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Annomayusn. MenynnsipHbelii HEPOKAIBIIMHO3 — 3TO KIMHUYECKUNW BapUAHT XPOHUUYECKOM
00JIe3HM TIOUYEK, XapaKTepu3yromuics Auh y3HbIM OTIIOKEHHEM KallbIIUEBBIX U (ochaTHBIX coen
B TApEHXMME, YTO MPHBOAUT K BOCIAIUTEIBHO-AUCTPOPUUICCKUM H3MEHEHUSM U Pa3BUTHIO
XPOHUYECKON TOYEYHOW HENOCTAaTOYHOCTH. MemyusapHbld He(PpPOKAIBIIMHO3 MOAPA3ACIseTCs Ha
MIEPBUYHBIN (pa3BUBAETCs B paHee HE M3MEHEHHBIX MOYKaxX M CHavajia MopakaeT MPOKCUMAaIbHBIN
otaen HeppoHa) W BTOPUYHBIM (OAHOBPEMEHHO IOPAYKAET BCE OTIENbl IMOYEYHBIX KIYOOUKOB,
BBI3bIBasl HE(PPOCKIIEPO3 M YBEIMYHMBAS PHCK Pa3BUTHS XPOHMUYECKOH OoJe3HH mouek). B crarbe
ONMHUCAHBl JIBa KIMHUYECKUX CJIydas MEAYUBIPHOTO HEPpPOKAIBIUHO3a C  Pa3sTUYHBIMU
sTHOJOrMYeckuME (akTopamu. B mepBom ciyyae 3a0osieBaHUE pa3BUIIOCH Ha (DOHE PEryIsipHOro
npuema 1edanocrnopunoB Il mokonenus (1edTpuakcoH), BO BTOPOM — BCJIEACTBUE HAPYIICHHMA
MeTabonu3Ma JIMOUAOB M TypuHOB. OOCYXKIAIOTCS TEHETHYECKHE W STHONATOTCHETUYECKHE
acTeKThl MEAY/UIIPHOTO HE(PpPOKAIbLMHO3a. YUWUTBIBAas BAXHOCTh OIpPEICNCHHUs TNPUYAH U
MaTOT€HETUYECKUX MEXaHU3MOB MEIYJUIIPHOTO He(dpOoKaIbIUHO3A, MOTYEPKUBAETCS
HE0OXOUMOCTh TIIATEIbHON JAMArHOCTUKH Y B3POCIBIX MAIIMEHTOB C U3MEHEHUSIMU B MOYEUHOM
[apeHXUME, CONPOBOKIAIOIIMMUCS TUIEPIapaTupeo3oM, TUIEp- WM HOPMOKaJIbLUEMHEH,
runodocdaremMueii, THIIOMarHe3NeMUel W TUNEepKANbIUypHel. J[narHoCcTUYeCcKrii TOUCK TOJDKEH
BKJIIOYATh T€HETUYECKUE, META0OTUYECKUE U STPOTEHHBIE KOMIIOHEHTHI TTOPAKEHUS TIOYCK.

Abstract. Medullary nephrocalcinosis is a clinical variant of chronic kidney disease
characterized by diffuse deposition of calcium and phosphate salts in the parenchyma, leading to
inflammatory-dystrophic changes and the development of chronic renal failure. Medullary
nephrocalcinosis is divided into primary (develops in previously unaltered kidneys and initially
affects the proximal part of the nephron) and secondary (simultaneously affects all parts of the renal
glomeruli, causing nephrosclerosis and increasing the risk of chronic kidney disease). The article
describes two clinical cases of medullary nephrocalcinosis with different etiological factors. In
the first case, the disease developed against the background of regular use of third-generation
cephalosporins (ceftriaxone), while in the second case, it resulted from lipid and purine metabolism
disorders. The genetic and etiopathogenetic aspects of medullary nephrocalcinosis are discussed.
Given the importance of determining the causes and pathogenetic mechanisms of medullary
nephrocalcinosis, the need for thorough diagnostics in adult patients with changes in the renal
parenchyma accompanied by hyperparathyroidism, hyper- or normocalcemia, hypophosphatemia,
hypomagnesemia, and hypercalciuria is emphasized. Diagnostic workup should include genetic,
metabolic, and iatrogenic components of kidney damage.

Knrouesvie cnosa: menynnspHblii HehpOKaJIbLIMHO3, TOYKH, MUPAMUIbI, YALIEYHO-JIOXaHOYHAS
CHCTEMa, TUIIEPKaIbLINYPHs, TapaTuPEOUTHBIA TOPMOH, 11e(haTOCIOPUHBI, LIEPTPUAKCOH.

Keywords: medullary nephrocalcinosis, kidneys, pyramids, calyx-pelvis system,
hypercalciuria, parathyroid hormone, cephalosporins, ceftriaxone.

Menynnspaelii  HeQPOKATBIIMHO3 TMPEACTABISET COOOW OTIOKEHHE COJIeH KalbIlusi B
MOYEUHOW MapeHXMMe, BO3HMKAIOLIEe MPH Pa3IMYHBIX HapyLIEHUSX (ocaTHO-KAIBLIUEBOIO
oOMeHa, COMPOBOXKJAEMBIX THIIEPKaIbIIMEMHEH U TUTIEpKaNbIIypuei [1, 2].

VY B3poCIbIX MeNYJUISIpHBIN He(QPOKAIBLMHO3 00BIYHO JUArHOCTHpYETCs B Bo3zpacte oT 20 110
50 ner, yaie y KEHIINH, XOTs JaHHOE 3a00JIeBaHNE MOXKET MPOSIBUTHCS 1aXKe Y HOBOPOXKJIEHHBIX U
IpyAHBIX aetei [3].
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B OGonpmmHCTBE ciyyaeB, IpU CBOEBPEMEHHOW JMAarHOCTUKE M M3MEHEHUHM o0Opa3a KHU3HH,
MENYJUISIPHBIA  HE(QPOKAIBIUHO3 MPOTEKAeT J0OPOKAYECTBEHHO, M XPOHMYECKas [OYeqHas
HEJI0OCTaTOYHOCTh (XTIH) pa3BUBaeTCA MEJUIEHHO. AKTyanbHOCTh MELYJUISIPHOTO
HeppOKaNbLIMHO3a  OOYCJIOBJIE€HA  MOBBIIICHHBIM  PUCKOM  ypOJHTHa3a ©  WH(EKIuen
MOYEBBIBOAALIMX IyTed npu 3Tod mnarosoruu. COrjacHO JUTEPaTYpHBIM JIaHHBIM, IIpU
MEAYJUISIPHOM He(pOKaJIbIIMHO3€ HAOII0AaeTCsl IMOCTENEHHOE OTJIOXKEHHE COJIeH KalbLus U
¢dochaToB B MHTEPCTULIMAIBHYIO TKaHb TOYEK [4].

OTH  JEMO3UTHl  COJEW COMPOBOXKIAIOTCS  BOCHAIMUTENBHBIMA W JUCTPOYUIECKUMU
U3MEHEHMsIMU B mapeHxume nouyek. Co BpeMEHEeM NaTOJIOTMYECKMH IpOLEeCC MOXKET
pacrpoCTpaHATbCSI HAa KOPTUKAJIbHBIN €10 mouek [S5], 4TO NMPUBOJUT K YCKOPEHHOMY Pa3BUTHUIO
XIIH u aprepuanbHoi runepTeH3ud. OCHOBHBIMH IMPUYMHAMH MEAYJUIIPHOTO HE(PpOKaAIbIIMHO32
SBIISIIOTCS] TUNIEPKAJBIIMEMHUsI U TUIEPKATbLUYpHs (BBLACICHUE KAbIUs C MOYOH >4 MI/KI/CyTKH
iy kKodhGUIMEHT KanbIuii/kpeatnHuH > 0,7 Mmoab/i) [6].

HccnenoBatenu paccMaTpuBalOT He(QpPOKalbLIMHO3 KakK pe3ysibTaT HapylleHus OanaHca
Mexay "pakropamu pucka u 3amuTer” [7].

Llenp o030pa: MPOAEMOHCTPUPOBATH  [BA  KIMHUYECKUX  CIydas  MeXyJUIIPHOTO
He(pPOKAIbLIMHO3a,  PA3IMYAIONIMXCS [0  ATUOJIOTMYECKUM  (akTopaM  pas3BUTUS, U
CHCTEMaTU3UPOBATh UMEIOLIYIOCS HHPOPMALIUIO IO JaHHOMY 3a00JI€BaHUIO.

Onucanue KIuHUYeCKux ciydaes

Knunuuecxuii npumep 1. Tlanmentka A., 35 net, oOparuiachk B KIMHUYECKYIO 0a3y Kadeapsl
dakynsrerckoit Tepanuu KI'MA um. UK. Axyn6aeBa (1. buikek) ¢ sxano0aMu Ha mepuogudecKue
Tymble 00JIM B MOSCHUYHOM OOJIACTH CUMMETpHYHOTO Xapakrtepa. Poct 162 cm. Bec 62 kr. Unaexc
maccel Tema 23,6 kr/m°. AprepuanbHoe jaBienne 120/80 MM pPT. CT., 9acTOTa CEpPICUHBIX
cokpamienuit 80 ya/mun. Catypauus kuciaopoga Ha arMochepHoM Bo3ayxe B mokoe 94%. Anamues
OOJIe3HU: TMAallMEHTKa CTPafaeT XPOHUYECKUM TaMOPUTOM M CHHYCHUTOM, IO TOBOJY YEro B
TEUEHHE CEMHU MECAIIEB PETYISAPHO Moyvaia aHTHOaKTepraabHble penaparsl (nedanocnopuss! 1
MOKOJIEHUS). AJUIEPrOJIOTUYECKUN aHaMHEe3 HE OTATOLIeH. ODNHAEMUOJIOTHYECKUH aHaMHe3 0e3
ocobeHHOcTell. AHaMHe3 JKM3HHU: CO CJIOB MAlMEHTKH, pocila U pPa3BUBAJIACh COOTBETCTBEHHO
Bo3pacTty. [lepeHecenHble 3a001eBaHus: OCTpasi pecnuparopHasi BUpycHas uHdexius. Onepauuii u
TpaBM He ObUT0. ['MHEKOMOTHYeCcKuii aHaMHe3 0e3 0COOEHHOCTEH, MEHCTPYaIbHBIM IIHKJ COTTIACHO
KajeHaapo, 0e3 ocobeHHocTeil. bepemeHHocTH mpoTekanu HopMaibHO, poxabl I —
¢uznonornueckue. IlocneponoBble mNepuoabl MPOTEKANIM INIAAKO, KOPMWIA JETel TIpylblo.
[ToBpIIEHNI apTepUAIIBHOTO AABJIEHUS He oTMedaeT. HecrtepouaHble NpPOTHMBOBOCHAIMUTEIBHBIE
npernaparsl 1 OMOJIOrMYECKH aKTHUBHBIE J00aBKH He nmpuHuMaeTr. B 2022 roay mo noBoay TSKECTH B
MOSICHUYHOW 00JIaCTH MPOXOJWIIa YABTPAa3BYKOBOE HCCIIEIOBAHHE MOYEK U KEIYHOTO Iy3bIps, /1€
KaKHUX-TMOO OTKJIIOHEHUH BBISBICHO HE OBLIO.

Hannvie uncmpymenmanvuvix — oocredoganuu. Onexrpokapauorpapus (OKI):  putm
IIPaBWIbHBIM, YacTOTa CEpPACYHBIX COKpalmleHW 63 B MHMHYTY, HOPMaJbHOE IIOJIOKEHUE
aNeKTpuYeckol ocu cepaua. llpu mnpoBeneHuu peHTreHorpapuu OpPraHOB TPYAHOM KIIETKH
MaTOJIOTMYECKUX WM3MEHEHUH BBISIBIEHO HE OBLIO. YIBTPa3BYKOBOE HCCIEIOBaHHE BHYTPEHHUX
opranoB. M3menenust co croponsl moyek (Pucynok 1). CnpaBa: ¢opma modyku O00OBHIHAS,
KOHTYpBI pPOBHBIE, pa3Mepbl He yBenuueHbl 105x45 mwm, TonmmuHa napeHxumsl 16 MM, BOKpYr
MUPaMHUJIOK OTMEYaIOTCs dXOreHHble 0001KU. [louedyHblit CMHYC HE HM3MEHEH, KOHKPEMEHTHI He
onpenensiercs. OuaroBoil maroioruu Her. JleBasg mouka: ¢opma ropOaras, KOHTYpbl POBHBIE,
pa3Mepbl He yBenudeHbl 98x47 MM, TONIIMHA MAPEHXUMBI 22 MM, BOKPYT' THPaMHUIOK OTMEYAIOTCS
sXoreHHble 000aKH. [loueuHblii CHHYC HE HM3MEHEH, KOHKPEMEHTHI He ompenaesstorcs. OvaroBoi
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MaTOJIOTUHM W HapyLICHUS OTTOKAa MOYM HeT. JKemuHbIil my3bIph: hopMa CerMEHTHPOBAHHAS 33 CUET
nepernba B 1pHe. CTpyKTypa KEITYHOTO ITy3bIpS OJHOPOAHAS, B HPOCBET HMPOMHHHPYET ITOJIHII
pa3MepoM 3 MM, COIEPKMMOE MOJOCTH ToMoreHHoe (PucyHok 2).

RT KIDNEY

Pucynok 2. Y3U xemqHoro my3blps U eUEH y MaueHTKH A., 35 ser

Jlanaple 1abopaTopHBIX HccleaoBaHUW. OOmMKA (KIMHUYECKHI) aHaau3 MOYU: Moda
Mpo3payHasi, COJOMEHHO-)KEJITOro I[BE€Ta, OTHOCHUTENbHass MioTHOCTh 1020 ycn. en., peakius
KHcnasi, 0e’10K He 0OHapy)KeH, peaKluy Ha INIIOKO3y U KETOHOBBIE TeJla OTPUIIATENIbHbIE, TEHKOLUTHI
2-3-4 B 1/3, DPUTPOIUTHl HEU3MEHEHHBIE W W3MEHEHHBIC OTCYTCTBYIOT, IHJIUHIPHI, CIH3b,
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OakTepuu, Coau OTCYTCTBYIOT. [lepudeprudecknii aHanu3 KpoBH: TeMOTTIOOUH 149 1/71, SpUTPOIUTHI
4,8x1012/n, nBetHor mokazarenb 0,93, remarokput 44,7%, TPOMOOITUTHI 224X109/J'I, JICUKOIUTHI
4,7x10%/m, mumdonutsl 38,3%, ckopocTh ocemanust dpurporutoB (COD) 6 Mm/gac. [mrokosa
BEHO3HOH KpoBH Haromak 4,4 MMow/i, rpymmna kposu Il (A), Rh (+) nonoxutensHbiii. AHTUTENA K
BUpyCY uMMmyHoxaedunura uenoBeka (BUY): pesymbrar orpumarensHbiii. Peakmus Baccepmana
oTpulareiabHas. AnTuTena Kk Bupycam remnaruta B u C: peakuuu orpunarenbhbie. CBepThIBaOIIas
cucreMa KpoBU: MpoTpoMOMHOBOe BpeMsi 13  cek, mnporpomOuHOBBIM wuHIEKC 100%,
MEXIYHApOIHOE HOpMan30BaHHOE oTHomeHue = 1,0. @ubpuHoreH 2,2 1/1, aKTUBUPOBAHHOE
YaCTUYHOE TpoMmOoriacTuHoOBoe Bpems 29 cek. KpearmHuH KpoBu 73,5 MKMOJB/J, MOYeBUHA 3,5
mmonb/n. [uctatua C 0,65 mr/n (0,40-0,99). Jlunuauerit npodwib: oOuuii xonectepun 3,64
MMOJIB/JI, XOJECTEPUH JHUIONPOTEUHOB BBICOKOW TIoTHOCTH 1,45 MMOJB/II, XonecTepuH
JUMONPOTENHOB HU3KOH TuIOTHOCTH 2,21 MMonw/n, Tpuraunepuasl 0,47 mmons/n. C-peakTHBHBIH
oemok <1,0 mr/m (mo 5), obuwmit ummynormooynun E 9,65 ME/mn (0-25), xene3o kposu 14,5
MKMOJIb/J. Butamua D, 25-ruapokcu (kanbuudepon) 22,20 ar/ma (30-100). [Taparupeonabrit
ropmoH 72 mr/mit (9,7-75). AxktuBHOCTh mienouHou (ocdarazer 69 En/m (40-150). Maruumii 0,83
mmodtb/it (0,77-1,03), kansiwmii 2,34 mmoss/i (2,11-2,55).

OkckperopHas (yHkius mouek [8]: ckopocTh KiyboukoBoil ¢dumbrpaiuun  (CKD),
paccunranHas o merogukam CKD-EPI (Chronic Kidney Disease Epidemiology Collaboration) u
MDRD (Modification of Diet in Renal Disease) cocraBwia 92 mi/mMuH u 84 wmi/MuH,
coorBeTcTBeHHO. Kimpenc kpearmnuHa 1o cmocody Cockroft-Gault — 79 wmur/mun. CK®,
paccuutanHas no mucraruny C — 119,2 mu/muH.

Knunuyeckuit uarHo3: MeAy/ULIpHBIN (MEpBHYHBIN) HEPPOKaIbIIMHO3. XPOHUYECKUUN
BTOPUYHBIN MHETOHEPPUT B a3e JTaATEHTHOTO BoCTaIeHUs. [10HI )KeTIHOTO My3bIPS.

Knunuueckuti npumep 2. Tlamment X., 24 ner oOparwics B KIMHHYECKYIO 0a3y kadenpsr
¢dakynsrerckoit Tepanun KIMA um. UK. Axyn6aeBa ¢ xamo0amMu Ha yMEPEHHYIO MBIIICYHYIO
c1aboCTh, MEPUOANUECKUE HOMIIKE 00U B MOSICHUYHOW obnactu ¢ obeux cropoH. Poct 173 cm.
Bec 79 kr. MHueke maccsl Tena 26,4 Kr/m>. Aptepuanbaoe naBienue 120/80 MM pT. CT., 9acTora
cepleuHbIX cokparieHuit 79 ya/mun. Carypaius KUCIOpoja Ha aTMOC(EepHOM BO3JIyXe B IOKOE
96%. AmnamHe3 OOJe3HU: TAIMEHT paHee HHUYeM He OoIen, JIeKapCTBEHHBbIC Mpenaparsl He
MpUHUMAET. AJIJIEProJOrHYecKrii aHaMHe3 HEe OTATOMICH. ONMUIASMHOJIOTMYeCKHil aHamHe3 0e3
ocoOeHHOCTel. AHaMHE3 KU3HU: CO CJIOB MAIlMEeHTa, POC M Pa3BUBAJICA COOTBETCTBEHHO BO3PACTY.
[lepenecennble 3a00€BaHUs: OCTpasi pecruparopHas BupycHas uH@ekuus. Onepanuii 1 TpaBM He
obu10. [loBBITIEHNI apTepHAIbHOTO IaBJICHHs HE OTMe4YaeT. MeIuInHCKoe 00CIeI0BaHUE MPOXOAUT
BIIEPBBIE C MPOPUITAKTHIECKON 11€ThI0, TOCKOJIBKY OTell CTpagaeT TepMuHanbHoil XITH.

Jlanubie mHCTpyMeHTANbHBIX uccnenaoBanuii. Ha OKI' oTkioHeHuii He 3aperucTpupOBaHO,
peHTreHorpausi OpraHoB TPyJHOW KJIETKHM O€3 IMaToJOTMYEeCKHMX H3MEHEHUH. YIbTpa3ByKOBOE
uccnenoBanue noyek. Ilpasas mouka: gpopma oObIuHAsL, KOHTYPBI pOBHBIE, pa3mepsl 102,8x53,9 mm,
TOJIIIMHA MapEeHXUMBI 18 MM, 9XOT€HHOCTh MapEeHXUMBI IMOYEK OOBIYHON aKyCTUYECKOH MIOTHOCTH,
YalIeyHo-I0XaHOYHAsl CUCTeMa He pacIlipeHa, B CHHYCEe MECTaMH OINPEAETSIOTCS TUIIEPIXOTEHHBIE
BKIFoueHus 110 2,9 mm (Pucynok 3).

SIBHBIE TpU3HAKK KOHKPEMEHTOB Ha MOMEHT HCCJIEIOBAaHUS OTCYTCTBYIOT. MOYETOYHUK B
BepXHeW TpeTu He pacmmpeH. JleBas mouka: ¢opma OObIYHAs, KOHTYPHl POBHBIC, pa3Mephl
106,9x53,3 MM, TONIMMHA TapeHXUMBI 19 MM, SXOT€HHOCTh MAPEHXHMBI TOYEK OOBIYHON
aKyCTUYECKOW IUIOTHOCTH, YalIeYHO-JOXaHOYHAsi CHCTEMa HE pacUIMpeHa, B CHHYCE MeCTaMu
OTIPENIENSIOTCS THUIEPIXOTCHHBIC BKIIOYEHUS 10 2,7 MM, B 4Yallledke HHKHEro CEerMEeHTa
ompenensieTcss KOHKpeMeHT 3,8 MM B amamerpe (PucyHok 4). Mo4eTOUHUK B BEpXHEW TpPEeTH HE
pacuIMpeH.
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Pucynox 4. Y3U nouek y nanuenta X., 24 net

JlaHHBIE 1TA0OPATOPHBIX HCCIEOBaHUN. AHAIM3 MOYM: MOdYa IpO3padHasi, COJIOMEHHO-
KEINTOTO 1BeTa, OTHOCUTeNbHas TioTHOCTh 1028 kr/n., pH 6,0., peakuus kucnas, 6emnok 0,15 1/,
[JIIOKO3a U KETOHOBBIE TeNla — peaklWH OTpHUIaTelbHbIe, JNEHKOUUTH 2,9 B 11/3, IPUTPOLUTHI
HEM3MEeHEHHBIE 1,7 B I1/3, N3BMEHEHHBIE SPUTPOIUTHI OTCYTCTBYIOT, IMIIMHAPHI, CIU3b +, OaKTepHH
49,3 KJIETOK/MKII, COJIM OTCYTCTBYIOT. [emornooun 152 1/n, sputpormtst 4,98x1012/1, rematokpur
46,2%, TpomOoumThl 281x109/n, nevixoruter 10,6x109/1, mumdporutst 29,3%, s03uHoduinsr 4,9%,
COD 5 mm/yac. I'moko3a BeHO3HOW KpoBH Hatomak 4,62 mmonb/n, rpymmna kpoeu | (0), Rh (+)
nosoxkutenbHblil. AHTUTena k BUY: pesyasrar orpunarensHbiidi. Peakuus Baccepmana
oTpunareiabHas. AHTUTeNna Kk Bupycy remarura B 3,27 MmME/mit (menee 10 MME/mi, orcyrcrBre
UMMyHHOTO OoTBeTa). Kpearnnun kposu 97,4 MxMons/in, moueBuHa 4,2 mmois/n. Hucrarun C 0,79
mr/n  (0,40-0,99). Jlunuaueiii npoduib: oOmmi  xonmectepuH 5,38 MMOIB/M, XOJECTEpUH
JUTIONIPOTEMHOB BBICOKOM TMioTHOCTH 1,11 MMONB/M, XONEeCTepHH JHUMOMPOTEMHOB HHU3KOM
motHoctd 3,97 mMmonb/n, Tpurnmunepuabl 1,60 mmons/n. C-peaktuBHbd Oenmok 1,1 mr/a (mo 5).
[Taparupeoumnsiii ropmon 39,3 nr/mn (9,7-75). AnpOymuH 49 1/1. AKTHBHOCTH IIEIOYHOU
docdarazer 75 En/n (40-150). Maraumii 0,87 mmons/n (0,77-1,03), kaneuuit 2,45 mmons/n (2,11-
2,55), docdop 0,95 mmons/n (0,87 — 1,45). ¥V mamueHTa oTMeuanach THIEPYPUKEMHUS: MOUeBas
kuciota 505,75 mxmons/n (208,2-428,4) nmu 8,5 mr/mn (3,5-7,2). DkckpetopHas QyHKIHS MOYEK
[8]: CK®, paccunrannas nmo meroqukam CKD-EPI # MDRD cocraBuna 109 mur/mMuH 1 88 Mit/MuH,
cootBercTBeHHO. Kimmpenc kpearmnuna mo cnoco0y Cockroft-Gault 116 wmu/mun. CKO,
paccunutanHas 1o uucraruny C — 97,3 mi/mMuH.
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Kinuandeckuit  nuarHo3: MeMy/UIIpHBIA  (MEPBUYHBIA) HEPPOKATBIIMHO3.  YPOJIUTHA3.
l'unepypukemus. Jlucnunuaemus. M30pITounas Macca tena.

Obcysicoenue

B XX Beke BnepBbie 0 HehpOoKaIbIIMHO3E yroMsHYa P. BupxoB, Ha3BaB OTJIOXKEHUs cCoJieh
KaJblUsl B MOYKAX «KalbIIMEBBIMU MeTacTazamu». [losnuee uccrnenosarens F. Albright, omucas
OTJIIOKEHHUSI COJIEH Kalblisi B NApEeHXMME IOYeK y MalUeHTa € TUIepIapaTupeo3oM, BBEN B
MEIMIIMHCKHUH JIEKCUKOH TEPMUH «HeppoKambHO3» [9].

B mnauane XXI Beka Obul0o wu3BeCTHO Oosnee 32 HACIEACTBEHHBIX CHHJIPOMOB, B
CHUMITTOMOKOMILIEKC KOTOPBIX BXOWI HedpokanbiuHo3 [10].

B HacTosimee Bpemst MeQYUISIpHBIA HE(POKAIBLMHO3 PACCMATPUBACTCS KaK KIIACCHUYECKOE
MOJIMATUOIOTMYECKOE 3a00JIeBaHHE C TeTEPOTeHHBIMU KIMHUKO-TEHETUYECKUMHU TposiBIeHusIMUA. K
JeTepMUHAHTAM  pUCKAa  MEOYUISIPHOTO  He(dpOKaJIbLIMHO3a  OTHOCATCS  T'eHETUYECKHUe,
MeTaboIMuecKue u ATporeHHsie Gakropsl [11].

B pocrynHo#it nuTeparype HEAOCTATOYHO padoOT, ONUCHIBAIOIIUX CBSA3b MEYIISIPHOTIO
He(ppOKANbLIMHO3a C TPUEMOM aHTHOAKTEPUAIBHBIX MpenapaToB. YacToTa JIeKapCTBEHHOTO
MOpaXeHHsI TOYEK cpeau ypoHedposornueckux 3aboneBanuil cocraBiseT 20-25%. Beicokas
4acToTa MOPaKEHUM, BBI3BAHHBIX JIEKAPCTBEHHBIMU CPEICTBAMH, OOYCIOBIIEHA YHHKAJIbHON
(U3MOTIOTHYECKON POJIBIO TIOYEK, BKIIIOYAOMICH clienyromue (HhakTopbl: CaMblii BBICOKHIA YPOBEHb
pPEHAIBHOTO KpOBOTOKa (ITOYKH TONy4aroT CBbINE 25% cepAedHoro BBIOpOCa); HHU3KOE
CONPOTUBIICHHE PEHANBHBIX apTepuid; TOYTH BCE JIEKAPCTBEHHBIE CPEACTBA BBIBOASTCS
MPEUMYIIECTBEHHO TOYKAMU; AJTUTEIBHOE MPUMEHEHHE W/WIM OOJNbIIME J03bl JEKapCTBEHHBIX
IpernapaToB; MHOTHE TIpenaparbl JKCKPETHUPYIOTCA IyTeM KIyOOYKOBOW —(uisTpamuud U
KOHILIEHTPUPYIOTCS B KaHaJIbLax movek [12].

[Tpu nmpumenenuu 1edanocnopunoB Il mokoneHus, B 4acTHOCTH LeTpUAKCOHA, BO3PACTAET
BEPOSTHOCTH OTJIOKEHUS COJIeH KalblUs B IMOYEYHOW MapeHXHWMEe, OCOOCHHO MpPU COBMECTHOM
NPUMEHEHUH C [penaparaMd Kajiblid, BUTaMHHa D, @ypocemMuioMm, aiera3olaMujioM,
aropBacTaTUHOM, pO3YBAaCTaTWMHOM, aJJIOMYpUHOIOM, BUTaMUHOM C M HECTepOUIHBIMHU
MIPOTUBOBOCTIAJINTENbHBIMU  TpenapatamMu. Cregyer  OTMETHTh, YTO MpPU  STPOTEHHOM
runepBuTaMuHo3e D HabronaeTcs yCuIeHHOE BcachlBaHHUE KallbLiMs B KUIIEYHUKE M CHUKEHUE €ro
peabcopOuuu B KaHajblaX, B pe3yJIbTaTe€ 4YEro BO3HUKAET THIEPKAJIBLIUYPUS C OTIOKEHHUEM
KaJbplUsl B MOYEYHBIX CTpyKTypax [13]. V 3Toil kareropuu jiuil NMPakTUYECKH BO BCEX CIIydasx
HaXOJSAT CUMIITOMBI He(ppOKaNbIIMHO3a, a TaKxke JadopatopHbie npuzHaku XIIH. BaxxHo moMHUTH,
YTO MpUeM acKOpOMHOBOH KUCIOTHI B 03¢ 2000 MI/CyTKM 3HAYUTENBHO TMOBBIIIAET IKCKPELUIO
oKcaJlaToB ¢ Mo4oH [14], a coBMECTHOE MPUMEHEHUE ¢ BUTAMUHOM D MHIyIUpyeT BO3HUKHOBEHUE
He(pOoKaIbLUHO3A.

Y mun ¢ runepBUTaMMHO30M D, Hapsgy € OTMEHOM COOTBETCTBYIOLIETO IIpernapara,
HEOOXOIUM TPUEM DIIIOKOKOPTHUKOCTEPOUJIOB (YMEHBIIAeT BCACHIBAHME KaJbIMs B KUIIEYHUKE U
YBEJIMYMBAET €r0 BBIBEJCHUE C (heKaTusMH), KalbIIUTOHWHA (JJIsl CHUKEHHS THUIEPKATbIUEMUH),
BUTaMHUHA A (MOAaBIsIET BO3ICHCTBHE W30bITOUHOrO BHTamMuHa D) wm BurtammHa E (kax
aHTHOKCcHAaHTa) [12, 15].

IIpoBeneHHbIE HCCIENOBaHMS IOKA3bIBAIOT, YTO B HACTOSIIEE BpeMs K 3alllUIICHHBIM
NeHUIUIMHAM U nedanocnopunaM Il MOKoneHHS  YyBCTBUTENBHOCTH  MATOT€HHBIX
MHUKpPOOPTaHW3MOB IPOrpeccuBHO cHMKaeTcs [16]. B namm nuu, Hanbosnee 4yacTo B KIMHUYECKOM
MpaKTHKE B KayecTBe aHTHOAKTEpPHAIbHOM Tepanmuu UCHOJb3yeTcs Le(pTpruakcoH, KOTOPBIA U ObLT
Ha3zHayeH Hamel manueHTke. CrocoOCTBYIOMMME (akTOpaMu HEPPOTOKCUYHOCTH LEePTpUAKCOHA
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SBIISIOTCS aHEMUs, THUIEpPKaJbIUEMUs, THUIEPYpUKEMUsS, TUMNOKAINEMHUS, TUIOATLOYMHHEMHUS,
MPOTEUHYPHUS, AUAPES, XPOHUYECKHUI 3arop, HACHIIIIEHHBIN 3€JICHBIN Yail U T.1.

OnyOnukoBaHHBIE 3a MOCJIEIHUE MATH JIET HUCCIEAOBAaHUS JIEMOHCTPUPYIOT YBEINYEHHE
94aCTOThI MEAY/UIIPHOTO He(pOKAIbLIMHO3a Ha ()OHE MPUMEHEHHS Pa3IMUHBIX (PapMaKOIOTHIECKIX
1 He(papMakoJIOTHYeCKUX areHToB. Hanmpumep, nccnemnoBarenu [17] onucanu cirydail METyJIIpHOTO
HedpokanplMHO3a |y 17-IeTHell MaluMeHTKH, KOTopas HEKOHTPOIUPYEMO HCHOIb30Bala
CIIa0UTENbHBIE CpeacTBa 0e3 0COoObIX TOKa3aHWi. Y TAlUEHTKH OTMEYAIHUCh TIOJHIUIICHS,
MIOBBILIECHHAS] CYTOYHAsl IKCKPELMsI OKCAIaTOB U Kajiblusa. buoxuMuuecknuii aHajiu3 KpoBHU IOKa3all
HOpMaJIbHbIE YPOBHH 3JIEKTPOJIUTOB, KpeaTUHUHA, IIOKO3bl M BUTamMuHa D. B aToM KiMHHYecKOoM
HAOIOICHUN MeIY/UIIpHBIA HEePOKaJIbIIMHO3 COYETANICS CO BTOPUYHBIM TUIEPATIbJOCTEPOHU3MOM
[17].

HccnenoBaHusAMU TOCIIEAHUX JIET YCTAHOBIIEHBI T€HETUYECKHH MOMUMOPGU3M U (PEeHOTUIIBI
MEAYJUISIPHOTO HepoKanblKHO3a. B Tabnuile mpuBeneHbl pa3inyHble TeHbl, C MyTallueld KOTOPBIX
CBsI3aHBI KIIMHUKO-1a00paTopHbIe MPOsBIICHUs HepoKaibirHo3a [ 18].

Tabmuma
MOHOTI'EHHBIE ITPUYUHBI HEGPOKAJIBIIUHO3A B KJIMHUYECKON HED®POJIOTUN
(aman. Fay J. Dickson u John A. Sayer., 2020).

Tenwv Knunuueckue gpenomunot
CLCN5 AnpOyMUHYpHS, TUIIEPKATBINYPHUS, He(POKATBIIMHO3/ yponnuTHas. PUck mporpeccupoBaHus
MOYEYHON HETOCTATOYHOCTH | CTENEHH K CpeJHEMY BO3pacCTy.
OCRL ANBOYMUHYPHSI, TUIIEPKATBIIYPUS,

HeppOoKaNbIMHO3/ ypoiuTua3. Jlerkass yMCTBEHHas! OTCTaJIOCTh, KaTapakTa, OKyJIO-Lepedpo-
PEHATIBHBIA CHHIIPOM U JIp.

CYP24A1 l'umepkanpumueMusi, TUIEPKAIBIIMYPUS, BBICOKHHA YpoBeHb 1,25-muruapokcuButamuHa Ds,
ypOJIUTHAS.

SLC34A1 l'unepkanbuueMusi, rUnepKaiblMypys, BBICOKHH ypoBeHb 1,25-muruapoxkcuBuramuHa Ds,
runodocdareMus, HapyieHne QYHKITUHN MOYeK, He(POKAIBITIHO3.

CLDN16 ['umomarne3ueMusi, TIOBBIIEHHAs  OKCKPEUWs MarHusg W Kauplud C  MOYOH,

MOJINYPUSI/TIONTUIATICHS, 3aJIePIKKa POCTa, HEPPOKAIBIIMHO3, MPOTPECCUPOBAHUE MTOUCUHON
HEJ0CTAaTOYHOCTH B ITOIPOCTKOBOM BO3pacTe.

CLDN19 ['umomarHe3ueMusi, TIOBBIIEHHAs OKCKPEUWs MarHus W KalublUd C  MOYOH,
MOJTNYPUS/TIOTUTUIICHS, 33JIepKKa POCTa, HEPPOKAIBIIMHO3, MPOTPECCUPOBAHUE MOYCUHON
HEJI0CTATOYHOCTH B MTOJIPOCTKOBOM BO3PAcCTe, a TAKXKe 0(TAIBMOJIOTUYSCKHE MTPOSIBIICHMSL.

SLC12A1 MHoropogue B aHTEHATaIbHOM NEPHONE, MPEXKIACBPEMEHHBIE POABI M HU3KHH BeC INPHU
POXAEHNH, HEePPOKAJIBIMHO3, THIIOKAIUEMHUs, METaOOJMYEeCKU ajKaio3, BTOPUYHBIN
THIIOAIBI0CTEPOHH3M.

ADCY10 lunepkanbunypust, KANbIUEBBIH YPOIUTHA3, HEQPOKAIBIIUHO3

GRHPR PeunauBupyromuii yposinTras, HepoKalbIIMHO3, PA3BUTHE MMOYEYHON HEJOCTATOYHOCTH B
SIMHUYHBIX CITyYasiX.

GDNF VYponutnas, HeppOKATbLUUHO3, PELUUIUBHPYIOUIME HHGEKIMH MOUYEBBIBOASAIINX ITyTEH,

Hapywenus pH moun.

l'unepkanbuuypusi, T.€. IKCKpEUUs KalblMsi ¢ MOuoi Oosee 4 MI/KI/CYTKH, SBISETCS
NPEINOCBIIKON K Pa3BUTHIO MEXYIISIPHOTOo He(pokanbIMHO3a. VIMEIOTCS JaHHbIE O cCllydae
HACJIEICTBEHHOTO TUMogoc(areMuyeckoro paxura ¢ Tunepkajbluypuei, HeppoKalblLIMHO30M U
ypoiuTHazoM Beiencteue mytanun rena SLC34A3 [19].

B omHom u3 uccnenoBanuii [20] mpomeMOHCTpUPOBaHBI pe3yabrarbl HaOmiomeHus 3a 11-
JETHUM peOEHKOM, CTPAJAoLMM HEePpPOKAIBLIMHO30M U ypoiauTHazoMm. Kak oTmedaror
UCCJIEIOBATENN, TPU TEHETUYECKOM TECTUPOBAHMM Yy peOeHKa Obula OOHapykeHa MyTalus
¢.2010delG (umu p.Asp6711fs) rera CLCNS, xoropast paHee He Obliia onrcana npu 6ose3nn Jlenra-
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1. ABTOpPBI YKa3bIBAIOT, YTO HOPMaJIbHBIN ypoBeHb pH KpOBU, HUZKOMOJEKYJIApHAS TPOTEUHYPHUS 3a
CUET MaTOJOTMYECKO AKCKpeluu OeTa-2-MUKpOIIOOyIHHA, TUMIEPKAIBLIMYPUS U HU3KUI YpOBEHb
KaHaJIbLEeBOW peabcopbunn (ocdaroB 0e3 TUNepKaIbIUEMUN YKa3bIBAIOT HA HACIIEACTBEHHYIO
TyOynonaruto — 6one3ns Jlenra (X-cuerieHHas pereccuBHas mpokcuManbHas Tyoymonarus) [20].
K HacrosimieMy BpeMeHH 110 BCEMY MHPY OITKCAaHO 0Ko0JI0 250 cemeii ¢ 6one3nnio Jlenrta-1 [21].

B Keipreisckoit Pecriyonuke cimydan Oosie3nu JleHTa-1 He BBISBICHBI M3-3a OTPAaHUYCHHOU
JOCTYIIHOCTU K TIEHETMYECKOMY TECTUPOBAHHUIO U HEJAOCTAaTOYHOM OCBEJAOMIJIEHHOCTH O
3a00JI€BaHUU CPEAM MEAMLMHCKUX CIEIHaTUCTOB. BaxkHo momHUTH, uTo Oone3ns Jlenra-1, kak
penkas [aroyioTUs TOYEK, XapaKTepHU3yeTcsl THIepKaJblIUypHel, ypOJUTHAa30M U MEJIEHHO
nporpeccupyromieit XITH [22, 23].

Ha nam B3misi, npu HAIMYUK MTATOJIOTUYECKONM 3KCKpen 0eTa-2-MUKpPOTIO0YIMHA ¢ MOYOH
U MEAYUIIPHOTO HE(PpPOKAIbLIMHO3a, OCOOCHHO B TEIUATPUUYECKOM MpPaKTUKE, B KpPYyr
nuddepeHInanTbHO-TUarHOCTUYECKOTO TIOUCKa HEO0OXOIMMO, B TEPBYIO OYepelb, BKIIOYHUTH
6one3ns Jlenra-1. Penkas auarHocTHka NaHHOM MaTOJIOTHMH U OTCYTCTBHE SIHUIEMHUOJIOTHYECKON
XapakTePUCTUKH  OOYCJIOBJIEHbl ~ I'€TEPOr€HHOCTBIO  KIMHUYECKUX, (PYHKIHMOHAIbHBIX U
1a00paTOpHBIX MPOSIBICHUH 3a0oyieBaHus. B ymoMsIHYyTOM BBIIIE HWCCIEIOBAHUU ONHMCAHBI
npu3Haku Oone3nu Jlentra-1 y 13-netHero pebeHka, y KoToporo HaOmromaiuch X-oOpa3Hoe
WCKPUBJICHHE HOT, UI3MEHEHHE MOXOKU, OOJIH B HOTaX MpH X0b0e, 3a[iepiKKa POCTa U MOBBILICHHAS
MOTJIMBOCTG [21].

JlaboparopHoe oOciemoBaHWEe BBISIBIJIO Yy peOeHKa NPOTEHHYPHIO, YMCHBIICHHE
MUHEPAJIbHOM MIOTHOCTH KOCTHOW TKAaHU M KallbLIMHATHI B Moukax. [IpoBeneHHOE reHeTHueckoe
uccaenoBanue noarsepauio myranuto rena CLCNS [21].

Bcemu nccnenoBarensiMu nmpu3Ha€ércs TOT (PaKT, 4TO HAYAIO MOYEBOTO CHHIPOMA B paHHEM
BO3pacTte TpeOyeT HCKIIOUEeHMs] BPOXKJICHHOM WJIM HACJIEICTBEHHOW Marojorud. B wacTHOCTH,
yBEJIMYCHHE KOHIICHTPAI[MU [MapaTUPEOUTHOTO TOPMOHA M CHUkeHHe (ochaToB B CHIBOPOTKE
KpPOBH, a TaKXe KIIMHUYECKUE MPOSBICHUS paxuTa y peOeHKa, CKOpee BCEro, CBsI3aHbl C MyTaluei
reHa CLCNS [24]. [Ipu no3aHel AMarHOCTUKE y TaKUX JETEH, KaK IPaBUJIO, BBISIBIAETCS MOYEBOU
CHUH/IPOM U MENYJUIIPHBIM He(PpOKaIbIIMHO3.

KnuHuueckuii  cmekTp — HacleACTBEHHOro  rumodocdareMudyeckoro  paxura ¢
TUNepKaIblypuell MpoJoKaeT pacmmpsaThes. Kak yxe ObUIO cka3aHO, BO B3POCIO Koroprte
MAUMEHTOB MENY/UIAPHBIM HeQpOKaIbLIMHO3 MOXKET Pa3BUThCS Ha (OHE CHMXKEHUS MHUHEpaIbHOU
IJIOTHOCTU KOCTHOU TKaHU. B pabore A. Fernandez-Sanchez ¢ coaBTropamu mpencraBiieH ciiydaid
MENYUIIPHOTO He(PPOKAIbLMHO3a y 54-eTHEN MalMeHTKH ¢ OCTEONOPO30M, THIIepKaIbIMypueil n
yponutuazoMm. [lpu nomomunutensHoM o6OcnenoBanun Next Generation Sequencing (NGS) y
nanueHTku BhisiBeHa MyTanus reHa CYP24A1. Kak oTmedaroT uccienoBareiv, TOMO3UTOTHbBIE
dopmbl, cBs3anHbie ¢ wmyrtammed CYP24Al, mpuBomat K agedekry 24-THAPOKCHIA3Bl €
MOCJEAYIOLIMM MOBBIIIEHUEM YpoBHS 1a,25-aurunpokcuBuramuna D [25].

B HacTosmee Bpems nosyueHsl HoBble TeHeTHueckue mytanuu (CLDN-16), nposBistonecs
TyOyaonaruei, HapyIIeHueM 3IEKTPOIUTHOTO COCTaBa KPOBU U MENYIIPHBIM HE(PPOKATBIIMHO30M
[26].

HedpoxanpinHo3 moapaszaensioT Ha MEOYUISIpHbIH M KOpTHKaubHbIM. [lo  maHHBIM
YIBTPa3BYKOBOTO UCCIIEAOBAHUS PA3TUYAOT CIEAYIOUINE CTAUH MEeTYIIIPHOTO He(PpOKaIbIIMHO3a
[6].

A. Hannuue runepsxoreHHbIX MUPaMHJIOK.

b. benbie rupnstaapl v (wnn) AudQy3Has runepIXOreHHOCTb.

B. Hannuune akycTH4eCcKoil TEHHU.
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Kak ormeuaror wuccrnemoBarenu, BO MHOTHUX CIydasx MEXY/UIIpHbIA He(dpOKaIbLIHUHO3
MpOoTeKaeT OECCUMNTOMHO U BBIABISETCS Kak ciy4aiiHas Haxonka (TMpu  YIbTpa3BYKOBOM
WCCJICIOBAHUH WJIM PEHTTeHOrpauu OpPraHoB OpromrHOW monocTH). OmnpeneneHne coaepKaHus
KaJblUi CBIBOPOTKH KPOBHU SIBISIETCS HEOTHEMJIEMOW YacThIO JAMArHOCTHKH MEIYIIISIPHOTO
He(poKaIbLIMHO3a M YTOYHEHUS €€ acCOLMAallMU C TUIepKalblMeMUueld WIM HOPMOKAJIbIIMEMUEH.
HeoOxomumo mOMHUTB, 4TO MpH M3MeHeHUU pH KpOBU M KOHIIEHTpaluu ajibOyMHHAa MEHSIETCS U
YpOBEHb OOIIEro KajiblMs. B 3ToW CBs3M, NpU OLEHKE COAEP)KaHUS KaJbIMs HEOOXOIMMO
YUUTBIBATh YPOBEHb AIbOYMHHA B KPOBH [27].

[Ipu 7erxkoil cremeHHd TUNEPKAIBLUEMUN KIMHHUYECKHE CHUMIITOMBI  MEIYIJISIPHOTO
He(dpoKaIbLIMHO3a 00BIYHO OTCYTCTBYIOT [28]. DTH AaHHbBIE MOJHOCTHIO MOATBEPXKIAIOTCS B HAILLIEM
KIMHAYECKOM HAONIONEHUH, TA€ y MAIMEHTKH MEIyISPHBI He(POKaJIbIIMHO3 BBIABICH IPU
Cly4yallHOM ynbTpa3BykoBoM wuccienoBanuud (Pucynok 5). Camoe uHTepecHOe, 4TO y Halleu
MAaUEeHTKH TOJ Ha3aJ IMpH  YIbTPA3BYKOBOM HCCIEIOBAaHUM TMPU3HAKH  MEIYIJISIPHOTO
He(dpOoKaIbLIMHO32 U MOJMIIA XKEITYHOTO My3bIpsi OOHApYKeHbI He ObLIH. KpoMe Toro, KoHIeHTpauus
KaJblMs, IIeI04HOM (ocdara3pl, MarHus W TApaTUPEOMIHOTO TOpPMOHA OBUIM B Tpeaenax
peepeHTHbIX  3HAYeHWH. ODTHONOTHYECKMM  (AaKTOPOM B  HMHHLOUANMH  MEXYIIPHOTO
He(poKalblIMHO3a Yy HAallled TMalWeHTKH TOCIHYKWJI PErysIpHbII NpUeM aHTUOMOTHKOB
(uedanocnopunsl |l mokonenus, nedrpuakcon). Kak npencrasieno Ha Pucynke 5, Haunboinee
YaCTBIMU NPUYMHAMHU PA3BUTUSI MEIYIUIIPHOTO HE(POKAIBIIMHO3A SIBISIOTCS: | — aBTOHOMHBIN
TUIEepIapaTupPEOUan3M; 2 — MOYEUHbIN TYOYIsIpHbIM anuno3; 3 — MenyuisipHas ryouaras nodxa; 4
— WAMONaThYecKas TUIepKalbIuypus; 5 — okcano3; 6 — 0Oone3npb [leHTa (ualie BBIABISETCS Y
MY)XYMH ¥ UMEET BBICOKHII puck mnporpeccupoBanue XIIH) u 7 — cunapom “milk—alkali” wmu
«MOJIOYHO-JIKAJIOUIHBIN CUHIIpOMY [29].

Kpome TOro, B KadecTBe JOMOJHHUTEIBHBIX OSTHOJIOTHYECKHX (PAKTOPOB Pa3BUTHUSA
MEAYJUISIPHOTO He(pOKaNbIIMHO3a BBIIBHUHYTHI: MEPEIO3UPOBKa BUTaMUHA D, CHCTEeMHbIN
MIPOTPECCUPYIOLIUN  OCTEONOPO3, CENTUKO-METACTaTHUEeCKHEe W3MEHEHUs KOCTeH, TyOepKyne3
KocTel, cuHpoM bapTTepa, capkou03, TUIIOTUPEO3 UM TUPEOTOKCUKO3 (KIMHUUYECKH 3HAYUMBIE),
NaNuUIOHEKPO3, MHOKECTBEHHBIC MIEPEIOMBI KOCTEH, 3110ynoTpedienue quyperukamu [30, 31].

K stHonOrnyeckuM (akropamMm KOPTHKAJIBHOIO He(POKaJIbIIMHO3a MOXKHO OTHECTH IMpHEM
amdorepuniiHa B, oxcano3, mIoMepylonaTtuu, CENCUC y OEpeMEHHBIX, >KUPOBOM HEKpO3 B
TUTACTHYECKOW XHPYPTHH M T.J. 3[€Ch BaXKHO OTMETHTH, YTO IOCIE OApHUATPHUECKON XHUPYpPIHH,
TUMOQWINHTA, JIMIIOCAKIIMA, MaMMOIUIACTHKH, a0JOMUHOIJIACTUKA B OTIAJICHHOM TIepHOE
HEPEAKO PErHCTPUPYIOTCS MEAYUIAPHBIH HE(PPOKAIbLUHO3 U YPOIUTHA3 BCIEICTBHE MACCUBHOIO
MOBpEXJCHHUs kHpoBoil TkaHM. Iloka dacToTa ™MONOOHBIX OCIOXHEHHUH, CBA3aHHAs C
JIMITIOMOJIENIMPOBAHNEM PA3JIMYHBIX 4aCTEU TeJla, B KIMHUYECKON IIPAKTUKE elIE HE OLICHEHA.

OO6cyxaast aCIeKThl MEY/UISIPHOTO HE(QPOKAIBIIMHO3A CIENYET OCTAHOBUTHCS HAa OTACIIBHBIX
HO30JIOTMYECKUX THUIaX MaTroJoTMM caMoil mouku. Tak, IUCTaNbHBIA KaHAJIbLEBBIM alumo3
nojipasieNsieTcs Ha BPOXKICHHYIO M IpuoOpeTeHHYylo (opmbl. Ilpyn aucrasbHOM KaHaJIbLEBOM
aly103e HaOMI0aeTCsl HapyIIEHUE CEKPELMH HOHOB BOIOPO/ia B AUCTAIILHOM OT/IeNie HepoHa, YTO
COIIPOBOX/IAETCSI Pa3BUTHEM MeTaboIMuecKoro anuao3a [32, 33].

Y Ui ¢ JAWCTaNbHBIM KaHAJIBLEBBIM AIMI030M OTMEYAeTCS MBIIICYHAas CIaboCTh,
MOJUIUTICUS U TIOJIYPHSL.

B HemaBHO onyOnuKoBaHHOM —HccienoBaHuM [34] Hambornee YacThIMH — KIIMHUKO-
71a00paTOPHBIMHU MPOSIBICHUSIMH WIMOIIATHYECKONH MH()AHTHIFHON THIepKAIbIMeMun | Tuna ObUTH
MenyuispHbIi HedpokansimHo3 (100%) u cHUXKEHHE YPOBHS MapaTUPEOUTHOTO TOPMOHA B KPOBH
(90%). HMccnenoparenu Takke OTMETWIIM, YTO THIIEpKaJbliieMus ObLia BbIsABICHa y 75% nerted,
runepkanbuuypus — y 60% nanueHTos, a yponuruas — y 20% nerei.
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Pucynok 5. [IpuunHb! pa3BUTHS METYIIIPHOTO HedpoKaabuHOo3a (%).

B ogHOM M3 pPETPOCHEKTUBHBIX MCCICHOBAHUM IIOKa3aHO, 4YTO B JETCKOM IOMYJIALUU
BO3HUKHOBEHHE MENY/UIIPHOTO He(hpOKAIBIIMHO3a OBLIO CBA3aHO C MEPBUYHON (MAMOMATHYECKOM)
TUMNEepKaIbIUypHe, pa3jdNYHbIMH  HACJICICTBEHHBIMU  TYOYNSpHBIMH  HApyIICHUSMU U
MpoPUIAKTHICCKUM NpueMoM ButamuHa D [35].

VY nun ¢ nepBUYHOM (MAMONATUYECKOW) TUIEpKabLInypUel perucTpupyercs n30bITOUHOE
BBIJICJICHUE KAJIbLUs ¢ MOYOH Ha ()OHE HOPMAJILHOTO YPOBHS KaJIbIUs B KpoBH. [laTroreHernyeckue
aCTEKThI THIEPKAIbIINYPHH MOAPOOHO U3II0KEHBI B UCCIIEOBaHUU [6].

BaxxHo TOMHHUTH, 4YTO CYIIECTBYIOT TaKke ceMeilHble (OpMBI  MEIYIISIPHOTO
HeppoKkanprHO3a. YacTo Memy/uIspHBbI HE(PPOKATBIMHO3 B JETCKON MOMYISIUU TPOSBISIETCS
IICUXOMOTOPHBIMU HapyLIEHUsIMM U HMH(QEKIHel MOoueBbIBOAAIIMX MyTeill. Bo B3pocnoil koropre
MeAYJUISIPHBIN HEPPOKAIBbIIMHO3 YaCTO TpaHC(HOpMUPYETCs B yPOIUTHAS.

B Hacrosiee Bpemsi OBBIIICHHBIN HHTEpEC K MEAYLIIPHOMY HEPPOKaIbIIMHO3Y 00YCIOBIEH
ero MOMMMOP(HBIMU KIMHHUYECKUMHU MPOSBICHUSIMHA. B nuTeparype omucaH ciydail TOYE€YHOTO
TyOyJSIpHOTO anu03a, COMPOBOXKIAIOIIECTOCS HEBPOJIOTMYECKUMH HW3MEHEHHSMU (CHU)KEHHUE
MBIIIEYHOTO TOHYCAa HUXHHMX KOHEUHOCTEH), MEY/UIApHBIM He(pOKaIbIIMHO30M U IOYEYHOU
HEJOCTaTOYHOCTHIO [36].

KnuHndeckuit crnekTp MenyuIsipHOrO He(ppoKajdblMHO3a BapualOenbHbIM, W HEPEAKO
3a0oeBaHue pa3BUBaeTCsa Ha (poHe APyrux marojoruil. B HemaBHEM COOOIICHUM OMUCAH CIIydaid
MENYUIIPHOTO He(dpoKaiblMHO3a Yy 28-IeTHEH >KEHIIMHBl C MEepBUYHBIM THIIEpHapaTupeo3oM
II0CJIE KapIIMHOMBI TapalluTOBUIHBIX kene3 [37].

Hekoropele nccienoBaren CBSI3bIBAIOT MPOUCXOKIEHUE METY/UIIPHOTO He(poKaJIblIMHO3a C
BPOXJACHHON WM MpUOOpPETEeHHON MUCYHKIMEH muToBUAHON kene3bl [38, 39]. Onucan ciyuait
He(POKAIbLIMHO3a Y 7-MECSAYHOI0 peOeHKa C MBIIIEYHOW T'MIIOTOHHEH, NePHUIIMTOM MaccChl Tela,
BPOXJCHHBIM THIIOTUPEO30M U MHOKECTBEHHBIMU KOHKpeMeHTaMu B noukax [40]. Kak ormeuator
HCCIIEIOBATENH, Y peOeHKa B KIIMHUYECKOM aHaIN3€ MOYM ObUIM OOHApYXEHbI KPUCTAILIBI OKcajara
KaJIbIUs ¥ IPU3HAKU yMepeHHOU okcanypuu [40].

BaxHO NOMHHTB, YTO B JAETCKOH NOMYISALMU MERYUISPHbIM He()pPOKaIbIIMHO3 MOXKET
IIPOTEKaTh II0J, MAacKOM JKEJIyAOYHO-KHUIIEYHBIX W HEBPOJOTMYECKUX PACCTPOMCTB, a TaKXKe
0OMeHHO-MeTaboyeckux 3aboseBanuii [41, 42].

[Ipy nAUTENbHOM TEYEHHU MEAYIUISIPHOTO HEPpPOKaJIbIIMHO3a Yy OOJBIIMHCTBA MAllMEHTOB
BBISBISIETCSl YPOJINTUA3 PA3JIMYHONW CTENEHM BbIpaXEHHOCTH. COITIaCHO HEKOTOPBIM aBTOpaM, K
HaCTOSILIEMY BpeMeHM HIeHTU(duuupoBaHo Oosnee 200 pa3iWYHBIX NMATOJIOTHYECKUX COCTOSHHM,
COMPOBOXKIAIOIINXCST 00pa3oBaHueM ypoiuTHasza [43].
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B wuccnemoBanumn M. H. 3axapoBoit m coaBt. (2021) mpencraBieH KIMHUYECKUN CITydai
703uHOGUIBLHOTO 330¢aruTa y 11-meTHero pebeHka, rie MpU YIABTPA3BYKOBOM HCCIICIOBAHUH
OpPraHOB OPIOIITHOW MOJIOCTH OBLITN BBHISBICHBI MPU3HAKH MEIYIUIIPHOTO HEPpOKaIbIlnHO3a [44].

B pabote [45] MpeACTaBICH KJIIMHUYECKUHN ciyyai PELUIUBUPYIOIIETO
HedponuTHaza, HEPPOKAIbIIMHO3a U YMEPEHHOW  MapaTUpPeouIHOW  TOpPMOH-HE3aBUCHUMOM
TUMNEepPKaJbIIUEMHUUECKON runepkaipuuypun y mnandeHta 20 neT. MHOrMMH HCCIIEeTOBaHUSIMU
OTMEUYEHO, YTO HE3aBUCHMO OT IMEPBOIIPHYUHBI, PA3BUTHE OTIOKEHUH cosell Kanbuus u pocharos B
MapeHXUMYy TOYEeK MPUBOIUT K MPOTPECCHUPYIOIIEMY CHIDKCHHIO peHalbHOU (yHKIMu [5-7]. B
KIIMHUYECKON HedpOIoruu MeayIIsipHas ryouatas movka, Kak aHOMaJlds pa3BUTHS, aCCOLIMMPOBAHA
C BBICOKMM PHUCKOM PEIUAUBUPYIOIIETO YPOIUTHAa3a U HePpoKaiblMHO3a [46].

Kak yxe ObL10 CKa3aHO, y HalIero namnueHTa X., 24 JeT, ¢ MeIy/UIIPHBIM HEPPOKATBIITHO30M
BBISIBIICHBI HAPYIICHUSI META00IM3Ma JIMMUAOB (TTOBBIIIEHNE KOHIIEHTPALUU OOIIET0 XOJIECTePHHA,
XOJIeCTepHHA JIMIIONPOTEMHOB HHU3KOM IUIOTHOCTHM) W MYPUHOB (TOBBIINIEHHE KOHIEHTPALUU
MOYEBOW KHCIOTHI B KpoBH). [IOBBIIIICHME KOHIIEHTPAllUHM MOYEBOM KHUCIOTHI >0,42 MMOIB/I y
Myx4duH ¥ >0,36 MMOJIB/T y KEHIIUH NPH OTCYTCTBHM OOJHM B CyCTaBaX pacCMaTpPUBACTCS Kak
0ECCHUMIITOMHAS THIICPYPUKEMHUS, KOTOpas, B CBOIO OYEpe/b, MOBBIIIACT BEPOSTHOCTH PAa3BUTHUS
MEAYJUISIPHOTO HePpOKalbIMHO3a. B KIMHUKE BHYTPEHHHX OOJE3HEH CyIIecTBYeT CHHEPTU3M
MeTabonnueckux (pakTopoB KapAHo-peHo-1iepedpoBacKyisipHoro pucka [47, 48]. [Ipu areporeHHoi
TUNep- U JUCIUINJAEMHM, HE3aBUCUMO OT II0Jla M BO3pacTa, OTMEYAETCsl YBEIMUYEHUE pHUCKa
pa3BuTus HedpokanpimHo3a [49]. DT NaHHBIC TOATBEPKIAIOTCS HUCCIICIOBAHUSIMH, B KOTOPBIX
MeTaboIMuecKre HapylIeHHs TMPUBOIMIM K OOpa3oBaHMIO COJEe U KOHKPEMEHTOB B
MOYEBBIICTUTENHHON CUCTEME U Pa3BUTHIO HedpokanbrHo3a [50].

CornmacHO OMyONMKOBaHHBIM JAaHHBIM, TpPH MEAYUIIPHOM HE()POKaIbIIMHO3E BOKPYT
MOYCYHBIX NTUPAMUJ] BUJCH THIIEPIKOTCHHBIA 0000K PA3IMYHON TOJIIIUHBI, KOTOPBII MOXET JAaBaTh
aKyCTHYECKYIO TeHb [51].

[Ipn pe3ko BBIPAKEHHOM KalbLIMHO3€ BO3MOXKHA CIUIOIIHAS KalbIHU(HUKAIUA MTHPAMUI.
[IpencraBnenHble KIMHUYECKHUE TPUMEPHI M JaHHBIC W3 JIUTEPATypbl MOKA3bIBAIOT, YTO PaHHSA
JMarHOCTHUKAa W BbISIBIEHHE (PAKTOPOB, CHOCOOCTBYIOIIMX BO3HUKHOBEHHIO MEIYIJISIPHOTO
He(dpoKanblMHO3a, TPeOYIOT MEXIUCIHUIUIMHAPHOTO Moaxona. IIpenmnochuiku MeaynaspHOro
He(pOoKaIbIIMHO3a B IETCKOM BO3pAacTe MPOSBISIOTCS HAPYIICHUSIMH METa00IHMUECKOro cTaryca BO
B3pPOCIJIOM MEPHOAE KU3HU, YTO SIBJIIETCS BaKHBIM aCIIEKTOM BO B3aWMOJEHUCTBUU MEIUATPUUECKON
1 B3pocioil Hedposioruu U yposoruu. M3-3a pasHOOOPA3HOTO BIUSHUS PA3TUYHBIX (PAKTOPOB HA
BO3HUKHOBEHHE U TEUYCHHE MEIYIUIIPHOTO HePPOKaIbIIMHO32, MOJIEKYISIPHO-TEHETUYECKOe
HCCJIEIOBAHUE TEHOB-MOAM(PHUKATOPOB OCTAETCS BAXHBIM M TPUOPUTETHBIM HAMpaBICHHEM B
KJIIMHUYECKON Hedposioruu.

Jlucniancepu3zalus JUI ¢ MEAY/UIIPHBIM HEPPOKAJIbIMHO30M IpECIEeAYeT HECKOJIbKO LIEJeil:
MOHHUTOPHHT JIEKTPOJIUTHOTO COCTaBa KPOBU U MOYH, a TaKKe (PUIBTPAIMOHHON (DYHKITUH MOYEK, C
LENbI0 TMPEeNyNpexkIAeHUs TUAPOHEHPOTUUECKUX HM3MEHEHHH U HOBBIX CJIy4aeB MOSBICHUS
TEPMUHAJIBHON XPOHMYECKOM TOYEUHOM HenocTaroyHocTu. Ha »srame oka3zaHus MEIUKO-
NpoUIAKTUYECKOH TOMOIIM JUIAM C MEeIYUIIpHbIM He(pOKaJIbIIMHO30M IIeJ1eco00pa3Ho
B3aMMOJICCTBHE Tenuarpa, Hedposora, ypoyiora, TAETOJIOra W MCuXojora. Takold KOMIUIEKCHBIN
MOJIXOJ SIBJSIETCS KJIFOUOM K YCIIEXY B JICUEHUU MALUEHTA.

IIpospaunocme uccneoosanus. ViccnenoBaHue He UMENO CIIOHCOPCKOM MOIAEPKKH. ABTOPBI
HECYT MOJIHYI0 OTBETCTBEHHOCTH 3a MPEI0CTaBICHHE OKOHYATEIbHON BEPCUH PYKOIIMCH B M€YaTh.
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