAUN AUATHO-
3a IPOBEJEHO KJIWHUYECKOEe CEeKBEHUPOBAHWE 9K30Ma B
sabopaTopuy MOJIEKYJIsIpHOM maTosioruu «l'eHomen» —
BBISIBJIEHA KOMIIAYH/[-T€TEPO3UTOTHASI MYyTAI[Us B IeHe
SLC3AI (B 4 sx30He (c.808C>T) u 8 sx3oHe (c.1400T>C),
pesyJsbTaThl moAaTBepikaeHbl mo CoHrepy. B Hacrosiee
BpeMs IIPUIEPIKUBAETCS BBICOKON NUTHEBOU HATPY3KU
o 3—4 n/cyt (B T.4. M HOUBIO) U HUBKOCOJIEBOI AUETHI,
MIPOBOAUTCSA YMEPEHHAs aJKaJInHU3aIUus MOYU, [MOJayda-
eT KaIlTONPWJI (JJIs COKPAIIEHNs CTEIIeH! IUCTUHYDUM);
npenaparsl [[-IeHNIUIIaMUHA U MEPKAITOMPOIMOHTJIN-
[VHA, TPAAUINOHHO UCIIOJIb3YIOIINECs Y B3POCIbIX AU~
€HTOB, M3-3a PUCKa MOOOUYHBIX OCJIOKHEHHUHN U ILJIOXOH
IIePEeHOCUMOCTHY B T€PAIINIO HEe BBOJUJIUCE.
Hugerxyuonnvie (cmpyeumnsie) kamuu. Ctpy-
BUTHBIe KaMHHN BCTPEUAIOTCA [AOCTATOUYHO PEIKO
— He uarmie 5% ot Bcex cayuaeB MKB y mereii.
B BosHMKHOBeHUU WH(PEKIIMOHHBIX KaMHeN TOKa-
3aHa POJIb GaKTepuii, BBIpaOATHIBAIOIINX ypeasy.
VYpeasa mpeBpaljaeT MOUEeBUHY B aMMUaK 1 GUKap-
6oHAT, TeM caMbIM MOJIeJauWBas MOUy, Iajee

KOHBepTUpPysA 6uKapboHaT B KapboHaT. B miesounoi
cpene TpoiiHbIe hocdaThl, TIOCTENEHHO 00Pa3yIOIIN-
ecd B CBEPXHACHIIIEHHON Cpelie U3 MarHUA aMMO-
HUa (ochara m KapboHaT-allaTUTa, MPUBOLAT K
obpasoBauuio KamHuell. [laHHBIN BUL KaMHel Tpedy-
eT 0043aTeJbHOT0 yAAJeHUA AJIA IPeIOTBPaIleHU A
nanbHelero naunuposanusda [14, 20].

Kananueckue npoasaenua MKB

OOBIUYHO KJIMHUYECKHUE TPOABIEHUA PA3INIAI0T-
cs1 B 3aBUCUMOCTH OT BO3PacCTa, IPUUEM Y AeTeli crap-
1I1eT0 BO3PACTa Yalle MOABJIAIOTCSA 00U B MOSICHUY-
HOIT 00J1aCcTH U TeMaTypus. ¥ JeTel MJIaAIlIero Bo3-
pacra yaiiie IposBJISAIOTCS Hecnel[u()UIHbIe CUMIITO-
MBI (HampuMep, Bo30yAUMOCTh, pBoTa). ['eMarypus,
OOBIYHO MAKPOTeMaTypPUsi, B COUETAHUU C OOJIBIO U
GesboseBasi, y nOereii pasBuBaerca peske. OmHAKO
MUKPOTeMaTypus MOMKeT OKasaTbCsA eIUHCTBEH-
HBIM CUMIITOMOM U BCTPEUAETCS Y AeTeil JOCTATOYHO
yacTo. B HEKOTOPHIX CAyYasaX e€IUHCTBEHHBIM CHM-
MITOMOM, Ha OCHOBAHUM KOTOPOT'O IIPOBOAAT PEHTIe-
HOJIOTUUYECKOE WCCJIeIOBAaHWE U BBIABIAIT KaMHMU,
MO’KeT OKasaTbcA MoueBasa nHpexknusa [7, 21].

Jduarnocruka

Bu3syanusupyrowue memodwt. O6cieroBanue
cjeqyeT HaUMHATH C YJIbTPAa3BYKOBOT'O MCCJIEIOBA-
HUA. YJabTpacoHorpadgusa MoUYeK BHICOKO3(M(PEKTUB-
Ha JJIA BRISIBJIEHUA B HUX KaMHell. Bo MHOTUX ciryya-
X PEeHTTeHOHEeTaTUBHbIE KAMHU yIaeTCs BBHIIBUTH
mpu OOBIYHOM OO30PHOM WCCJIELOBAHUM OPraHOB
OpromrHOIT mosoctu. Eciu kKaMHell He 0O0HAPYKEHO,
HO CUMIITOMBI COXPaHAIOTCA, IIOKA3aHO IIPOBEIeHNE
cunupanbHOil KT, KoTOpyio cuuTatoT HauboJiee TyB-
CTBUTEJNHHBIM U3 HEKOHTPACTHBIX METOIOB BHIAB-
JIeHuA KaMHel B MoueBoi cucteme. KT mosBosser
OIIPeNeNATh IIJIOTHOCTh KOHKPEMEHTA U PACCTOIHUE
OT KOHKPEMEHTAa A0 KOYKHOTI'0 IIOKPOBa — Iapame-
TPBI, BAUAIONIME Ha 3(PHEKTUBHOCTH AUCTAHITMOH-
HOU JsimToTpuncuu. IIpu npoBefeHUU COUPAIHLHOMN
KT pna knaccuduKanuu NCIOJIb3yeTC IITKaJIa eIu-
aun, XayHcouaga (Hu). KoHkpemMeHTHI, comepika-
IIIe MOYEBYIO KUCJIOTY U KCAHTUH, ABJIAIOTCA PEHT-
TeHOHETaTUBHBIMM, HO MOTYT OBITH OOHaAPY KEHBI
npu npoBeneruu KT. Ecau nianupyerca yaaieHue
KOHKPEMEeHTAa, a NHAUBUAYaJIbHbIEe aHATOMUYECKUE
ocoberHoctu YJIC HeusBeCTHBI, PEKOMEHIYeTCA
IIPOBeJIeHIEe MCCJIELOBAHUA C KOHTPACTUPOBAHUEM.
IIpegnouturenbHo mpoBeneHue crnupanbHoit KT,
TaK KaK OHAa II03BOJIAET MOJYUUTh TPEXMEPHOE 130-
opakenme YJIC, a TaKKe H3MEPUTHh IMJIOTHOCTH
KOHKpPEMEHTa U PACCTOSHMHE OT KOHKPEMEHTa [0
KOJKHOTO TToKpoBa [ 7, 22].

Mertoasl deuenunss MKB

Bce meTonbl HampaBJIeHbI Ha yoajieHUe KaMHS
M3 COOTBETCTBYIOII[ET'0 OT/Jejia MOUYEBON CHUCTEMBI.
ITockogBbKY XapaKTepUCTUKU KaMHel BechbMa pas-
HOOOpasHbl (pasmep, ¢GopmMa, COCTaB, JOKaJIuU3a-
musa), a Kanandeckoe Teuenre MKB o0yciioBiaero
pasnTuuHBIMU (paKTOpaMu: OPUCYTCTBUEM MeTa-
0OoMMUYEeCKUX HaPYIIeHUII M acCOIMUPOBAHHBIX C
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KaMHeoOpasoBaHueM 3a00JieBaHUil, HATUUYNEM UJIU
OTCyTCTBUEM HH(PEKITMOHHBIX OCJIOKHEHUMN, HaAPy-
MIeHUH YPOAMHAMUKY U aHOMAJ NI MOUEBBIX IYTEH,
a Tak/Ke PAJOM APYTUX IPUUYUH, IIOITOMY METOIbI
neuenus MKB Bapuabenbubl. CiaenyeT MOHHUMATD,
YyTO yhajieHre KaMHS B IOJaBJIAIOINEM OOJIbIITHH-
CTBe CJIyUyaeB O3HAUaeT JIUIb YCTPAHEHUe CHUMIITO-
Ma 3abojsieBaHusA, HO He u3JeUueHue OOJBLHOTO OT
MKB[7, 17, 23].

BrIfensgioT KoHCcepBaTUBHBIE METOAbI JIEUeHUI
(K HUM OTHOCUTCS KYIHPOBAHME MOUYEUHOH KOJIM-
KM, KaMHEU3TOHAIOIIAA Tepamus — CTUMYJIAIUI
JUTOKWHE3a, IePOPATbHBIN JUTOIN3 KaMHI — KaM-
HepPacTBOPAIOIAA Tepanusd, TpohUIaKTUKA U MeTa-
puIaKTUKA KAMHe0o0Pa3oBaHUA) U XUPYPruuecKue.
MeTo XUPYyPruuecKoro JeueHus (IUCTaHIIMOHHAS
JUTOTPUTICUA, KOHTAKTHASA JUTOTPUICUSA C JIUTO-
SKCTpaImueil, YpecKOoKHas HePPOJIUTOTPHUIICU,
SHIOYPOJIOTUUYECKNE OIlepallii, JiallapOoCKOmUUe-
CKHe oIllepalliy) BBIOMPAIOT O pasMepy, UUCIY,
JOKaJIN3alluu, COCTaBy KaMHeli, ¢ y4eTOM aHaTo-
MUM MOUYEBBIX myTeii. KoHcepBaTMBHasA Tepamus
MKB BKJIOUaeT MCIOJIb30BaHME IIPerapaToB, CIIO-
COOCTBYIOIIIX PACTBOPEHUIO KaMHeHN (HUCXOMAITUHI
JUTOJIU3NC), KYIIMPOBAHUIO CIIa3Ma 1 BOCIAJIeHUd.
Ha reppuropunm Poccuiickoii Penmepanmm OYeHb
momyasApHa GuToTepanud: KaKk B BUAe KOMOUHUPO-
BAHHBIX (DUTOIIPEIApPaTOB, TaK W B BUIE TPAaBAHBIX
c60POB, KOTOPBIE MOTYT IMIPUMEHATHCA IPU JIIOO0M
Tune ypoauruasa [7,17].

Oco6ennoctu MeTahUIAKTUKI

et OTHOCATCS K TPYIIE MNAI[MeHTOB BBICO-
KOro pHCKa IIOBTOPHOTO KAaMHeOOpasoOBaHUI.
Heo0X0AuMBIMI YCAOBUSIMU YCIEIIHONA MeTadpu-
aaktuku MKB aBidooTcA: ycTpaHeHUe HapYIIeHUH
YPOAMHAMUKN BEPXHUX OT/AEJI0B MOUYEBOI CHCTEMBI;
JIMKBUAAINA WH(QEKIUN; BLIABJICHNIE U KOPPEKI[MUs
MeTa0OINYeCKUX HAPYIIEeHU, CIIOCOOHBIX IIPHBE-
CTHU K PelUIUBY KaMHeOOpPa3oBaHUA.

OO61e peKoMeHIaIUuK: TallueHTaM C PUCKOM
00pa3oBaHUsI KOHKPEMEHTOB PEKOMEHIYeTCS IIOJ-
Iep:KUBaTh BEICOKUM AUype3 U 00UIbHOE IToTpedIe-
HIeE KUJKOCTH. B IUTaHNY IPU OKCAIYPHUU CIELYeT
OrPAaHMYMBATH MCIIOJL30BaHNE IIPOAYKTOB, Oora-

TBIX OKcajlaTaMH’, UYTOObI mM30erKaTh WX M30BITKA,
0CO0OEHHO TaI[MeHTaM C IIOBBLINIEHHOH SKCKpeljuei
OKCaJlaTOB, a TaKJiKe UpPe3MepHOTro IMMOTpebeHu’s
ButamuHa C. I[Ipu Kaasuypun He caeayeT 3HAUNMO
OTrpaHUYMBATEL MOTPeOIeHNe KAJbI[Ua C IPOAYKTAa-
MU TUTAHUS, €CJU HeT CTPOTUX IPOTHBOIIOKAa3a-
HUM, TaK KaK CYIIecTByeT oOpaTHas 3aBUCUMOCTH
MeXKJy COoep:KaHmeM KaJbIlusd B AUeTe U 00paso-
BaHMEM KaJbIIeBBIX KOHKpeMeHTOB. He cienmy-
eT IPUHUMATH IIpemnapaThl KaJabIUsd, 3a UCKJIOUe-
HUEM cJIyJyaeB KHUIIEUHON TUIMEpPOKCATyPUU, IIPU
KOTOPOIT BO BpeMs eAbl CIeAyeT IPUHUMATDh Kajb-
IUHA [OJA CBA3LIBAHUSA OKCAJATOB B KUIIIEUHUKE.
BepoAaTHOCTh, 00pasoBaHmUsA KaJbIIMEBBIX KOHKPE-
MEHTOB MOKHO YMEHBIIUTDL, OTPAHUUUB ITOTPe6.JIe-
HUe HaTpus (TOBapEeHHOM COJIM) W KUBOTHBIX 6eJ-
KoB. UpesMepHOe colep:KaHle MOCIeIHUX B AUETe
TMPUBOAUT K IOABJIEHUIO0 (PaKTOPOB, CIIOCOOCTBYIO-
X KaMHeo0pasoBaHUIO, TAKUX KaK I'MIIOIUTPATY -
pusda, Huskuit yposens pH mMouu, runepoxcansypus
U TUIepypuxosypusa. Kpome sToro, ciegyeT KOH-
TPOJIMPOBATEH Bec, n30eras n36bITOUHON Macchl Teaa
W OKUPEHUA I MeTAPUIAKTHUKU ITOBBLIIIIEHHOTO
KaMHeoOpa3oBaHUA [7, 24].

3aKJaroueHue

Taxum oopasom, MKB y meteit sBasercsa mocra-
TOYHO PaCIPOCTPAHEHHOM ITaToJOTHel U BCTpevuaeT-
cdA TasjKe B MepHoje HOBOPOXKIAeHHOCTH. ['eHes pas-
Butusa MKB — mynbTudakropuaibHBIi. B HEKOTO-
PBIX cayUasgx OCHOBHYIO POJIb UTPAIOT TeHEeTUYECKUe
MYTaIlii, B IPYTUX — IMUTAHUE, TUTHeBOH PEeKUM,
HapyIIeHrne YpPOOIUHAMUKMU, IIATOJIOTUA KeIymZou-
HO-KMIIIEYHOTO TpaKTa ¥ PEruoH MIPOKUBAHUSA
peberka. Posib Bpaua 3akJjiouaeTcsa B IPaBUJILHOMN
MHTepIpeTanuy MOJYUYeHHBIX Pe3yabTaToB Jabopa-
TOPHO-MHCTPYMEHTAJIbHBIX METOJOB HCCJIEJOBAHUA
W, TIpU HEeOOXOAMMOCTU, HaIllpaBjieHIe pe0eHKa Ha
Ioo0OcJieJoBaHMe C TTIO3UITNY TeHEeTUKH.
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PEMEPATDI

PACITPOCTPAHEHHOCTH ®YHKI[HOHAJbHBIX HAPYIIEHHH JEPEKAIL[HH Y JETEH:
CHCTEMATHYECKHH OB30P U META-AHAJIH3

3adaya uccaredosanus — npogecmu cucmemamuye-
CKull 0030p Aumepamypsvl no ANUIEMUONO2UU PYHKYUO-
HAJbHLLX 3AN0po8 U (PYHKUUOHAJLbHOZ0 3NU300UYECKO-
20 Hedepxcanus kana (POHK) y Oemeil. Bmopuunvimu
yeaamu OblAU OUEHKA zeozpa@uieckKozo, 603PACMHO20
U nonogozo pacnpedeseHus QYHKUUOHALbHLLX 3ANO0-
posé u POHEK, a makice oueHKa C8A3GHHbLX PAKMOPOS.
U3yuenvr dannbvle 3a nepuod c¢ 2006 2. no cenmsabpo
2017 2. IIpumenenst caedyoujue Kpumepuu 8KJIIOYEHUL:
(1) npocnexmugHnbvle ucciedo6anus 8bl00POK HA OCHOBE
nonyaayuu; (2) coobujeHus 0 pacnpocmpaHeHHOCmu
@YHKUUOHALLHLLX 3anopos uiu PIHK 6 coomeememeuu
¢ Pumcrkumu xwpumepuamu II1I1/IV; (3) demu 6 8o3pac-
me 0—18 aem; (4) uccanedosanus, onyobaUKOBAHHbLE 8
nosnoil popme. Bviaa npogedeHa oyeHKa KA1ecmaa 6Kiio-
ueHHbLX uccredosarnuil. [Iposedenvl mema-aHaAAUIbL CLY-
YalHozo appexma ¢ mema-pezpeccCuOHHbLM AHALU30M
xapaxmepucmuk ucciedogsanus. B anaaus Oviau 8Kiove-
Hbl 37 uccanedosaruil, u3 Komopvlx 35 OviaU NOc8AULeHbL
@QYHKUUOHANbHVLM 3anopam, a 15 — POHK. Coobuianocy,
Umo pacnpocmpaHeHHocmy QYHKUUOHAJLbHOZO0 3GN0PO8
eapvuposana om 0,5 do 32,2%, npu amom obw,as pacnpo-

cmpanennocms cocmasuaa 9,5% (95% AH 7,5-12,1).
Pacnpocmpanennocms POHK sapvuposana om 0 do 1,8%
npu obweil pacnpocmpanernnocmu 0,4% (95% JH 0,2—
0,7). Pacnpocmpanennocmb QYHKUUOHANLHBLX 3ANOPOE
cocmasaana 8,6% y manrvuurxos no cpasnHenuio ¢ 8,9%
y Oesouverx (OP 0,99, 95% OH 0,9—1,4). Coobwanocwy,
umo zeozpagpuueckoe noJoxcenue, OuemuiecKue npuebly-
KU U 6030ellcmeue CmMpeccoblx HUSHEHHbLX co0bLmuil
C853GHbL C PACNPOCMPAHEHHOCMbI) QPYHKUUOHALLHBLY
3anopos. [Jannvix 0 POHEK 06bl10 HeMHO020, U HUKAKUX
C8A3AHHbLLX (PAKMOpPO8 He O0bll0 6bli8aeH0. BbleodvL:
PYHAYUOHANbHbLE 3ANOPLL PACNPOCMPAHEHbL 8 Jemcmae
U C853AHDbL C 2€02DAPULECKUM NOLONCEHUECM, PAKMOPAMU
00pa3a HU3HU U CMpPeccoBblMU HUIHEHHbLMU COObLMUSL-
mu. POHK ecmpevaemcs pedro, U HUKAKUX C8A3AHHBLY
@daxmopos He 8vLABIEHO.

J.N. Koppen, Mana H. Vriesman, Miguel Saps,
Shaman Rajindrajith, Xiaoxia Shi, Faridi S. van Etten-
Jamaludin, Carlo Di Lorenzo, Marc A. Benninga, Merit
M. Tabbers. The Journal of Pediatrics. 2018; 198: 121—-
130.

PUTYRCHMAB B JIEYEHHH CTEPOH[-PESHCTEHTHOI'O HEPPOTHYECROI'O CHH/JPOMA
Y HETEH: CHCTEMATHYECKHH OB30OP

3adaua uccaedosarus — OUueHUMb IPpexmus-
Hocmb u Oe3onacHocmb pumykcumadba npu JedyeHuu
cmepouod-pe3ucmenmublM Heppomuieckozo cunopoma y
Oemeii. IIposedena cucmemamuyeckas OyeHKA IPpek-
muerocmu u 6esonacHocmu pumykcumaba y demeil co
cmepoud-ycmoiluuevlm Heppomuveckum CcuHOpPOMOM.
Hcnoavsosaau 0anHbvle uccaiedo8aHUill, npoeedeHHbLX 00
anpens 2017 2. Kpumepuu om6opa Ha yiacmue 8 uccJie-
006aHUU BKAIOUANLU KAUHUYECKUE UCNbLMAHUS U HAOLI0-
damenbHble UCCAE008AHUSL C MUHUMALLHbLM DA3MEPOM
6bl00pKU 5 NAUUEHMO8, 6 OMHOWEHUL JeYeHU PUMYK-
cumabom y Oemeil co cmepoud-pe3ucmeHmHubvlym Heppo-
muyeckum cundpomom. Hezasucumoe uzsnevenue O0aw-
HbLX npogederno 08yma uccredosamenamu. Pesyromameor:
ObLaU 8KLI0YEeHbL 7 cepuilHbix U 00HO omKpbLmoe pando-
MU3UPOBAHHOEe KOHMpOJupyemoe uccredosarnue. Cpedu
Hux 3 uccnedoganus Ovlau MHOzOUeHmMposvLMU. Bcezo
Ovlau eraAYeHbl 226 nayuenmos. Cpeduuil so3pacm
cocmasun 5,6+1,1 zo0a. CpedHee Koauuecmeo HA3HA-
weHull pumykcumaba cocmagaano 3,1+1,1 unpysuu Ha
nayueuma. Pemuccus uabniodanace y 89 nayuenmos
(46,4% ). Pemuccus ommeuena y 40,8% nayuenmos c

HAYAAbHbLM CMepoud-pe3ucmenmublm HeppomuiecKum
cundpomom u 52,8% nayuenmos ¢ no3dnum cmepouod-
pesucmenmHubviM Heppomuieckum curndpomom. Xopowruil
HAYaJbHbLIL Oomeem Ha mepanuio pumyKcumadom Haoar-
dancay 63,2% nayuenmos ¢ HehpomuiecKum CUHOPOMOM
¢ MUHUMALLHLIMU U3MeHeHuamu, Y 39,2% nayuernmos
¢ (QOKANLHBLLM U CezZMeHMAPHBLM 2A0MepPYJLOCKIePO30M,
Yy 00HO20 nayuenma Oviaa OUPPY3HASL Me3AHZUALLHASL
zunepyenaapHocms, y 00H020 nayuenma Oviia Heppo-
namusa IgM. Yacmoma ycmoiluueoii pemuccuu Konaeda-
aacv om 18 0o 93,7%. Bvlno ommewerno namsv cepbe3HbLX
nobouHvlx 3pPexmos. Bvigodvl: pumyrxcumad nokasag
yodosaemeopumenbHblit nPOPULL IPPexmusHocmu u 6es-
ONAcHOCMU, YKA3bl8AWW UL HA MO, YMO 3mom azeHm
ABJLACMCS NePCNeKMUBHbLM MemOodOM JleueHUs cmepouo-
pe3ucmenmHo20 Hepomuueckozo cunopoma y Oemeil u
Odoascer 6blmb OONOLHUMENLHO UCCLeA08AH € NOMOULLIO
PAHOOMUBUPOBAHHBLX KAUHUYECKUX UCTLbLMAHUIL.

Manel dJellouli, Rim Charfi, Bayen Maalej,
Abdelmajid Mahfoud, Sameh Trabelsi, Tahar Gargah.
The Journal of Pediatrics. 2018; 197: 191-197.




