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Cungpom MELAS

Cungpom MELAS (Mitochondrial Encephalomyopathy, Lactic Acidosis and Stroke-like episodes — MuToxoHApranbHas
aHUedpanomMmonaTus, nakTar-aumaos v MHCy ibTonogobHble ann3onbl). Hacnenyetcs no MaTepuHCKOW NMHWMK, XOTS YacTbl
crnopagnmyeckue cnyyam. Cembu ¢ 607bWUM Yucnom 6onbHbIX He onucaHbl. B 80—90% cnyyaeBs BbISIBASIOTCS TOYEYHbIE
MyTauum B 3243-M HyKneoTuae reHa nenumHoson TpaHcnoptHon PHK mutoxoHapwui [20].

3abonesaHue CUCTEeMHOe, Ha4YMHaeTCs B AeTCTBe Nnocyie HopManbHOro nepunoaa paHHero pa3suTus. BonbHble
HNU3KOPOCbl, CTpaoaroT NOBTOPHbIMA VIHC)/ﬂbTOI'IOJJ,OGHbIMVI ann3onamMn B Buae remmnapesa, remmaHoncun nnn KOpKOBOVI
cnenoThbl. XapaKTeprl NOBTOPHbIE PBOTbI, TYrOYXOCTh. Y yactun 60ﬂbeIX BO3HUKAKT C*)OKaﬂbele nnn reHepann3oBaHHble
npunagkuy, MMOKIOHNUYecKas anmnnencus. B 1axenbix Cly4dasix pa3sMBaeTCa AeMeHUns n rny60Kas| MHBanNMan3auuns.
BonbHble Hepenko ymmparoT, He JOCTUTrHyB 20 net. OcHOBHbIM 6VIOXVIMVI‘-IeCKVIM NPM3HakoMm MVITOXOH,D,pI/IaJ'IbHOI?I naTonormn
ABNAKOTCA NakTart-aunno3 € NoBblleHNEM YPOBHA MOJTOYHOW N ﬂl/lpOBI/IHOFpa,EI,HOVI KWCNOT B KPOBW U NNKBOpPe, aungypus
[21].

Y HeKkoTopbIx BONbHBIX C TaKOW Xe MyTaumeih UMenncb TONbKO caxapHblii anabeT n Tyroyxoctb. BoisiBneHvne MyTauum
Nno3BONSET YTOYHWUTL AmarHo3. [ns nccnenoBaHmst MCNOMb3YOT NEVKOLUTLI UMW MbIWEYHYIO TKaHb.

Cunnpom KepHca—Cevipa

CuHapom KepHca—Celipa — MUTOXOHApManbHoe 3abonesaHune, NposiBAsiOWEecs NT030M, odpTanbMonneruei,
MUrMEHTHBLIM PETUHUTOM, aTakcuei, HapylWweHneM cepaeyHoro putma. MNpu MonekynsapHO-reHeTMYECKNX UCCNEeLOBaHNAX
6binn 06HapyxeHbl aeneunn MTAHK. BonblwmHCTBO cnyyYaes 3abonieBaHnst HOCST cnopagnyeckunin xapaktep. OebioTt
3aboneBaHus HauMHaeTCs B Bo3pacTe oT 4 1o 18 net [22].

Nuua MyXckoro n xeHckoro nona 6onetoT NPUBAN3MTENBHO C OANHAKOBOM YacTOTOM.

OdpTanbmonnerus coyetTaeTcst ¢ ABYCTOPOHHNM CUMMETPUYHBIM YacTUYHbIM NTO30M. MuonaTniyeckuii CUHAPOM B
TUMMWYHBIX CNyYasx UMeeT HUCXOLAWNIA XapakTep (MU0 — Nie4yo — TYNOBULLE — HUXKHUE KOHEYHOCTH), 0OHaKO
reHepanusaums npowecca HeobsizatenbHa. CnabocTb MUMMYECKUX MbIWLL B COYETAHMM C NTO30M U OgpTanbMoniervei
npugaeT nvuy MackoobpasHoe BbipaxeHue. CnabocTb MbWL, FopTaHu 1 FI0TKM HapylwaeT TeMbp ronoca, Bbi3blBaeT
rorepxmeBaHue Npv ese v yToMmaeHue npu OAnUTensHol peyn.

B03MOXHO pasBuTre HEMPOCEHCOPHOW I NYXOTbl, MO3XEYKOBOWM aTakCun C MHTEHLUMOHHbLIM TPEMOPOM, HACTArMoM,
rMNepPKMHEeTNYECKOro CMHOPOMA, KOCTHO-CYCTaBHbIX AedhopmaLnii. Y 60NbHbIX MOXET ObiTb HapyLeHWe NCUXNYECKNX
PYHKLMIA, BbIpaXXeHHOEe B pasnnyHoi CTeneHu.

OHIOOKPUHHBIE PACCTPOICTBA OT/IMYAIOTCS Pa3HoobpasneM: caxapHbii Anaber, rmnoroHaamnsm, ruHekomacTtus, runollT.
YacTbiM cumnToMoM, ocobeHHO npu aebtoTe 3aboneBaHns B paHHeM OETCKOM BO3pacTe, SBASeTCS HU3KOPOCOCTb.

KnuHnyeckas reteporeHHoOCTb CMHApPOMa aeT OCHOBaHMWE BblAENSTb NOJMHbIV U HEMOJHLIV BapuaHTbl. MoNHbIA BapyuaHT
BK/tOYaeT 6ONbIIMHCTBO BbIlEONUCAHHbIX CUMNTOMOB. [py HENonHoM Hanboree xapakTepHbIM SIBASIETCA coveTaHne
MPOrpPeCCHPYIOLLEN HAPYXHON O TaNbMONAEr i, MUONATUYECKOrO CUMMTOMOKOMMIEKCA M OHOTO U3 YMOMSIHYThIX BbIlle
o6nuraTHbIX MPU3HAKOB.

["'McToxuMmnyeckme 1 ynbTpacTpykTypHbIE U3MEHEHNS MbILIEYHbIX BOSIOKOH B BUAe peHOMeHa pBaHbIX KPaCHbIX BONOKOH
(RRF) sBnatoTcs BaXHbIM KPUTEPUEM MATOXOHAPNANBHON NATONOr K.

F'mnomarHnemuns

HapyweHne MarH1eBoro romeoctasa BefeT K pa3BUTUIO MarHUAaeULNTHBIX COCTOSIHUIA, KOTOpble 0BHaPYXeHbl Npu
MHOMMX pacnpocTpaHeHHbIX 3aboneBaHusx (caxapHblii ouabet, cepAeyHO-cocy amMcTbie 3aboneBaHns, CUHAPOM
XPOHWYECKOM YCTaNoCTK, ankoronnam, NCUXMYECKME N HEBPOJOrnyeckre 3abonesanHns u op.), npu cTpecce, Npu
BO3[E/CTBUN HEKOTOPBIX BHEWWHECPELOBbIX (DAKTOPOB UM NEeKapCTBEHHBIX CPEACTB. ANMMEHTAapHbIV AeULMT MarHns
cam no cebe BCTpeYaeTCsl He YacTo, TakXe Kak U (PYHKLUMOHaNbHbI/ FMnonapaTtmpeos, Bbl3BaHHbI HEA0CTATKOM MarHus.

HacnencTtBeHHble runomarHeavemmun o6ycnoBneHbl MyTaLunsaMm reHoB, NPOAYKTbl KOTOPbIX MBO HEMOCPEACTBEHHO
y4yacTBYIOT B TpaHCMopTe MarHus, nmbo, KOHTPONMPYS TPAHCMOPT OLHOBANEHTHbLIX KATUOHOB, OKa3biBalOT Ha HEro
cywecTtBeHHoe BansHue. OnHMM U3 Takmx reHoB 3abonesaHus sensietcs TRPM6, cuenneHHblin ¢ nokycom 9922.2 [4]. Ero
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6enKoBbIi npoaykT obecrneumBaeT aKTUBHbIN TPAHCNOPT MarHna KneTkaMmm KMwWeYyHoro annTenng.

MarHwuii Heobxoaum ans cekpeuun MTI napawmnToBMAHLIMA Xenesamn, U ero NCToWeHNe Unn n3bbiTOK MOryT Bbi3biBaTh
runolT 1 nocnepyollyto runokanbuneMuto. CumtaeTcsl, YTo 9TO CBS3AHO C OTCYTCTBMEM MM U3OLITKOM MarHus,
urparwmm ponib B reHepaLmm HenonHOro uuknndyeckoro AM® B napawmTtoBUaHbIX Xenesax, Mewarowmx CUHTE3Y 1
cekpeumm MTI [23].

Mockonbky y 60nbHbIX runolMT coxpaHsieTcs NAacCMBHbINA TPAHCMOPT MOHOB MarHus, opanbHoe BBeaeHMe 60MblLoro
KOMMYeCTBa MarHUsi MOXET M NnoMoub. PaspaboTaHbl v Apyrvie nyTv BBEASHWS MarHus nauueHTam (BHyTPUMbILWEYHO.,
BHYTPUBEHHOE, HAa30racTpanbHoe).

Ocrteonerpo3

OcTeoneTpos (MpamopHas 60ne3Hb) — 9TO onMcaTeNbHbIli TEPMUH ANs FPYNMbl PEAKUX HACNeACTBEHHbIX Bone3He
ckeneTa, KoTopble XapakTepuayoTCs NMOBbILEHWEM MOTHOCTM KOCTE, BCNEACTBME HAPYLIEHNS Pa3BUTUS 1 GOYHKLMM
0CTEOKNacToB.

3abonesaHue sBNSETCA Pe3yNbTaTOM HapyleHWs passuTrs YHKLUUM OCTEOKNacTa 1 MyTaumii Kak MUHUMYM B 10 reHax
(TNFSF11, CA2, CLCN7, OSTM1 1 ap.), koTopble 6biny UAEHTMULUPOBAHBI KaK MPUYUHHBIE Y YENOBEKA U1
obHapyxuBanucb B 70% BCex Cliy4aeB octeoneTposa [24].

O6was pacnpocTpaHeHHOCTb 3TUX COCTOSHWIA HEAOCTaTOYHO M3yyeHa. 3ab01eBaeMoCTb ay TOCOMHO-PELLECCHBHbBIM OCTEO-
netposom (APQO) coctasnsieT 1:250 000 HOBOPOXAEHHbIX, @ ay TOCOMHO-A0MUHaHTHbLIM (AO) — 1:20 000.

Knaccuueckuin APO xapakTepunsyeTcsi HU3KMM POCTOM, AMAPCPY3HBIM YNNOTHEHNEM KOCTEN CKeNeTa, NOBbIWEHHO
XPYMNKOCTbIO UX C TEHAEHLUMEN K NaTONOrMYeckMM nepeiomam, KOMNPECCMOHHBIMU HEBPONATUSIMU, TMNOKanbUueMmnei ¢
COMyTCTBYOWUMM TETAHNYECKUMM CYLOPOraMu U yrpoXxaioLlei Xn3Hu naHumutoneHunein. JeboTt 3abonesaHns y nauneHToB
¢ ADO HauymMHaeTcs B JETCKOM MM NOAPOCTKOBOM BO3pacTe C NPENMYLECTBEHHO KOCTHbLIX CUMMTOMOB, Takux Kak
nepenoMbl 1 OCTEOMUENUTBI.

lNceBoorunonaparupeo3s

Mceeporunonapatupeos (MNIMT, HacnencTBeHHas octeoamcTpodus Onbpaiita) — reteporeHHas rpynna
HacnenCTBEHHbIX 3a60/1eBaHUIA KOCTHOWM CUCTEMBI, MOAY IMPYIOLMX FMNonapaTupeos, CBS3aHHbIN ¢ KNeTOYHOM
peancteHTHocTbio K MTI. PacnpoctpaHeHHocTb 3aboneBaHns coctaensiet 7,9 Ha 1 000 000 yenoBsek.

JaHHble 0 TMne HacneacTBEHHON Nepenayn NPOTUBOPEUMBLI: X-CLEMNNEHHbIA JOMUHAHTHBbIA, ay TOCOMHO-AOMUHAHTHbIN,
Ay TOCOMHO-PELIECCMBHBIA TUMbl. B 60NbILMHCTBE CNyYaeB pa3BuUTUE HACNEACTBEHHON ocTeoamcTpocpum Onbpaita
CBSI3aHO C MyTauMsMU B pacrnonoXeHHoM Ha xpoMocome 20 nokyce 20q13 reHa GNAST, koampytowero 6enok Gsa,
cBsi3aHHOro ¢ peuenTopom MTI [25]. B10T nedekT 610KMpPYyeT akTMBALMIO KNETOYHON ageHnnaTumknassl,
katanuaupytouwer cuHTed LAM®D, Hapywarowei ropMoHanbHO-PeLENTOPHOE B3auMoecTaue. MoaobHbI goeHoTInN
BbISIBNIEH M Y 60/bHBIX C MHTEPCTULMANBHON feneumeil AAMHHOMO NneYa XpoMocoMbl 2 nokyca 2937. CHUXeHWe unm
oTcyTcTBUE Bronoruyeckoro aericteus MTI ctumynmnpyeT BoipaboTKy ero [26].

MrrT runa 1A

MIAT Tvna 1A cBg3aH ¢ 0eUUMTOM ryaHUH-HyKneoTua-ceasbiearowero 6enka (Gsa-6enok). MauneHTbl reTeposnroTHbI:
ofHa annenb Gsa HopManbHas, apyras — MyTaHTHa 1 NpoayLMpyeT HeakTuBHbIN Gsa-6enok unu co cnaboi
akTuBHoCTb1o. Mpwn aTom MTI, cBA3bIBASCH C peLenTopamm TKaHeh-MuweHei, He cnocobeH akTnenamposatb LAM® u
Bbl3BaTb TKAHEBOW OTBET. BEpOsITHO, NOAOOHbIN MEXAHN3M NEXUT B OCHOBE Pa3BUTUSI HEYYBCTBUTEBHOCTU TKAHEN
OpYrvix OpraHoB 1 SHOOKPWHHBIX Xenes (rmnoyHKUNS WIUTOBUOHON Xeneabl B pe3dynbTarte Pe3nucTeHTHOCTH K
TUPEOTPOMHOMY FOPMOHY, HEYYBCTBUTENbHOCTb FOHAL K NIOTEHN3NPYIOWEMY FOPMOHY, KOCTHOW TKaHW K COMaTOTPOMHOMY
rOPMOHY, afileHOrnMnomnaa K penmnanHr-ropMoHaMm, a TakXXe CHUXEHHbIA OTBET NeYeHn Ha BBeAeHWe rakarona). MNpu
laHHOM Tune NaTonorum He HabnoaeTCs xapakTePHON 4151 HOPMbI MOBbIWEHHOR aKkckpeLunn LAM® ¢ Moyoii B 0TBET Ha
ak3oreHHoe BBefeHue MNTI [27]. KnuHnueckme nposiBneHns BapuabenbHbl MO BbIpaXeHHOCTM 1 Bo3pacTy. CMNTOMbI
pas3BMBAOTCS MOCTENEHHO, M 0ObIYHO HE BO3HMKAET MNOLO3PEHMSI Ha 3Ty NaTonoruio y pebeHka Ha NepBoM rofy XMU3HU.

YpoBHM Kanbums U doocdpopa MOryT ocTaBaTtbCs B Npeaenax HopMbl, 0COBEHHO Y AeTel NEPBOro roaa XU3Hu.
3aboneBaHue guarHocTupyeTcs yaie B Bo3pacte 5—10 net. Y 60nbHbIX HabniofarnTCcs HA3KMIA POCT, KOPEHACTOCTb,
KopoTKasi Wesi, Kpyrnoe nnuo, 0XMpeHWe, KpbINOBUAHbIE CKNAAKM Ha Wee, 6paanaakTnans, CBsi3aHHas C YyKOPOYEHNEM
MeTakapnasnbHbIX 1 MeTatap3anbHbix KOcTen (Yawe ykopoyeHue IV n pexe Il nanbues). XapakTepHbl KOPOTKUE, WNPOKNE
chanaHru, aK30CTO3bl, YTONWEHNE CBOAA Yepena. BcTpeyaeTcs kanbumprkaums Markmx TkaHei, 6a3anbHblX raHr ives.
MonobHble 0TNOXEHNS KanbLmMs MOTYT BbISIBIATLCS YXe NpW poXAeHUN. HYacTo AeTu OTCTaloT B MHTENNEKTyanbHOM
pasBMTUM. BO3MOXHO nopaxeHne Apyrux SHOLOKPUHHbIX Xenes: rmnoTupeos, rmnoroHannM3m, caxapHolii guaber.
Bcnencteue runokanbumMemMmmn pas3smBaloTCs katapakta u gedekT amanu 3y6os. Momoraet B anarHoctuke MM tuna 1A
OTCYTCTBME KIMHNYECKOro adpdpekTa oT napeHTepanbHoro seeaeHns MNTIT B Buae nogbema ypoBHS KanbLms B KPOBU U
yBENNYEHNS NOYEYHON aKCKpeLun gpocdopa ¢ MoYol (doocchaTypuyeckunin achpekT).



Mpy PEHTreHONOrMYEeCKOM UCCNENOBAHNM KOCTHOM CUCTEMbI 0BHAPY XMBAIOTCS YKOPOUYEHME MeTakapnanbHbIX 1
mMeTaTap3aibHbiX KOCTEN, reHepanM3oBaHHas LeMyHepanusaums, yTonweHne KocTel ceoaa yepena.

MrrTt runa 1B

Mpw NIFAT Trna 1B nmeeTcs oedpekT camoro peuentopa. 'eHeTudeckne 1 GUOXMMUYECKE NBMEHEHNS Y HAX HAUMEHee
BblpaxeHbl. HopmanbHas akcnpeccust Gsa-npoTenHa B 601bWUHCTBE TKaHel. TaXecTb NposiBAeHW BapbupyeT. Yaile
BCTpeYaeTCcs ayTOCOMHO-AOMUHaHTHas MoAeNnb HacnegosaHus ¢ rannotunom 20q13.3.

Y 60NbHbLIX OTCYTCTBYET peakums NoYek Ha ak3oreHHoe eeeaeHue MTI B BuOe yeennyeHns akckpeuun uAMD ¢ Moyold,
ofnHako, B otanyme ot MIMT tuna 1A, ypoeeHb Gsa-6enka B KpOBM HOpManbHblA. B aTx cnyyasx KocTHas cuctema
pearvpyet Ha u3bbitok MTI — Bo3HUKaOT cybnepuocTtanbHas pe3opbuusi, PrbposHbIA OCTENT, ANUPU3aPHbIE
NNacTUHKU paclmpeHbl, HenpasunbHo dopMbl. BoaMoXXHa KMCTO3HO-hnBpoaHas ancnnasms koctei. Mpu aToMm noatune
HavMeHee BblpaXkeH CMNTOMOKOMMNEKC HAaCNeACTBEHHOM ocTeoancTpocun Onbparita. XeHwWwrHbl nopaxatTcs yalle
MY>KYMH.

HeobxoamMmMo nMeTb B BUAY BO3MOXHOCTb CKPbITOrO HOCMTENbCTBA NaTonorun. NMoaToMy pekoMeHayeTcs KNMHUYeckoe
(BbISIBNEHME CyBKNMHMYECKOro TedeHus 6onesHn) n bruoxmmmyeckoe obcnenosaHue (onpeaeneHne ypoBHew Kanbums,
gocdpopa, MTI kpoBu) NpeanonaraemMblx HocuTenel 3abonesaHus.

MnrrT runa 1C

MIAT tuna 1C HekoTopble aBTOPbI OTOXAECTBASIOT C NCEBAOrMNONapaTMpeo3om, onmcanHbiM F. Albright B 1942 r. [28].
KnunHuuyeckas kapTuHa cxoaHa ¢ runollT, oaHako ypoBHM KanbLms, doocdopa B KPOBU 1 MOYE OCTAOTCS B Npeaenax
HopMbl. MokasaTtenu MNTI n Gsa-6enka B KPOBU TakXe COXPAHAOTCSH HA HOPMANIbHOM YPOBHE. Y HEKOTOPbIX 60MbHBIX C
MrAT tuna 1C obHapyxuBaloTcs aeneummn de novo Ha xpoMocoMme 2. He nckntoyeHo, 4To 3TOoT BapuaHT 601e3Hu
asnsetca noatunom MNIMT tmuna 1A.

MrrT runa 2

MIAT Trna 2 KNMHWYECKM CXOAEH C APYrMM TMNaMu 3aboneBaHuns, 0IHaKO UMEET ay TOCOMHO-PELIECCUBHBIN TN
HacneposaHus. He ncknio4eHo CylwecTBOBaHNE 1 ayTOCOMHO-O0MUHAHTHBIX (OOpM natonoruu. lNatoreHes passmTtus
CBAA3aH C BHYTPUKIETOYHOWN PE3NCTEHTHOCTbIO K LAM®. IMTI™ npu 3TOM CBA3bIBAETCS C peLenTopamm 1 BbidbiBaeT
HOpManbHYI0 OTBETHYIO peakuuio knetok Ha [Tl B Buae ysennyeHms akckpeunm bAM®.

BHyTpurkneTo4Has HevyscTBuTeNbHOCTL K LAM® He no3sonset peanusosaTtb genctseue [MTI. MNpn 3Tom coxpaHaeTcs
HOpManbHasa peakuns novek Ha ak3oreHHoe BeeneHuve MNTI B Buae ysenuyeHus akckpeumm LAM®D ¢ Moyoii.
BrickasbiBaeTcst MHeHue, 4To MITT Tuna 2 MoxeT 6biTb CBS3aH ¢ AedomumnTom ButammHa D.

Takum 06pasom, BblaeneHHble Tinbl MITT KAMHMYeCKK XxapakTepu3yoTCs MOHUXEHHOW YyBCTBUTEIbHOCTbLIO OPraHoB-
muweHen Kk MNTI, ooHaKko pasnnyarTcs NaToreHeTUYeCKUMN MexaHmamMamm oopMNPOBaHNS HEYYBCTBUTENbHOCTN TKaHeN,
KoTopble 06YyCNOBEHbI MONEKYNSIPHO-FEHETUYECKUMY aedoekTamu [29)].

KnuHuka

B ocHoBe cumnTomMokoMmMnekca npu runol1T nexuT cHuXeHne MNOHN3NPOBaAHHOIo KanbLus, Bbi3blBalowero nosbilleHne
HepBHOI7I M MbILEYHOW BO36y,D,I/IMOCTI/I, 4TO NPMBOAOUT K CyO40OPOXHbIM COKpaLleHNAM CKENEeTHOM 1 rnagkom MyCKynaTypbl.

PasnunyaloT SiBHytO U NaTEHTHYIO, OCTPYIO U XPOHNYECKYI0 TeTaHUIO.

CumnTtombl runolT MoryT BapbMpoBaTtb OT AOCTATOYHO NErkMX NPOSBNEHNI, TaKUX Kak YyBCTBO OHEMEHMWS, CKOBAHHOCTH
MblLULL, MOXON0AaHNE KOHEYHOCTEN, APOXb M NoKanbiBAHUE B KUCTSIX, ManbLax, MUMWYECKMX MbIWLAX, 4O TSXENbIX
MbllUEYHBIX CNAa3MOB, TETAHNM U FEHepann3oBaHHbIX cynopor [30].

Cynopor MbilL BEPXHUX KOHEYHOCTEN BbI3bIBAIOTCS NPEVMYLWECTBEHHBIM COKpalleHeM Mblww-criubateneii. Mpu TeTaHum
MbILILL HUXHMX KOHEYHOCTEe NpeBanupyeT TOHyC pasrubaTtenei KOHeYHOCTM U NOAOWBEHHbIX crnbaTteneit. Cynoporu
MbILLLL TMLEBOV MyCKynaTypbl XapakTepuayloTcs cXaTneM YenocTen, onyckaHneM yrios pTa, CABUHYTLIMU OpoBsIMY,
MosyonyweHHbIMU BeKaMu (capaoHnyeckas ynbioka unm «pbibuin pot»). CBeaeHHbIe MbilLbl TBEPAbI, UX C TPYOOM yaaeTcs
paccnabuTsb.

Mpwn cokpalieHn MexpebepHbIX MbilL U Amadoparmbl NosiBASOTCS 601K B FpyAHON KNeTke, PacCTPONCTBO AblXaHUs, a
npu cnasme KOPOHApPHbIX apTepuii 6011 NPPaanMPYIOT B NeBbIE NONATKY W PYKY.

Hanbonee onacHble NPOSBNEHNS TeTaHUN y feTel paHHEro Bo3pacta — 370 CrnasM MbiliL, ropTaHu n 6poHxos. Ha BeicoTe
npucTyna nosiBNsieTcs oAblwka, obwuii LMaHos, AblxaHUe WyMHOe, U30 pTa BblaensieTcs 6enas neHa, 4To nNpeacTasnseT
yrpo3sy ons xusHu 60nbHoro [7].

AB00MMHANBHBIA cCMHAPOM (6onn B X1BOTE) 0BycnaBnnBaeTCs TeTaHWen MbllL, NepenHel CTEHKN XUBOTA U rNanKoim



MyCKynaTypbl XeNyL0o4HO-KMWeYHOro TpakTa. bonu BHM3y XxuBoTa y Takux 60MbHbIX MOryT ObITh CBSI3aHbI CO CMa3MoM
MOYEBOro My3bips.

MbiweyHble cy1oporu o4yeHb 6oNe3HEHHBI, MPY 3TOM CO3HAaHKE NauueHTa BO BPeMsi MpucTyna TeTaHum 06bIYHO COXPaHEHO.
Mpw nerkoii popme 3aboneBaHUS CyIOPOru BO3HMKAIOT 1—-2 pasa B HELENIO, MOTYT ANMTbCSA MUHYThI. [py TsXenow
(POpPMe BO3HMKAKOT HEOLHOKPATHO 3a CYTKM 1 NPOAONXAI0TCH HECKONbKO YacoB. OHM NOSABASIOTCS CMOHTAHHO U
NMPOBOLMPYIOTCS BHEWHMMU (paKTopaMu (MexaHn4eckumm, 601eBbIMU, TEPMUYECKUMU, INeKTpudeckumn). Cnaam
MyCKynaTypsbl, Kak Npasunio, cConpoBoxaaetcs 61eIHOCTbIO KOXHbIX NMOKPOBOB, cepALEONEHNEM, KMLWEYHbIMU
ONCPYHKLUNAMM (TOWHOTOM, PBOTOM, PAa3XXUXEHHBIM CTY/IOM).

BereTtaTtuBHbIe HapyLWEHNS NPU rMNonapaTnpeose NposiBASIOTCS CamMbiMM Pa3HOO6Pa3HLIMU CUMMNTOMAaMU: MOBLIWEHHOM
MOTNMBOCTbLIO, CNE30TEYEHNEM, CBETODOS3HBIO, KOHBIOHKTUBMTOM, FONTOBOKPYXEHNSIMM, 0OMOPOKAMM, CHUXEHWEM CRyXa,
HapylWeHUeM 3pUTENbHON KOHLEHTPAUMN N CYMEPEYHOTr0 3peHNs, BONSAMU 1 HapYILEHWEM CEPAEYHbIX COKPALLEHNA,
MOBLIWEHNEM YyBCTBUTENBHOCTY K PE3KUM 3BYKaM, LyMY, FPOMKO My3bIKE.

Mpu naTeHTHOM Te4yeHnn 3aboneBaHns cnasmbl MbllL, MOTYT CMPOBOLMPOBATL rMnoBuTamMmHo3 D, caBur KMCNOTHO-
LWEeNOYHOro PaBHOBECKS B CTOPOHY ankanosa, CTPecc, OCTpble UHAgpeKLmMmn, MHToKcukaumm [19].

MoBbIWEHHYO HEPBHO-PEMNIEKTOPHYIO BO3OYAMMOCTbL BO BHENPUCTYNMHOM NEPUOAE MOXHO BbISIBUTb NMYTEM TECTUPOBAHNS
Ha cuMnToMbl XBOCTEKa, Tpycco, Benca u LLineanHrepa.

CumnTom XBOCTEKA BbI3bIBAETCS NPM MNOKONAYMBAHWM NANbLEM UAN MONOTOYKOM B 061acTh BbIXO4A NMLEBOrO HepBa (Ha 1
CM Bnepeg OT Ko3enka). Pasnuyaiot Tpm cTteneHun oTeeTa MbllL, IMua Ha pasnpaxeHue Hepsa: XBocTek 1 — cokpalueHve
MUMKYECKOI MycKynaTypbl TONbKO B 06nacTu yrna pta; XBocTek 11 — cokpalleHne TONbKO MbIWL, yrna pTa v Kpbibes
Hoca; XBocTek 111 — cokpalieHne Bcex MUMUYECKMX MbllL, Ha CTOPOHe NocTykmBaHus. Y 15% 300poBbIx noaer ¢
HopManbHbIM ypoBHeM Ca cuMnToM XBOocTeka cnabomnonoXmnTenbHbIi.

CumnToM Belica — nokonauvBaHue y Hapy>XHOro Kpasi rnasHulbl Bbi3biBAET COKpaLleHe KpyroBoi MbllLbl opbuTbl 1
NOBHOW MbILLLLbI.

CumnTtom Tpycco — npu HANOXEHWUM Ha NNEY0 XryTa Unn pe3aMHOBO MaHXeTKN TOHOMETPA Yepes 2—3 MUHYTHI
NOSIBNSIETCS YyBCTBO OHEMEHUS, NapacTe3nn, BCe 3a 3TUM NMPOUCXOANT CYA0POXHOE COKpaLLeHUe KUCTW B BUAE «PyKU
akywepa».

CumnTom WnesvnHrepa — TeTaHusi B pasrubartenbHblx MblwLax 6eapa ¢ 04HOBPEMEHHON CynMHaumei cTonbl npy 6bICTPOM
crmbaHum Horun B TazobeapeHHOM CycTaBe C BbiNPSIMIEHHBIM KOSIEHHbIM CYCTaBOM.

Mpw runokanbUMemMmm noBellwaeTcst Takxe 601esas YyBCTBUTENbHOCTb HEPBOB, HAaBNMBaHNE Ha KOTOpbIe Bbi3blBaeT
napacTteaun, pacnpocTpaHsiowmnecs Ha 06nacTu, MHHepPBUpPYyeMble UMK, MNpy TeTaHNM NOBLIWAKDTCS CYXOXUNbHbIE
pedonekcsl.

Y LeTeii ctapwero Bo3pacTa npoBoasT npoby ¢ (oopCUpoBaHHbIM AbixaHeM. PassuBatowmiscs npy aToM ankanos
CHVXaeT YPOBEHb MOHM3NPOBAHHOIO KanbLUWs B KPOBM (MPU ankanose ycunmBaeTCs CBS3blBaHue kanbums ¢ 6enkamm
nnasmbl), 4TO MPOBOLMPYET BbllEeNPUBEAEHHBIE CUMMTOMBI.

XpoHuueckoe TeyeHue runolT NpMBOAMT K TPOGUYECKUM HAPYLIEHNsIM. XapaKTepHbl CyXOCTb, WeNyweHne 1 naMeHeHne
MUrMEeHTaLMUM KOXU, UCYEPUYEHHOCTb U TOMKOCTb HOTTeM, NosIBNEHNEe Ha KOXe BE3UKYN C CepO3HbIM COOEPXMMbIM, 3K3eMa,
rpubkoBble 3aboneBaHunsl. Bonockl TOHKMe, penkue, cekyTcs. Hepeako oTMeyaeTcs HapyweHne pocta Booc, rHesnHoe
Unu nonHoe obneiceHne, paHHee noceaeHe. OcobeHHO XapakTepHo NofHoe BbinaaeHue 6poBeit U pecHuL,.
MoBpexpaaeTcs TkaHb 3y6oB, y AeTeit B rpyAHOM BO3pacTe HapylwaeTcs oopM1poBaHMe NnoceaoBaTe/lbHOCTY
npopesbiBaHust 3y6os. O6HapyXM1BaOTCS MHOXECTBEHHbIE Y4aCTKM rUMnonnasmm amManu u nonepeyHas NcYepyeHHoOCTb
3ybos, cnocobCTByloWMe pa3suTuio kapueca. et otctatoT B pocTte [31].

I'Ip|/| ONNTeNbHOM HU3KOM YpOBHE Cas KpOBU Yy MNALMEeHTOB USMEHAETCA NCUXNKA, CHUXKAETCA NaMsaTb, UHTENNEKT. MHorune
naumMeHTbl XanylTca Ha KOTHUTUBHYO AUCYHKLWIO, B YACTHOCTU Ha MO3roBoOW TyMaH, yCTanocCTb 1 nerkywo
YTOMNAEMOCTb.

Mpw pnutensHOM runol1T BO3MOXHO pasBuTME KaTapakTbl, NOMYTHEHME XPYCTanmka CO CHUXEHUEM OCTPOTbl 3PEHNS U
passutuem cnenothbl [32, 33].

OcnoxHeHus runonaparmpeosa

HapyweHune dyHKLUMM NoYek siBnsieTcs Hanbonee pacnpocTpaHeHHbIM 0CN0XHEHMEM, HAab o aaeMbIM Y NaUNeHTOB C
rmnolT. 3To CBS3aHO C BO3PACTOM MaumMeHTa, NMPOLONXUTENbHOCTbIO 3a601eBaHNS 1 YPOBHEM rUnepkanbLeMUm BO
BpeMs nevenuns. OtcytcTeue MTI NpMBOANUT K HECNOCOOHOCTM NMOYEYHbIX KaHanbLeB peabcopbupoBaTth KanbUmii,
NPUBOAS K runepkanbumMypumn n HegppokanbunHoly. HeanekatHoe neveruve runollT npenapaTtamu ButammHa D u
KanbLUMEM MOXET MPUBECTU K NoYe4yHoKkaMeHHol 601e3HM, No3TOMY HEOBX0AMM MOHUTOPMHI 3KCKPELUn No4YeyHoro



Kanbuus. B ogHOM 13 nccnenoBaHuii (B TedeHne 7 net) 6bino nokasaHo, 4To puck 06pa3oBaHus KAMHER B NOYKax w1
pasBMTHS XPOHNYECKO NOYEYHON HegoCTaTouHOCTH Bbinn B 2—3 pasa Bbllle y B3pOC/bIX NauneHTos ¢ runollT, yem y
300poBbIX Ntoden. To Xe caMmoe oTMevanoch y netei [34].

PasBnTue napuHrocnasma v 6poHxocnasma pesko HapylwaeT AblxaHue U NpeAcTaBnsieT OnacHOCTb AN XU3HU 60NbHbIX
runolT, ocobeHHO OeTel paHHero Bo3pacTa.

HeO6paTI/1MbII71 XapakTep npu rmnonapatnpeo3e HOCAT OCNTIOXHEHUA, O6y0ﬂOBJ'IeHHbIe ONNTENbHON HEQOCTATOYHOCTbIO
Kanbuus, — Kanbunukaums TkaHein Mosra u Opyrux opraHos.

IdunarHoctuka

LunarHocTuka runonapartmpeosa 0OCHoBaHa Ha pesy/ibTaTtax BHEelWHero ocMoTpa 60/1bHOro, MPUCYTCTBUS TUMMYHOTO
daHaMHe3a (nepeHeceHHble onepaunn Ha I.I.I,I/ITOBI/I,D,HOI7I nnn napawmToBnUaHbIX Xeneadax, nydyesas tepanna pagnoakTnBHbIM
1040M), CUMMNTOMOB MOBBIWEHHON HEPBHO-MbILWEYHOR BO36YAMMOCTH (CYLOPOXHAS FOTOBHOCTb MW NPUCTYMbI TOHUYECKMNX
cynopor).

Mpw runolMT yposeHb Ca2+ < 1 MMob/n, a obiwero Ca < 2 mmonb/n. CoaepxaHue B KpoBu cBOBOLHbIX MOHOB Ca2+
Hanbonee TOYHO OTpaxaeT PyHKUMoHanbHoe cocTosiHue MLLX. HopmanbHas KOHUEHTpaums B CbiIBOPOTKE KPOBYU
noHuauposaHHoro Ca — 1,1-1,3 mmonb/n, a obwero Ca — 2,1-2,6 MMosb/N.

"'mnepgocpatemma — > 1,45 mmonb/n.
WccnenoBaHue ypoBHeii MarHus n 25-rugpokcusntammHa D saBnsietcs o6s3atenbHbiM nepes nocTaHoBKOM runollT!

KayecTBeHHbIn aHann3 Ha cogepXaHve Kanbumsi B Moye (Kanbumypusi) no CynkoBMYY: OCHOBbLIBAETCS HA BU3yalbHOM
onpeneneHnn NOMyTHEHNS, 06pasytoLlerocs Npu cMewWwrnsaHm Npobbl MOYM (CoaepXalleil pacTBOPEHHbIE COMM KanbLus) ¢
peakTuBoM Cy/nKoBMYa, B COCTAB KOTOPOro BXOAWT LaBenesast Kucnota. [Npy B3anMoaeiicTBN PacTBOPEHHBIX B MOYe
conelt Kanbuus co WaBeneBo KUCNOTo 06pasyeTcs HepacTBOPUMBIA 0CanoK (KpUCTanbl WaBeneBoKNCNOro KanbLums),
KOTOpbI BU3yanbHO onpenensetcs kak noMyTHeHue npobbl. CTeneHb NoMyTHEHUS 1, CNefoBaTeNbHO, CoaepXaHve
KanbLus B UICXOAHOW Npobe Moun onpefensieTcsl BU3yanbHO OT «-» (MOMHOE OTCYTCTBME NMOMYTHEHUS) OO «++++» (O4YEHb
CUNbHOE MOMYyTHeHUe Npobbl). PesynbTat onpeneneHus kanbLuus B Moye npu aHanuae no CynkoBuYy He AaeT TOYHOro
pesynbTata, NnoaToMy 3TOT aHanM3 UCMOoNb3yeTCs B KAYECTBE CKPUHUHI-TECTa AN paHHelh auarHoCTUKM HapyWweHui
obmeHa kanbLms nmbo Lns KOHTPONS NpaennbHOCTY nogbopa nevebHolt [o3bl BUTammHa D ¢ uenbio usbexatb
nepeno3npoBKH.

Y LneTei cTapwero Bo3pacTta MOXHO NpoBecTu Npoby ¢ (popcrpoBaHHbIM ObixaHneM. PassuBarowmincs npyu 3ToM ankanos
CHMUXAaeT KOHLEHTPaLUMIO NOHN3MPOBAHHOMO KanbLUs, YTO NPOBOLMPYET OBUraTeNibHY0 akTMBHOCTb B C/lyYyae naTeHTHOM
TeTaHum.

Mpw peHTreHorpadun MOXHO BbISIBUTL OCTEOCKN1ep03, 06bI3BECTBNEHNE pebepHbIx xpslei. KocTHO-
LIeHCUTOMETPUYECKUE NCCNEN0BaHMS NO3BONSIOT KONMYECTBEHHO ONPELENUTb KOCTHbIE NoTepu ¢ oueHko MMKT
(noBbIWeEHHAs MNAOTHOCTb KOCTel). MarHMTHO-pe3oHaHCcHas ToMorpadoust BolSBNSET OTnoxeHne Ca BO BHYTPEHHNX
opraHax, NoOKOXHOW KneTyaTke, raHr insx rofoBHOro Mo3ra.

KapavanbHbiMM NposBNEHUSAMI TMAOKaNbLMEMUN Ha aneKTpokapanorpadum SBnsaioTCcsa YanMHeHHbln nHTepean QT,
n30anekTpuyeckuii uHtepsan ST nNpu HemameHeHHOM 3ybue T.

OdudhbepeHumnanbHaa anarHocTuka

Paxnt — 3aboneBaHve neTell rpyoHOro M paHHEro Bo3pacTta ¢ paccTpoicTBOM KOCTeobpa3oBaHus 1 HELOCTATOYHOCTbIO
MUHEpanu3aummn KOCTe, BeOylWMM NaToreHeTMYECKMM 3BEHOM KOTOPOro SBNsSeTCs fAedpuunt ButamuHa D v ero ak TMBHbIX
meTabonuTos B nepuoj Hanbonee MHTEHCUBHOrO pocTa opraHuama. PaHHue xapakTepHble M3MEeHEeHUS BbISBASAIOTCS Npu
peHTreHorpadoum B KOHLEBbIX y4acTkax ANMHHbIX KocTel. JlokasaHa Takxe neMuHepanusauns auadpumsa. B kposu
rMnoKanbLMeMns COYETaETCs C rmnoocdaTeMmneit, NoBbILEHNEM LWEeNOYHOM dhocdroTasbl u MTT.

OcTeonopo3 — 3abonesaHune, NP1 KOTOPOM KOCTU TEPSIIOT CBOID MPOYHOCTb, CTAHOBATCS Boniee XPYnKMM 1 MOryT fierko
nomaTtbcs.

B neTckoMm Bo3pacTe 0CTEONEHMS U OCTEONOPO3 NPOTEKAKT CKPLITHO U ANUTENbHO HE ANArHOCTUPYHOTCS.
OnuaemMmonormyeckre NCCnefoBaHmns CBUAETENbCTBYIOT, 4TO HaMbosbwas YacToTa NepenoMoB NPUXOANTCS Ha nepuoabl
POCTOBbIX CKa4ykoB (BO3pacT 57 n 12—14 net) n npu 0TCTaBaHUN HAKOMNEHMS KOCTHOM Macchl. [lepenomsl KocTen npu
0CTEeonopo3e BO3HMKAIT Jaxe npu HeOO/bLWON TpaBMe, NOLbeME TSXECTEN, TPSICKOR e3ae.

YCTaHOBﬂeHO, 4TO PUCK pPa3BnTNLA OCTeOoNnopo3a y B3POC/bIX onpenendaeTcsa COCToAHMUEM KOCTU B 1eTCKOM 1 NogpOCTKOBOM
BoO3pacTe.



Cnasmodpnnns — ceoeobpasHoe COCTOsSHNE AeTel paHHero Bo3pacTta, MMEIWMX Npu3Hakn paxmnta, obycnosneHHoe
HapyLweHMeM MUHepanbHOro obMeHa, rMnogyHKUMEN NapawmnToBUAHbBIX Xenes, NposiBNsioLeecs Npru3HaKkamu
NOBbIWEHHON HEPBHO-MbIWEYHO BO36YAMMOCTM N HAKIOHHOCTbIO K CyAoporaM. HapyweHus MiHepansHoro obmeHa npu
crnasmopmnum BeipaxeHol 6onee pesko, Yem npu paxmte. OCHOBHbIE KIMHUYECKME NPOSIBIEHNS CNAasMounum (cnasmbl 1
CyLoporu) 06 bSACHAITCA PE3KNM HELOCTATKOM KanbLWs 1 BbI3BaHHOW 3TVM MOBbIWEHHOR BO36YAUMOCTbIO HEPBOB.
JononHnTenbHbIMM ¢hakTopamu, CnocobCTBYOWMMU BOZHUKHOBEHWIO CYA0POr, CYMTAIOT HEAOCTATOK HATPUS 1 XNIopa, a
Tak>Xe BbIpa>XXeHHbIA HeJOCTaTOK MarHWs 1 MOBbIWEHHYO KOHLIEHTPaLWIO Kanusi (Tak Kak HaTpuii moHuXxaeT
BO30YOUMOCTb HEPBHO-MbIWEYHOV CUCTEMbI). BO3HNKHOBEHME CyIOPOr MOXHO OO BSCHUTL U HELOCTATKOM BUTaMuHa B1.

OTAnYMTENbHOM 0COBEHHOCTLIO0 CNa3MonInK OT runonapaTupeosa SBIsSeTCs Hanmye paxuTUYecKMx M3MeHEHNn KocTel
y pebeHka.

Snunencus — 3aboneBaHns LeHTPanbHOW CUCTEMbI, CONMPOBOX AAtoLWEeecs CyA0POXHbIM CMHAPOMOM. Cynoporu npu
3MMNENCUN COYETAOTCS C NOTEPEN CO3HAHNS, MPUKYCbIBAHUEM $S3bIKa, OTXOXAEHUEM NeHbI N30 PTa, HEMPOWU3BObHBIM
MOYeucnyckaHneM u gegekaumen.

"'MnornukeMnyeckue cyLoporu Yaue xapakTepHbl Ans caxapHoro avabeta. VM npenwecTByoT Takne CMMMNTOMbI, Kak
0bunbHoe NoTOOTAENEHNE, NOCTOSIHHOE YYBCTBO rO0Aa, OWyLeHne nokanbisaHus ryb u nanbues, 6nenHocCTb,
cepauebreHue, Mefkas opoXb, MbllleyHast cnabocTb, ronosHas 60Mb, 3eBOTa, HEBO3MOXHOCTb COCPEAOTOUNTHLCS,
HealeKkBaTHOCTb NMOBELEHUS, rannounHaumn. nioko3a KpoBmM CHxeHa. Cynoporu 6biCTPO KynvpyoTCcs Nocne BBeAEHNS
I OKO3b.

Taxenas runokanbuMeMnst C NOBbIWEHNEM YPOBHA cpocdhopa B KPOBM passBmsaeTcs npu XpOHI/I'-IeCKOI7I noYeyvyHown
HeJoCTaTO4YHOCTU B Cnydasax casura KNCNOTHO-OCHOBHOIO paBHOBECKUS B CTOPOHY OCHOBaHWIA.

TeTaHMio MOXET NPOBOLMPOBATE aNnkoso3, KOTOPbIi BO3HMKAET NPU ANMTENbHOW HEYKPOTMMON PBOTE UMK
runepeeHTunaummn. OwenaymBaHme KpoBU CNoCOBCTBYET CHUXEHUIO KONMYECTBA MOHU3NPOBAHHOTO KanbLms.

"MnokanbuMeMms MOXET Pa3BunBaTbCS NpU CMHAPOMe Manbabcopbumm. Y Takmx 6onbHbix oeduumnt Ca ycyrybnset
CHuXeHue ButamnHa D B kpoBu. [leTn oTCTaloT B oN3MYECKOM pasBmTUm. VIMeloTCs NpM3Haky runononu- 1 aBuTaMmmHosa.

JleyeHne

OcTpble NPOSIBNEHUS rMNoKanbLEMUN — CYLOPOXHbIA CUHAPOM, NapUHro- U BPOoHX0CNasMbl, MOTEPst CO3HAHUS, cepaeyHas
HeLOCTaTOYHOCTb — TPEBYIOT YPreHTHbIX NevebHbIx MaHunynsauuii. Y HOBOPOXX AEHHbIX 3TO YPOBEHb 06Lero Kanbuus B
cbiBopoTKe < 1,88 MMOAb/n U cBoHOOHOI0 (MOHU3NPOBAHHOIO0) < 0,7 MMONb/N.

BonbHOMY MenneHHo (5 MUH), CTPOro BHYTPMBEHHO, CTPYNHO BBOOAT 10% xnopucTbivi kanbumin 0,1 ma/kr unu 10%
rnokoHaTt kanbums 0,3 ma/kr. B octanbHbix cnyyasx 10% pacTBop riokoHaTa Kanbumsa 2—5 Mr/Mr BHyTPUBEHHO KanenbHo
(20-50 mr/kr kanbumg B cyTkun) B 0,9% pacteope xnopuaa Hatpus nnm 5% pacteope raoko3bl. [penapatbl kanbums
cnepyeT NpPoaonXxartb NpUHUMaTb BHYTPb No 115 Mr/kr B cyTKu B 4—6 npueMos, a B ctapliemM Bo3pacTte no 50 Mr/kr B
cyTkmn. KoHTponb 3a ypoBHEM noHmanposaHHoro Ca n anektpokapauorpadus. MNpu geurumnte MarHns B pactsop
nobasnsietcs 25% pacTteop cynbparta marHus [35].

Mocne KynMpoBaHWa NpUcTyna TeTaHun noabupaeTtcs onTuManbHasa nosa kanbuus u sutammuHa D [36].

CambimMmn yacTo ynoTpebnsembiMm npenapatamu Ca siBnstoTcs kapboHaT KanbLms U ULMTpaT Kanbums. Vix HasHavaloT B
nose 1,5-3 1 B cyTkun. Y BOMbHbIX C HU3KOW CekpeLmelt XenyLo4YHON KUCNOThbl LMTPAaT KanbLms SBnseTtcs
npeanoYTMTENbHbIM NpenapaToM ANS NeYeHns rmnokanbumMeMnmn, Tak Kak oH nerko abcopbupyetcsa 6e3 kucnoi cpeapl B
xenynke. KapboHaT kanbLmsi HEO6XOAUMO NMPUHUMATL C NULLERA, B OTANYME OT UMTpata Kanbums. MNpu CHUXEHUN MarHns B
CbIBOPOTKE Ha3HavaloT npenapartbl C 4aHHbIM MUKPO3NEMEHTOM (MarHus ranuepodocdar, CepHokMcnas MarHeaus), Tak
Kak MarHuin Heobxooum ans HopmansHol cekpeuunm MNTI [8, 35].

MonnepxuBarowas Tepanmsa HanpasneHa Ha NoBblWeHVe CoAepXaHus KanbLUmsa U CHUXEHNE KOHLEHTpaumm
HeopraHnyeckoro ¢pocdpopa B CbIBOPOTKE KPOBU NyTEM ANNTENBHOIO NOXWN3HEHHOr O NpUMeHeHus sutammHa D unu ero
aKTUBHbIX MeTabonmToB. Cpean NocnenHUX yXXe B TeHEHNE MHOTMX NIET C YCMEXOM NPUMEHSieTCs anbakansLmaon,
KanbuuTpmon v ap. HayanbHas nosa 3aBuUCUT OT YPOBHS Ca2*: ecnu ero yposeHb < 0,8 mmons/n — 1,0-1,5 mkr, npu > 0,8
no 1,0 mmonb/n — 0,5-1,0 MKr/cyT.

Llenbio Tepanum aBnseTca noanepXaHue ypoBHS KanbLuus B CbIBOPOTKE KPOBU B AnanasoHe 2,1-2,4 MMonb/n npu
HopManmaaumnm Kanbums B MOYe A5l CBEAEHNS K MAHUMYMY MOYEYHbIX OCNOXHEHWI (MoYyekaMeHHas 60ne3Hb,
ONCAYHKUMS NoYek) 1 NpefoTBpaleHne OTNOXEHUIA Kanbumns B NapeHXmMMaTo3HbIX OpraHax.

Mocne nogbopa UHAMBMAYaNnbHOW afekBaTHON A03bl BUTaMmnHa D pekomeHayeTcs KOHTPONb ypoBHS Ca exXeMecsyHo.

Mpwu runollT Ha3HayaeTcs AMeTa ¢ NOBbIWEHHBIM COAEpXaHneM Kanbumsa n obeaHeHHas gpocdopom. OrpaHnuymnsatoT
MOJNIOYHbIE MPOAYKThI, COAEPKaliMe MHOro Kanbums u, ocobeHHo, docgopa.



OTN peKkoMeHJaLmMmn NPUHATLI HA NEPBO MeXAyHAPOL4HOW KOHEepeHLUM No runonapaTupeosy, NPOBELEHHON BO

® nopeHuun B mae 2015 r., EBponeiicknm saHO0OKprHONormyeckmm coobuectsoM (European society of endocrinology, ESE)
n AMepuKaHckom accoumnaumnert KnMHmYecknx aHaokprHonoros (American association of clinical endocrinologists, AACE)
[37, 38].

OTHOCUTENBbHO HOBbIM SABNSIETCS 3aMeCTUTENbHOE neveHme nepsmyHoro runollT cuHteTnyeckmm MTI. B CLIA
3aperncTprpoBaH PeKOMOUHAHTHbIA YenoBedeckuii napaTupeonaHblil ropMoH (rhPTH) 1-84 (Natpara). Mpenapat
HasHa4vaeTcst 60NbHbIM B KAYECTBE AONONHUTENBHOM Tepanuy NP NeYeHUn runonapaTmpeosa y nnu, y KoTopbix
nocneaHnin HeJoCTaToO4YHO KOHTPONIMPYETCS KanbLmeM, akTBHbIM BuTamnuHom D 1 marHmem [39, 40]. B Poccun atot
npenapar He 3aperucTpupoBaH.
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