MeXayHapoaHble K/AMHUYECKME peKoMeHAAuMM Nno NpPaKTUKe
neyeHua X-cuenneHHoro runogpocparemmyecKoro paxmra y B3pocCabix
nauMeHToB

AHHOTaUMA

Llenb: MexpayHapogHan paboyas rpynna (MPT), cocToslas U3 3KCNepToB, 3aHMMAIOLLMXCA UcCaeoBaHNeM X-cuenneHHoro runodocdaremmyeckoro paxmra (X-
[DP), paspaboTana o6WMPHbIE MEXKAYHAPOAHbIE PEKOMEHAALUMM MO AUArHOCTMKE U nedeHuto X-FPP Ha ocHOBe NPUMHLMNOB A0Ka3aTeIbHOM MeguUMHbI.

MeTtogbl: B coctas paboudeit rpynnbl Bowau 43 3Kcneprta, a TaKXKe PAag METOAO/0roB M MaLMEHTOB-YYAaCTHMKOB KAMHUYECKUX uccnegoBaHuin. Ha ocHose
peatenbHoct MPI 6blaM HanucaHbl 2 cUCTEMATMYECKMX 0630pa M HECKO/IbKO MNOBECTBOBATE/IbHbIX 0H30POB, PACCMATPUBAIOLWMX K/KOYEBbIE BOMPOCHI,
CBA3aHHbIE C ANATHOCTUKOM U NedeHnem X-TPP. CuctemaTmueckme 0630pbl BKAUMAWM aHANN3 KNMHUYECKM 3HAUYMMbIX pe3y/bTaToB Tepanuu bypocymabom no
CpPaBHEHMUIO C KOHCEepBaTUBHbIM nedeHnem (npuem ¢ocdatoB M aKTMBHOrO BUTaMMHa D) M OTCyTCTBMEM Tepanuu y B3POC/bIX NALMEHTOB. 1A OUEHKM
[OCTOBEPHOCTM [l0Ka3aTeNbCTB Mcnosnb3oBancs noaxosn GRADE (Cuctema knaccuduKauum, oueHKM, pa3spaboTKM M 3KCNepTusbl pekomeHpauuit). B cayvae
HEAOCTaTOYHOro KONMYECTBA [AO0Ka3aTeNbCTB peKomeHaaummn 6biim coctaBneHbl 6e3 yyeta cuctembl GRADE, oaHaKo 3TM pekomeHZauuu 6b1v npoBepeHbl U
yTBEPKAEHbI PAa3IMYHBIMU MEAULIMHCKUMM U MALUEHTCKMMU OPraHM3aumamm.

Pesynbtatbl: Ana anarHocTnkm X-TOP Mcnonb3yroTea KAMHUYECKan OLEHKA COCTOAHMA NauMeHTa, pesy/ibTaTbl 1abopaTopHbIX MCCAef0BaHUM, NoATBEp KA ME
noBblLLEHHOE BblaeneHne GocdhaTtoB C MOYOM (NOCE UCKNIOYEHUA APYTUX NMPUYMH) U NydeBan AMArHOCTUKA KOCTel ckeneTa. Mo BO3MOXHOCTM A1A MOCTaHOBKM
AMarHosa TaKkxe ucnosibayerca aHanus [HK 1 nusmepeHune KoHueHTpaumm dpakTopa pocta pubpobnactos 23 (FGF23). HaxoxaeHMe NaToreHHbIX BapuMaHTOB reHa
PHEX oaHO3Ha4YHO NOATBEPKAAET AMArHO3, O4HAKO AMArHOCTUKA MOXKET NPOBOAMUTLCA U 6e3 npoBeaeHUa aHanusa AHK. [na HasHauYeHWA Tepanuu Heobxoanmo
npvBAeYeHNe LMPOKOTO Kpyra OMbITHbIX CMeuManncTos, 3aHnmatowmxcs X-FOP. IddekTuBHas Tepanua bypocymabom moxkeT cnocobCTBOBAThH 3aXKUBAEHWUIO
nepesomMoB 1 NCEBAOMNEPENOMOB.

OcHOBHble BblBOAbI: [1pU HAaAMYMKU NEPENIOMOB U NCEBAONEPENOMOB B3POC/IbIM NaumeHTam ¢ X-TOP pekomeHayeTca npumeHeHue Bypocymaba (cunbHas
pekomeHgauma no cucteme GRADE). B cnyyae oTtcyTcTBus (ncesao)nepenomos bypocymab TakKe peKOMEeHAYeTCs BMECTO KOHCEPBATUBHbIX METOAOB NeYeHus
(ycnoBHas pekomeHpaums no cucteme GRADE), oaHako craHgaptHas Tepanusa dochaTamm M aKTMBHbIM BUTAaMMHOM D pekomeHAoBaHa nauueHTam,
MCNbITbIBAIOWMM cUMNTOMbI X-FOP, npu oTCyTCTBMM A0CTYNa K Bypocymaby (pekomeHaaums 6e3 yyeta cuctembl GRADE).

KntoyeBble cnoBa: X-cLienneHHbii runogocgatemmyeckuii paxut (X-I'OP), npaktnyeckue KnMHU4ecke pekoMmeHaaLmm, koHceHeyc, X-FOP y B3pocnbix.

A66pesmatypbl: 1,25(0H)2D, 1,25-gurwapokensutamuH D; MIKT, MuHepanbHas nnOTHOCTb KOCTHOW TkaHu; All, ayTocOMHO-goMuHaHTHbIR; WO, wenouHas docdatasa; AP,
ayTocOMHO-peLeccuBHbIR; KLL®, kocTHocneumduyeckas wenoyHas docgatasa; XBI1, xpoHuyeckas 6onesHb nouyek; DEXA, peHTreHoBckas feHcutomeTpusi; pCK®, pacyeTHas
ckopocTb kny6oukosol punbTpaumu; FGF23, daktop pocta ¢nbpobnactos 23; GRADE, Cuctema knaccudvkauu, oLeHKW, pa3paboTku 1 akcnepTuabl pekomeHaauuit; MPT,
MexayHapopHas paboyas rpynna; PHEX, docdatperynupytowmii reH ¢ romonorueir k sHgonentuaasam; MTT, napatupeounaHsiit ropmon; PKW, paHaomMuavpoBaHHoe KnH1Yeckoe
uccnegosanue; CO, cuctematnyeckuin 063op; MKP®/CK®, oTHOLEHME MakcumanbHO kaHanbLeBoit peabcopbumm ocatoB K ckopocTu knyboukosoi cunbTpaumum; VUS,
BapuaHT HEeM3BECTHOro KIMHUYECKOrO 3HayeHus; X-T®P, X-cLienmneHHbIi runochocdatemMuyeckuin paxur.

e  dopmyauposka:

OB30P CUCTEMbI PEKOMEHAALIUK o «laHenb cyumaem Heobxodumbim»/«llaHenb
PekomeHnpaumu no cucteme GRADE npednazaem».
e Paspabotka: PekomeHgauuu pa3paboTaHbl  Ha KoHceHcyc
OCHOBE CTPYKTYPUPOBAHHOro noaxoAa. HesaBucumo ot ucnonb3oBaHuA cuctembl GRADE Bce
© PekomeHpaunn no  neYeHMIO  OCHOBaHbI  Ha pekomeHAauunm  6biiM  paspaboTaHbl  Ha  OCHOBE
pesy/nibTaTax cMCTEMaTUYECKNX 0630pOB. [EeATeNbHOCTM  MexAyHapoaHoW pabouelt rpynnbl B
o PekomeHaaunu no Hab/loAeHNIO 3a NauMeHTamu pesy/ibTaTe JOCTUMKEHWUA KOHCEHCYCa Cpey IKCNepToB.
HamucaHbl Ha OCHOBE OMNpPOCa K/AWHUYECKOM
NPaKTUKKM (JOKa3aTeNbCTBA HU3KOMO KavyecTBa). l'unodocoaremudeckuii paxur (X-I'OP; OMIM 307800) —
e YpoBeHb y6eguTenbHOCTM peKOMeHAALMN: 3TO penkoe TEHETUYIECKOE 3a00JIeBaHHeE, BBI3BAaHHOE
o CubHble pekomeHgauun: « Mol pekomeHOyem». MHaKTHBUPYIOIIUMU MyTalHsAMH B (ochaTperyiupyomeM reie ¢
CuneHble: ypoBeHb NPWUCBAWMBAETCA B C/yyae MOJHOM romojioruel k suuonentuaazam (rene PHEX). Myrtanus rena
YBEPEHHOCTM B TOM, U4YTO OXWAaemas noab3a OT NPUBOAMT K  TOBBIICHHOW  cexpeuun  (akropa  pocra
npUMeHeHus BMeLLaTeNnbCcTBa NpPeBoCcXoanT ero ¢udpobnacro 23 (FGF-23). Hapymuraercst mporece peabeopOumu
HeXe/slaTe/ibHble NocneacTsuna. (1)0ct1)0pa B NPOKCHUMAJIBbHBIX MOYE€YHBIX KaHaJIbllaX, YTO BEACT K
o Cnabble/ycnosHble peKoMeHAaLMM: «Mebi passuthio - pocparypun n runopocdaremun. FGF23  taxke
npeaﬂaeaeM ». IIOOaBJIsACT AKTHUBHOCTDH 1 O-rUAPOKCUIIA3BbI, MpEeNATCTBYS
Crabble: ypoBeHb NPUCBAUBAETCA B C/Iy4ae HEHaZeXKHOCTH npeoOpasosanmio 25-ruapokcusuramina D [25(0OH)D] B 1,25-
[lOKa3aTeNbCcTB MAW MPUMEPHO pPaBHOM COOTHOLLEHWUM muruapokcuButamud D [1,25(OH)(2)D], u moBbIiaeT KataboIu3m
MEXAY OKMAAEMbIMU MPEUMYLLECTBAMM U HEAOCTaTKaMM 1,25-nurnnpokcuButaMuHa D ImyTeM MOBBHIMICHUS aKTUBHOCTH 24-

BMeLllaTenbCTBa. rUApOKCHUIA3bI. DT0 INPpUBOJAUT K CHHXCHUIO HHTCCTUHAJIBHOU

YcnoeHble: YpoBeHb NpUCBaMBaETCA B C/yvae, KOrga ectb

COMHEHMA B TOM, 4YTO MNpPEeuMMyLlecTBa BMeLlaTeNbCTBa

NPEeBOCXOAAT ero HeA0CTaTKMU.

PekomeHaauunm, He ncnonbsytowme cuctemy GRADE

e Paspabotka: Ha ocHoBe MoOBecTBOBaTE/IbHbIX

0630p0B (M3-3a OTCYTCTBMA AOCTAaTOYHOrO KOJIMYECTBA
[0Ka3aTeNbCTB ANA COCTaBAEHUA CUCTEMATUYECKUX
0630poB).

abcopOuun ¢dochatoB. Ha naHHBII MOMEHT MBI HE pacrojiaracm
JIOCTOBEPHbIMU JAHHBIMM O €CTECTBEHHOM TeueHun X-I'OP,
JOJITOCPOYHBIA TPOrHO3 OCTACTCSI HESCHBIM, OJHAKO OLCHKA
OpemeHn OOJe3HHM Ha OCHOBE MAHHBIX B3POCIBIX MAIIEHTOB
MOKa3bIBAET, 4TO MO3AHHUI AWATHO3 M COOTBETCTBYIOIEE HAYaIo
JeYeHHs Jalle NMPUBOAAT K HeOIaronpusaTHEIM HcxonaM (2, 3). ¥V
OONBHBIX ~ pa3BUBACTCSA OCTEOMAIILMS, OHH CTPAgalOT OT
XPOHHYECKOH CKEJIEeTHO-MBINIEYHOH 0oy, nedopMaruy HIDKHUX



KOHEYHOCTEH, IIepelloMOB ¥  ICEBIONEPEIOMOB,  3YyOHBIX
MOpakeHWH, NPoOIeM ¢ MOOWIBHOCTBIO ¥ (DYHKIHMOHAIHHON
aKTUBHOCTBIO, ~ yTOMJIIeMOCTH.  KOHcepBaTHBHOE  Jie4eHHUE
BKJIIOYaeT npueM (ocharoB 1 akTHBHOTO BUTaMuHa D; ¢ HemaBHUX
[Op B Ka4eCTBE AJIbTEPHATUBBI IPUMEHSETCS Ipenapar oypocymad
(peKOMOMHAHTHOE YEIOBEYECKOe MOHOKJIOHAIFHOE aHTUTENIO
kinacca 1gG1, kotopoe cBsi3biBaeTes ¢ perenropamu FGF23). (4).
OnopHoe wuccienoBanue Oypocymaba (paHIOMH3HPOBAHHOE
tanedo-konTpommpyemoe ucnsitanne (PKH)) moxaszamo, uro B
OTHOILICHUHU 3aKUBJICHHUA (TICEBIO)IEPEIOMOB Oypocymad ObLI
s dexruBHee miane6o B 16,8 paz (P < 0,001); kpome Toro, oH
3HAYUTENBHO OOJIEerdall CHMIITOM CKOBAaHHOCTH cycTaBoB (4). Jlms
OONBHBIX € OECCHMITOMHO  HpOTEKaromed  0oJie3HBIO
MeJquKaMeHTo3Hast Tepamus (pocdaramu u ButammHOM D mmGo
OypocymaboM) moadHupaeTcsi MHIUBHIYalbHO B 3aBUCHMOCTH OT
COCTOSIHUSI TAllEHTa U PUCKa COITYTCTBYIOIINX 3a00JIeBaHHH.

MeTtoponorua

PekomeHpauuu ~ ObUTM ~ HAlMCaHBl ~ Ha  OCHOBaHMH 2
CHUCTEMAaTHYECKHUX  0030pOB,  IOBECTBOBAaTENBHOTO  0030pa
JUTEpaTyphbl, a TaKKe ONpoca KIMHHMYECKOW MNPAKTUKH ITaHEIH
9KcHepToB. PekoMeHaanuKu ObLIM BBIBEPEHBI B COOTBETCTBHH CO
CTPOTHMH HayYHBIMH TpeOOBaHUSMH. BbUT MPOBEACH OOIIMPHBIi
0030p  JMTEpaTyphl; PEKOMEHJAIMM  MpPOIUIM  IOBTOPHYIO
pEeaKUMI0O Ha IPUTOJHOCTh, PHCK CHUCTEMHOH OIIMOKM U
abcTpakuuio JaHHBIX. KadecTBO OKa3aTeNbCTB BKIIIOYEHHBIX B
0030pBI TUTEpATYpHl UCCIeNOBaHU ObUIO cBepeHO mo Cucreme
KIacCH(QUKAIMY,  OLEHKH,  pa3pabOTKM M DKCHEPTHU3BI
pexomermanmit  (GRADE), cucrematnueckue 0030pel  ObLTH
3aperuCTPUPOBaHbl B MEXIyHAPOJHOM IIPOCIEKTHBHOM peecTpe
cucremaruueckux 0630pos (PROSPERO).

J1s1 HanMcaHust pPEKOMEHJAlUil IO JIEUeHHI0 Ha OCHOBE
cucrembl GRADE wucnonb30Bajicss CTPyKTYpUPOBAHHBIN MOIXOI,
HNPUMEHSIIach MOJEeIb (HOPMYIMPOBAHUS KIMHHYECKMX BOMPOCOB
PICO (marpieHT, TUI BMEIIATENbCTBA, CpaBHEHKE, pe3yabrar) (6),
CO3JaBATNCh CHUCTEMaTHYeCKHe 0030pbI, MPOU3BOIMIACH OLEHKA
JIOKa3aTeIbCTB M CBEPKAa CBOJHBIX TaONMI] C pe3yJbTaTaMH.
PekomeHaanuy ObUTH pa3/ielieHbl HA «CUJIBHBICE» U «Clla0bley B
3aBHCHMOCTH OT KayecTBa JIOKAa3aTENbCTB, MPH HMX COCTAaBICHUH
YUUTHIBAICh TMPEAMOYTCHUS. TMAlHEHTOB. PeKoMeHIanuy, He
mpoBepeHHbIe Mo KputepusM cucteMbl GRADE, Obuti 0CHOBaHBI
Ha [OBECTBOBATEIbHBIX 0030paX JIUTEPaTYpPhl H 3aKPETUICHBI Yepes3
KOHCEHCYC, K KOTOpOMY IIpWIIIa TaHeNb JKCreptoB. Ilpu
OIMCAaHUU TaKHX PEKOMEHJALHUH MBI HCIOJb3yeM (HOPMYIHPOBKY
«IaHeJb CYUTACT HEOOXOJUMBIMY HIIH «IIaHEeNb MpeiiaraeTy.

Pexomennarun o HaOJII0ICHUIO 3a HaIUEeHTOM
MOATBEPKACHBI  JIOKA3aTEIbCTBAMU HHM3KOIO Ka4yecTBa, OHU
HaITMCaHbl HA OCHOBE OOIIMPHOTO ONPOCa KIMHUYECKOH MPAKTHKH.
Jlns BKIIOYEHHS TOM WIM HMHOM TPAaKTHKH €€ JOJDKHBI ObUIN
ono6puth kak MuanMyM 80% cnenmanucroB. Merogonorus 6omnee
MOPOOHO PAcCMATPUBACTCS B CONPOBOJHUTEILHOM JIOKYMEHTE,
OIKCHIBAIONIEM PEKOMEHJIALMH MO HAONIONCHHIO 32 TEYCHHEM
3abosieBaHus (B mpolecce MyOIMKaInm).

AOWNATHOCTUKA

PekomeHAauMWM MO [AMArHOCTMKe B3POC/bIX MaUMUEHTOB (Mo
cucteme GRADE)

[Tanens npearaer:

1. [uarno3 X-IT'®P nomwkeH cTaBUTBCS B Cily4yae, €ClIU Yy
HalyeHTa HabJIroJaeTcsl XpoHndYecKas runodocharemus mpu
OTCYTCTBMM APYrHX 3a00JIeBaHMil, KOTOpbIC BBI3BIBAIOT
norepro pocdopa u3 modek. JuarHo3 moATBEpKIACTCS TPU

oOHapyXEHHH MYTallUd C HAaCIEICTBEHHOCThIO IO X-
crerieHHoMy tumy (cM. Puc. 1).

PekomeHAauun npu nNepBUYHOW OLLEHKE COCTOAHUA
nauueHTa (no cucteme GRADE) (Puc. 2)
Mbi npednazaem (cnabele
doKazamenbcmead HU3K020 Kayecmea): *

1. Onpoc nauueHTa Ha HaaMynMe MNoATBEepPXKAEHHOro X-
T®PP, reHeTMyeckux 3aboNeBaHUN MAW MyTauui y
Y/JIEHOB CeMbW; NEepenoMOB M MCEBLOMEPESIOMOB;
abcueccos 3y60B u/mnn 3a6onesaHuit NapoaoHTa

2. W3mepeHwue pocTa B NONOKEHUM CTOA, Maccbl u UMT

M3mepeHune KpoBAHOro AaBAEHUA

4. OcmOTp KOCTHO-MbILIEYHOW CUCTEMbI HA npegmeT
pedopmaumm  KOCTHOM TKaHM U OrpaHUYEHHOM
aMNANTYAbl ABUKEHUI B CyCTaBax

5. AHanu3bl: ypoBeHb ¢ocdopa B CbIBOPOTKE KPOBM,
YPOBEHb Kanbums, CKOPPEKTUPOBAHHOIO no
anbbymuHy, LL®, 25-rnapokcmeutammH D, KpeaTUHUH
n pCKd, MKP®/CK®, MTI, Kanbuuin-KpeaTMHUHOBOE
COOTHOLUEHME B CYTOYHOM /nM6O pasoBoi Moue,
cooTHoweHue ¢ochopa U KpeaTUHMHA B CYTOYHOM
moue

6. TeHeTMYecKui aHanu3 Ha MmyTauuu reHa PHEX

PeHTreHoBcKaA aeHcuTomeTpua (DEXA)**

8. OcmoTp 3yboB: mnepuanuKanbHbIi PEHTreH WK
OPTOMAHTOMOrpaMMa C LLe/Iblo BbIIBEHUA MYy/bNUTA,
HEKpo3a MNy/ibMbl U NEPUANUKAIbHbBIX AECTPYKTUBHbIX
WN3MEHEHWI KOCTHOM TKaHU

*PeKomeHZauMnm Ha OCHOBE OMnpoca  KJAWHWYECKOoM
NPaKTUKW, pe3y/abTaTbl KOTOPOro mnokasaau, 4Yto 80%
3KCMepTOB HA3HaAYalT AaHHYO KNMHUYECKYIO NPakTuKy 80%
nauyeHTam npu nepsmyHom ocmotpe B 80% cayyasx.
**HecmoTpsa Ha To, uTo meto DEXA He AaeT oAHO3HaAYHbIX
OaHHbIX ANA anarHocTuku X-FPP, nepuoamyeckas oueHKa
MMKT pekomeHayeTca ANA B3POCAbIX MAULMEHTOB MNpuU
rMNOroHaAn3me, MOCTMEHOMay3aJibHOM OCTEOMNopo3e M
ApYyrux 3aboneBaHUAX, XaPaKTEPUIYIOLWMUXCA CHUMKEHUEM
NJOTHOCTM KOCTHOM TKaHMU.

A66peBunatypbl: LD, wenoyHaa docdartaza; MIKT,
MUHEpanbHaa MAOTHOCTb KOCTHOM TKaHu; MMT, uHAaeKc
maccbl Tena; DEXA, peHTreHoBCcKasa aeHcutomeTpus; pCKo,
pacyeTHas CKOPOCTb KaybouKoBoM ¢unbTpaumu; reH PHEX,
docohaTperynmpyoLmi reH c romoJ/iorvemn K
3HAONenTUAa3am; MTrl, napaTMpeoungHbIn rOpPMOH;
MKP®/CK®, OTHOLIEHMEe MaKCMManbHOW  KaHaiblL,eBoWn
peabcopbunm dochatoB K CKOPOCTU  KAyHBOUYKOBOM
dunbTpaumu.

peKomeHOauuu,

e

==

PEKOMEHOALMW MPU NEPBMYHOWM OLIEHKE (6e3 y4yeTa cuctembl
GRADE)
INanesas npeasaraer:

1. B xoae nepBOoHa4YaJbHOW OLIGHKHU COCTOSIHHSI MALMEHTA TPH
nono3pernu Ha X-I'®P mis o6Hapyx)eHUsT 6ECCUMIITOMHBIX
IICEBJIOIEPEIIOMOB pPEKOMEHyeTCs IPOBECTH

pentrenorpaduio kocreif. B cimydae  HEOAHO3HAYHBIX
pe3ynbTaToB PEKOMEHJOBaHO IIPOBEICHUE
OCTEOCLUHTHUIPAPHUH.

2. JuddepeHnnanbHas  AHArHOCTHKA,  aHAIU3  JPYTUX

BO3MOJKHBIX MPUYHH runogpocharemun (cMm. Puc. 3).



MauuenTst ¢ runogocdareMmuyeckum
PaxuTOM/OCTEOMANISALIUEN 1
cocdarypueii

H3mepenne ypoBHsi

HeBo3mokHO

BosmokHO

NCHYHKIMSA
Hucdymxrr Her
TOYEUHBIX
KaHaJIbLeB™*

Ecrp

Cunapom
DaHKOHM

ToBbIIEHHbBIN Yposenb [MoHMKEHHBIH

FGF23

Jpyrue FGF23-3aBucumbie
opmbl 'OP
Hanp.: ayTocOMHO-IOMHHAHTHBIH (Wl
perieccHBHbii) runodgocdareMuueckmii
paxur, cunapom MakKeiona-Ondpaiira,
(X,‘lL‘ﬂl,'lﬂ(l)l)llH‘{CCKLI){ JAMCIUIA3HA U T

*CeleKTHBHASI IPOTEHHYPUS, AMHHOALIMYPHUS, TIOYEUHAS [JIMKO3YPUSL, IIOUCUHBII TyOy IpHbI aLmn103

**[lucyHKIMsA NPOKCHMATIBHBIX TOYEUHBIX KaHAbLEB, Aeuumt ButamMuna D, HacnescTsenHsiit I'OP ¢ runepkanbumypueit
#¥*[eHeTUIECKOe TeCTHPOBAHNE MOKET ObITh HEJIOCTYITHO, He Bce BapuaHThl PHEX MoryT ObiTh OOHapyKeHbl

#wkk [Ipyrue FGF23-3aBucumeie hopmbi PP, kpome X-I'DP, nacnencrsensoro PP ¢ runepkanbumypueii u aeduumra Buramuna D

Ab6pesuarypsi: FGF23 — ¢aktop pocra hudpodnactos 23; PHEX — docdarperymmpyommii ren ¢ romosnornei k sugonentugasam; X-I'oP — X-

cuerienHbli runogocdareMuueckuit paxut
Hopma MKP®/CK®: 0,96-1,44 y kenmn, 0,9-1,35 y mykuun: Hopma ocopa: 0,8-1,45 mmob/n

PucyHoK 1. AnropuTtm AnarHocTukm X-rep.

Knunuueckue nposenenus, buoxumuveckue amanuzvl U Jyueeads
Oouaznocmuxa. Cpenu THMUIHBIX cuMnToMoB X-I'®P y B3pocibix
YIIOMHHAIOTCST 0OJMM B KOCTSAX M CycTaBaX, HEpelIoMBl U
TICEB/IOTIEPENIOMBI,  BBI3BAHHBIE  OCTEOMAIIMEH, IMOpaXXeHHe
CyCTaBOB, OJHTE30MATWs, MbIIIeyHas ci1adocTh, aedopMmanus
HIDKHUX KOHEYHOCTEH, IJIOX0€ COCTOSIHME 3yOOB M IOTeps ciyXa
(Tabmuma 1) (3, 10). HekoTopsie CHMOTOMBI, B TOM HYHCIIE
CKOBaHHOCTb CYCTaBOB M XpOHHYECKas O0O0JIb, YCHIMBAIOTCS C
TEUCHNEM BPEMEHH, OHH MOTYT BIHATH Ha PaboTOCHOCOOHOCTS,
MOOMIBHOCTD, (U3MUECKOE M  IICHUXOJOTHYECKOE 3IIOPOBBE
6onbHbIX (10).

OcHoBHOIT Onoxmmudeckuil mokaszarens X-I'OP — numskwmit
ypoBeHb (dochopa B CHIBOPOTKE KPOBH Ha MPOTSHKEHHH
JUTATENTHHOTO BpeMEHH. Y pOBeHb mapaTupeonHoro ropmona (I1TT)
MOXeT OBbITb MOBBINIEH, HO 00b4HO ypoBHHM IITI n Kambuus
HaxomsaTcsi B HopMe. [IpueM BbICOKHX 7103 (OCdaToB HPHBOIHUT K
noBsieHnto ypoBHs [1TT, Ha ¢oHE KOTOPOTO MOKET pa3BHTHCS
BTOPHYHBIA WM TPeTHYHBIA runepnapatupeo3 (11-13). Yposeus
1,25(0OH)2D mosker GbITh 3aHMKEHHBIM JTHOO HOPMAJIbHBIM (TIpU
9TOM HOpManbHOE 3HAa4eHHEe He OyJeT COOTBETCTBOBATh
OCTaJBHBIM H3MEHEHHsAM). YpoBeHb Ienounoil pocdarassr (LL[D)
MOXeT OBITH MOBBIIMICHHBIM HJIM HaXOAWUTHCS B TIPeJeTax HOPMBL,
ypoBeHb FGF23 MokeT OBITh MOBBINICHHBIM JIHOO HOPMAIIBHBIM
(HopMmanbHOE 3HauyeHHEe He OyHeT COOTBETCTBOBATh OCTAIbHBIM
H3MECHCHUSIM). [pu OCTEOMATIALIUU YPOBEHb KOCTHO-
cnenuduueckoi menouHod ¢ocdarazer (kIL[P) moxer ObITH B
HOpPME WM TIOBBIIIEH B 3aBHCHMOCTH OT TSDKECTH 3a00JIeBaHUS.
OTHOIIIEHHE MaKCUMAaJIbHOM KaHabIIeBON peadbcopbunu dochaTor
K CKOpPOCTH KIy0OYKOBOH (MIIBTpAalliM PACCUUTHIBACTCS ITyTEM
aHanu3a Moudu (cOop yTpeHHeW BTOpOW mopiuu MouH Jubo cOop
MOYH 4epe3 2 yaca I0Ce OHOPOXXHEHHS MOYEBOTO ITy3bIps) Ha
dbocdop u MPOBOUTCS
Oonoxumuyeckuii aHain3 dochopa U KpeaTHHHHA B CHIBOPOTKE

KpeaTHHHH, OJTHOBPEMEHHO

KpOBHU. Y CTaHABJIMBACTCS OBBINICHHASI CKOPOCTh OTepH (ocdopa
yepe3 nmoueyHble KaHaubipl (14). Jis moATBEp)KACHMS AWArHO3a

HEOOXOIVMO HCKIIIOUUTh APYTHe 3a00JieBaHHs, KOTOPbIE MOTYT
BbI3BIBaTH (hocdarypuio (Tab. 2) (15, 16).

K penrresonornueckum mnposiieHusM X-I'OP  orHOCsTCS
TIepEIIOMBI 1 TICEBIONIEPETOMEI, BBI3BaHHBIE ocTeoMasiuel. Yamre
BCETO  OHH

BO3HHKAIOT B MeECTax MaKCHUMAJIbHOT O

(YHKIIMOHATIBHOTO HalpsDKEHUS. Pentrenonoruueckoe
HCCIENOBaHWE  TAaKXKE  MOXET  CIOCOOCTBOBAaTH  paHHEH
JIUarHOCTUKE  JereHepaTHBHO-TUCTPOGUUECKUX  3a0oyieBaHHUI
MO3BOHOYHMKA ¥ BBIABICHHWIO IIATOJIOTHYECKHX W3MEHEHHI B
Ta300eIpeHHBIX M KOJEHHBIX cycTaBaX. Pa3pacTaHme KOCTHOH
TKaHHU IPOUCXOJUT B MECTaX COCAUHEHUs CYXOXKUIUN ¢ KOCTBIO U
NMPUBOANT K  PA3BUTHIO  DHTE30NATHH,  KaIBIHU(HUKANN
MEXIT03BOHOYHBIX AUCKOB U CYCTaBOB (2, 23), B TSIKEIBIX CIIydasx

— K CT€HO3Y ITO3BOHOYHOTO KaHaJia.

Tenemuyeckoe mecmuposanue. Ecim B cembe malueHTa He
umeercs ciydaeB X-I'OP, 3aboneBaHue moATBEpKIAcTCS TPU
BBIIBJICHUM MAaTOr€HHOW WIIM BEPOSTHO MNAaTOrCHHOW MyTaluu
rera PHEX y camoro marmenta (24-26). J[ns reHeTHYECKOTO
TECTUPOBAHHS  MOXET  TNpUMEHATbCS  Jobas  ¢dopma
CEKBCHHPOBAHUS (CEKBEHHPOBAHHE OJMHOYHBIX KJIETOK, NSG-
[aHeId, TOJHOE CeKBEHHPOBAHHE OK30Ma WIM TCHOMA).
[IpyMepHO TpeTh MAlMEHTOB HE HMEIOT POJICTBEHHUKOB C
BbIsiBIIEHHOW ~Mytarmeit  (27-30); orcyrcrBue GoinesHu B
POMOCIIOBHOW MOKeT yKas3piBaTh Ha Mytauuio de novo. Ilpu
cexkBeHupoBaHuu reHa PHEX He BBIIBIAIOTCS MATOTCHHBIN
MO3aMIM3M, HHTPOHHbBIE MYyTalliH, XPOMOCOMHBIE IIEPECTPOHKH,
a Tawke gapyrue ¢Gopmbl runodochaTeMUUecKOro paxuTa
(o6ycnoBnennbie MyTarmsimud B reHax CYP27B1l (Buramun D-
3aBHCHMBIA paxuT Thna lA, ayrocomHo-pereccuBHbiii [AP]),
CYP2R1 (Buramuu D-3aBucumspiii paxut thna 1B (nepumur 25-
rugpokcwiassl), AP), DMP1 wu ENPP1 (ayrocomHo-
peueccuBHBI runodocharemuueckuii paxur | w2 THIa),
FAM20C (cunapom Peiina, AP), FGF23 (ayrocomuo-
nomuHanTHBIA [AJl] runodocdaremuueckuii paxut), SLC34Al
(runodocdaremuss ¢ HedpomuTHazoM H ocreonopozoMm, AJl;
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PEHOTYOYISIpHBIN

@)

CUHAPOM

Onpoc:
* [DP, reHeTUYeCKe BapuaHThl
B CeMeiiHOM aHaMHe3e
* (Mcesgo)nepenombl
* 3abonesaHus 3y6os

M3mepeHue:

* Maccol Tena

* Pocta

e UMT

* KpoBsiHOrO AaBneHus

NPEANOXXEHUA
AN BCEX B3POC/IbIX
nauneHToB

MepBuuHasn
oueHKa 1

OCMOTP KOCTHO-MbILLIEYHON
cncTeMbl Ha npeamer
6one3HeHHOCTU U
OrpaHNYeHHOM aMNAnTyAbl
ABWXXEHWIA B cycTaBax

FeHeTnyeckuii aHanus
MyTauuii reHa PHEX n apyrux
reHOB, OTBETCTBEHHbIX 3a
passuTtue runodocparemMmnn

AViarHocTuka |

*AHaNM3bl CbIBOPOTKM 5
KpoBu Ha POy, Ca, LL®,

25(0OH)D, kpeaTuHuH, pCK®,

AT, Ca?* v Cr B cyTO4HOM

(pa3soBoii) Moue, PO, CrB

CyTOYHO Moye, MKP®/CKD

PeHTreHoBckasn
AeHcuTOMeTpYS (OLeHKa

MIKT)

X-TepP

PexomeHdayuu no pesynemamam
0Npoca KAUHUYeCKoU NPaKmMuKu
(cnabsie, dokazamenscmea HU3K020
Kkayecmea)

OcmoTp 3y60B:
nepuanukanbHblii peHTreH
1N opTonaHToMorpamMma c
LeNblo BbiaBNGHUA NYbNAUTA,
Hekpo3a NyNbnbl 1

nepuanukanbHbIx

AECTPYKTUBHBIX M3MEHeHUI
KOCTHOW TKaHn

~

*Bce aHanu3bl CAAIOTCA YTPOM HATOLLAK (MUHUMYM 2-3 Yaca roNoAaHus), C6Op MOUM W CLIBOPOTKYM KPOBM OCYLLIECTBNRETCA OAHOBPEMEHHO (MPOMEXYTOK He Gonee 2 u.)
A66pesuaTypbi: O — wenouHas pocartasa; MMKT — MuHepanbHas NNOTHOCTL KOCTHOW TkaHW; UMT — uHaekc maccol Tena; Ca — kansuwid; MTT — napatupeonaHslit
ropmoH; P — docdop; PHEX — pocpaTperynupyroluii reH ¢ romonoruei k sHaonentugasam; MKP®/CK®, oTHoLeHUe MaKCUManbHOi kaHanbLesoit peabcopbuvn
$ocpaTos k CkopocTH kKny6ouKkoBoiA punbTpayny; 25(0H)D —25-rngpokcnentamuH D,

PucyHok 2. PekoMeHAauuv no AvarHoctuke X-FOP y B3poc/ibix naumneHTos (no cucteme GRADE).

Qankony, AP),

SLC34A3

noBeimieHne MIIKT B DIOSICHHYHOM OTZAENE ITO3BOHOYHHKA U

(HacneCTBEHHBIH pelleCCHBHBIN TUIO(OCHaTEMUUESCKHI PaxUT ¢
runepkanbiuypueii) u VDR (Buramun D-3aBucHMBIiA paxuT THIIA
2A, AP)). B HEKOTOpBIX CTpaHax sl THATHOCTHKH Pa3IHYHBIX
(GopM HACIEACTBEHHOTO PaxMTa YKe TOCTYITHO CCKBEHUPOBAHHE
HOBOTO ITOKOJIEHUS ¢ ncroib3oBanneM NGS-manerneii.

Pesynbrars CCKBEHUPOBAHUS MOTYT OBITH
JIO’)KHOOTPULIATENIEHBIMHU MIIM TTOKA3bIBATh BAPUAHT HEU3BECTHOTO
kinHHYeckoro 3HadeHus (VUS): B Takux ciydasx JHarHos
CTaBUTCSI Ha OCHOBE BBISBIICHHBIX CHMIITOMOB U OMOXHMMHYECKUX
aHamm3oB. CyIIecTBYIOT TEXHOJOTHWH, KOTOPBIE ITO3BOJIIOT
OLICHHTh TEHETHYECKUH PUCK BapHAHTOB HEM3BECTHOT'O 3HAUCHUS,
OJJHAKO TOAOOHBIC TEXHOJOTWH Yalle BCEro HaxoIiITCs B
3aKphITOM JlocTyne. HoBble reHeTHYecKie BapuaHThl MOTYT OBITH
KTacCH(HUIMPOBAHbl KaK JOOpPOKaYeCTBEHHBIE WIIM MAaTOTCHHbIC
0 Mepe MX U3YUeHHUs B OyIyIeM.

Eme omma muddepeHnmanbHelii AMATHO3 —  OMYXOJb-
WHIYLMPOBAaHHAS OCTEOMAISIMsS, KOTOpas TaKKe HPUBOAUT K
perynupyemoii FGF23 morepe docdaror uepe3 mouku. B stom
crydae Qocdarypusi BBI3BaHA ME3EHXHMAJBHOH  OIMyXOJIBIO,
koropas mpoxyuupyer FGF23  (31). Cungpom @DaHKOHH
UCKIIIOYaeTCsl IPOBEJACHHEM aHAIM30B Ha aMHUHOAILMAYPHUIO,
HOYEYHYIO TNIMKO3YPHUIO, METabOINYECKHUi alu/03 ¢ HOPMaJIbHBIM
AHUOHHBIM HUHTEPBAJIOM n CCJICKTUBHYIO IPOTEUHYPHUIO
(BbIIETIEHIE C MOUOI GETKOB ¢ HU3KOM MOJIEKyIIsIpHOit Maccoit) (10,

32, 33).

Tucmomopgomempuueckue uccnedosanus. TIpu ocTEOMATAIUH Y
OOJIBHBIX MOJXKET BO3HHUKHYTh IOBPEKACHHE WM BOCIHAJICHHE
HAJKOCTHHIBI C XapaKTePHbIMHM YBEIHYCHHBIMH JIAKyHAMH
OCTEOLMTOB (M3-32 HEJOCTATOYHONW MUHEpaIM3aliK) — B CIydae
OIyXOJIb-UHYLIMPOBAHHOW OCTEOMASIIMK 3TOT CHMITOM Oyrer
orcyrctBoBath (34). 3a muHaMuKOW JedeHus (OypocymaboM WiH
KOHCEpPBATHBHBIMHU IpeNapaTtaMu) MOKHO HaOII0IaTh C TIOMOIIBIO
MOBTOPHOTO  THCTOMOP(OMETPUYECKOr0  HCCIEHOBaHHS TKaHU
MO/IB3/101IHO# KocTH (35).
Oyenka  MuHepanvbHou KOCMHOUL
PentrenoBckast nmencuromerpusi (DEXA) mnpumensercs uis

naomHOCHU mKauu.
OLICHKM MHHEPaIbHOM IIOTHOCTH KocTHOW TkaHu (MIIKT),
oIHaKo Hpu HaOmoneHuu 3a manueHtamu ¢ X-I'OP pesymprarst
DEXA Heo0X0IuMO TIIATEIbHO aHAIU3UPOBAThH M3-32 BOZMOKHBIX
HeTouHocTel (36), MOCKOJNBKY OOBIYHO HAOIMIONAETCS JIOKHOE

JIO)KHOE TOHW)XCHHE B 00macTu Oelep M HCTAIBHOTO OT/ENa
nyueBoit koctu (37). Jloxxnoe nosbiiende MITKT B MOsSICHHYHOM
OT/eIe MO3BOHOYHHKA MOXET OBITh CBS3aHO C OCCH(HUKAIMeH
CBSI30K, PHTE30MIaTHEN WM Pa3pacTaHWeM KOCTHOW TKaHU Ha Ayre
no3BoHKOB (23, 38, 39). Kpome TOro, 0COGEHHOCTH MPOBEIAEHUS
JIEHCHTOMETPUH Ha KPYIHOM IUIOIIaAN TTIOBEPXHOCTH KOCTH MOTYT
MPHUBECTH K HCKaKeHHOW (3aBblleHHOH) omeHke MIIKT kak y
JieTei, Tak U 'y B3pocibix (23, 38, 39).

HecMmoTpst Ha 3TO, IEHCHTOMETPHS MOXKET TPUMEHSTHCS IS
OLICHKH PHCKa MEPEeIOMOB M OOILIEr0 COCTOSHHS KOCTHOM TKaHH
MAlMEeHTOB TPH  OCTEONOpO3e, CBA3aHHOM C  BO3PACTHBIMH
M3MEHEHMSIMH WITH C THIIOTOHAAN3MOM (B TOM YHCIE Y KSHIIWH B
nocTMeHonayse u Myxuus crapiue 50). (37, 39).

CUMNTOMbI N OCNIOXKHEHUA

EctectBeHHOe TeyeHune 60ﬂe3HM, OCNNOXXHeHnA B

KPaTKOCPOYHOW M OTAANEeHHOW nepcrnekTuBe U 3dPeKTbl
Tepanuu

71,8% B3pOCIBIX, 3aIMUCAaHHBIX B M&XTYHapOIHEIH peructp X-I'OP
(XLH International Registry) (NCT0319 3476) wucnbIThIBatOT
CHMIITOMBI, CBSI3aHHbBIE C OCTeOMAIsIeil (K HUIM OTHOCAT 0O0Jb U
MepesioMbl), a Takke 3yOHywo Ooms (y 75,9% Habmonarorcs
abereccel 3y60B) (40). DTH CHMNOTOMBI MOTYT KYIMHPOBATHCS
JICUCHHEM (6ypocymabom (o JIOCTYITHOCTH) WA
KOHCEPBaTHBHBIMU TIperiapaTaMu, €CJIH MalUeHT IEPEHOCHT UX 0e3
mobouyHbIX 3ddekroB). MeaWKaMEHTO3HAs Tepamus MOXKET
UCIIOB30BaThCS ISl OOJIEr4eHHs CHMIITOMOB, B TOM YHCIIE Tepen
XHPYPrHYeCKHM  BMEIIATEJILCTBOM. B 3aBucHMOCTH  OT
MPOAOJDKUTENBHOCTH  TEpaluu y  B3POCIBIX  HaOIogaeTcst
pasnuuHas cremeHb JedopmanMu  CKelera M Cephe3HOCTH
CTOMATOJIOTHYECKHX 3a00NeBaHuUil, a TakKe MPOOIeM, CBSI3aHHBIX C
MOYKaMH{ M TapaIlUTOBUAHBIMHU JKEJIC3aMH.

Iens Tepanuu — mnpuBectd ypoBeHb II[®d B HOpMmy,
CIOCOOCTBOBATh 3aKUBICHHUIO IIEPEIOMOB, 00Jer4uTh 00nb, a
TalOKe  YIYYIIMTh  (DYHKIMOHANBHBIM  CTaTyC  MAlMeHTA.
Hopmammsamus  ypoBHs Qochopa B Ieanm KOHCEPBAaTUBHOTO
Je4eHUs He BXOAMT. Bo B3pociIoM BO3pacTe HA4allo TEPAIHU
MOXET CIIOCOOCTBOBATh 3a)KUBJICHUIO A0CIIECCOB U IIEPEIIOMOB, HO
HE MpPEAOTBPATHT UX AayibHeWInee pasButhe. Hu onuH M3 BUIOB
TEpalMk HE CIOCOOCTBYET IPEAOTBPAILCHUIO WM DErpeccuu
pa3BHBaromieiics OSHTe30maTuH U ocrteoaprpura. CeppedHo-
cocyaucras ~— CHCTeMa  IIpU  KOHCEPBATUBHOM  JICUCHUH

JIOTIOJIHUTEIIHBIM PHUCKaM He nojsepraercs (40, 41), oqaako, mo



MpununHbl docdatypum (HU3Kaa MKPD/CKD)

[unarHocTuka: npuyYnHbl runodpocdatemmm

Bbicokuii yposeHb FGF23

HusKkuii yposeHb FGF23

1 HepocTaToYHbIM NPUEM U HApYLLEHME BCacblBaHUA:
e  Manbabcopbuma (B TOHKOM KuLEYHUKe) — BonesHb
KpoHa, uennakma
e [ednuut BuTammHa D
e  ®ocdar-cBaAsbIBatOLLME NpenapaThbl
° BblcoKas unn HopmanbHaa MKP®/CKd
2 KpaTKkoBpemeHHble M3MEHEeHUA YPOBHA CbIBOPOTOYHOIO
docdopa B CBA3M C NEPEXOLOM KUAKOCTEN U3 BHEK/IETOYHOTO BO
BHYTPUK/IETOYHOE NPOCTPAHCTBO (Mo BO3AENCTBMEM WHCYAWHA,
TNIIOKO3bl, KaTexonamuHoB, 6bICTPpOro pacnaga, pocta U
BOCCTaHOB/IEHMA K/IETOK):
e JleyeHue AnabeTUYeCcKoro KetToaumnao3a
e  CMHApPOM BO30OHOB/IEHWA NUTAHUA
o  CUHAPOM KTONOAHbIX KOCTEN» Nocsie
napaTMpeonaskToMmum
e OcTpbli pecnmMpaTopHbIl ankanos
e Jlelikemus n numdoma
3 Motepa ¢ocdopa c moyoit — Hu3Kaa MKPD/CKD

Ab6bpeguamypsl:  FGF23, pocm chakmopa cpubpobnacmos 23, MKPO/LCK®,
OmHoWweHue MakcuMansHol kaHanbuegol peabcopbyuu hocghamos k ckopocmu
kiyboykosoli ghunbmpayuu

PucyHok 3. [lnarHoctuka npu runodocdpatemmm

HEKOTOPBIM JIaHHBIM, 3TOT BHJ TEpalMd MOXKET HPHBOAUTH K
XpoHudeckoit Gonesnu mnouek (XBIT) (4acto mnpu Hanuuuu
TPETHYHOTO TUMOroHaau3ma) (42). dddexTuBHOCTL Oypocymada B
KynupoBaHHH cuMNTOMOB X-I'DP n3yueHa He MoJHOCTHIO (43).

MNoparkeHne KOCTHO-MbILLEYHOM CUCTEMDbI

OcTeoMasAus  COMPOBOXKAAETCS  KOCTHO-MBIIIEYHOH — GOJIBIO,
nepesioMaMu ¥ TICEBJONEPENTOMAMK; YacTO HaOIIOaeTcsl paHHee
44-47).
WCCIIEIOBAHNE, BKIIOYMBINEE KIMHMYECKOE HCIIBITAHHE M OIPOC
nanuentos (N = 336), nokasano, uto 43-47% B3pocisix ¢ X-['OP

pasButie  ocreoaptpura (12, Amnanutuyeckoe

HUMEIOT TMepesioOMBl B aHAMHe3e, a WX KOJMYeCTBO BO3PACTAET C
TeyeHneM Bpemenu (48). TlopakeHme CycTaBOB HauyHHAET
pa3BUBAThCS PaHO, ¢ TpUAUATH JeT. IIpoGiembl ¢ (u3HUecKoit
aKTHBHOCTBIO BO3HMKAIOT B CBA3HM C OOJBIO B KOCTSX M MBIIIIAX,
MBIIIEYHOW  CKOBaHHOCTBhIO.  Kampuudukamms B Mecrax
TPUKPETUIEHAST CYXOXKHIMNA M CBA30K MPHBOAUT K 0Opa30BaHHIO
octeo¢putoB, paszsutHio sHTe3omatud (49, 50). DuresomaTus
3a4acTyi0 Pa3BUBAETCSI ¢ 00EHX CTOPOH Tejia, TOpaKaeT CYCTaBhl,
NpPUHAMAIONIHE Ha ce0sl OCHOBHYIO HArpy3Ky, W II03BOHOYHHK,
COTMPOBOXAAETCS  CUIbHOH  Oonbto. Ha  maHHBIA ~ MOMEHT
MEIMKAMEHTO3Hasl Tepamnus He cuuTaercss dS(pdeKTuBHOH B
npenoTBpauieHnn U yiedeHnn sHTesonatiu (51). B HeKOTOpBIX
HCCIIeIOBaHmii Tepanust 6ypocyMaboM CrocoOCTBOBANA JIEUSHHIO
TICEBIOTIEPETIOMOB, TPUBO/IHIIA K VITyHIICHHIO
rUCTOMOP(OMETPHYECKHX XAPAKTEPUCTHK KOCTHOW TKaHu (4, 52),

a TaroKe 3HAYUTENBHO oberdana Gos (4, 52, 53).

BanaHue Ha noyku

X-I'®P Bemer k pa3BuTHiO OOJe3HEH MoueKk: He(POKAIbIHHO3a
(54), mouexamennoi 6osesuu (54), XBII (55) u CBI3aHHOM ¢ HUMU
aprepuansHoil runepronuu (55, 56). Ot 21% no 42% nanueHTOB
(47, 57), no npyrum manabpiM — 10 100% HaluUeHTOB CTPaJAOT OT
HeppokanbiuHo3a (58). CepbesHble HapylIieHHs B paboTe Mouek
MOTYT HPHUBECTH K Pa3sBUTHI0  XPOHUYECKOH  IOYEYHOHN
HEJOCTaTOYHOCTH, B TOM 4YHCiIE B TepMuHanpHOH crazuu (59).

FI/IHepKaJH)L[I/IeMI/ISI U Mepeao3upoOBKa peraparaMu NpUBOIAT K

MNoTtepa dbyHKUUKM reHa PHEX: X-
cuenneHHbI runodocdatemmyeckmin
paxuTt (X-F®P)

BapuaHTbl reHa FGF23 (A, F®P):
yCTONUMBBIN K paclienneHunio FGF23 n3-3a
MYTaLMii; HU3KNI YPOBEHD Kenesa sBegeT
K nosblweHno FGF23

BapwuaHTbl reHos DMP1, ENPP1, FAM20C
(AP F'®P): nosbiweHue akcnpeccun FGF23

BapuaHTbl reHa GNAS (cuHapom
MakKbtoHa-On6paiita): BO3IMOXKEH
NOBbILWEHHbIN ypoBeHb FGF23
Onyxonb-UHAYLUPOBaAHHAA
ocTeoManAuMA: oNyxonb Npoayuupyet
FGF23

BHYTpUBEHHOE BBeAeHMe XKenesa (B
YaCTHOCTU Xese3a KapboKcMmanbTosara)

HacnepcrBeHHbI PP ¢
runepkanbuuypueit: noteps
bYHKUMM reHa, KoaupyoLero
NaPi-llc; npusoauT K docdaTypun
1 rTnepKanbLuypum

CuHApom PaHKOHU: NoyeyHas
rIMKO3YpUA, aMMHOALMAYPUA,
NoYeyHbI TYByNApPHbIM aunaos,
docoatypus

Mepecapaka noyeK: NpumepHo B
50% cnyyaes

NeKapcTBeHHble Npenaparbl:
aMUHOI/IMKO3MAbI, LMCNAATUH,
TeHodoBMp

OTpaB/ieHue TAXKEeNbIMU
MeTannamu: cBuHeL,

MapanpotenHemumsa: HapylueHne
Kny6ouKoBOI dUNbTPaLUK

fMnepnapatupeos: NoHWXeHHan
peabcopbuusa docdaTos

Pa3sBUTHIO

runepdocharemnn

u Kanbuit-pochopHOMy

IucOanancy, 9TO MOXKET criocoOcTBOBaTh pa3ButTHio XbI1.

Bomee Tskenoe IMpOTEKaHUue

0oie3Hu  (TIOATBEPIKICHHOE

OLIEHKOH pocTa ¢ MOMOLIbIO Z-SCOr€) IOBHIMIAET BEPOSITHOCTH
passutus  HedpokaneimHo3a  (54).  PacmpocTpaHEeHHOCTh
MOYCKaMEHHOH OOJe3HM TmpH TsKeno mnporekaromeMm X-I'OP
n3ydeHa He 10 KoHIa. CyIIecTByeT KOppesmus MexIy Oolee
HHM3KOH pPacyeTHOl CKOPOCTBbIO KIIyOOYKOBOH (DUIbTpAUUM |
PHCKOM pa3BUTHS TUIIEPTOHHUH, a Taoke HannuueMm XbII u puckom
passutus runeptonun (55). K pasBUTHIO THIEPTOHHH TaKXKe
MOXET TIPUBECTH MOCTYIUIEHHE B OpPTraHW3M H30BITOYHOTO
kommuectBa coneir (55, 59, 60). ITomumo XBII, k rumneproHun
NPUBOJAT HEJOCTaTO4YHAs (M3MYECKas aKTHBHOCTb, OKHPEHHE H,
M0 HEKOTOPHIM JaHHBIM, IMOBEHIIMICHHE ypoBHeil ropmona FGF23
(56). HOpyrue daxropsl, cretuduueckue aist X-I'OP, wanpumep
cBsi3aHHBI ¢ TeHOM PHEX mponecc monmaBieHus 3aBUCHMOTO OT
HaTpusi KotpaHcroprepa ¢ocdara Ila tuma (61), HyxmaooTcs B
JanbHeHIIeM U3y4eHnn.

B cBa3u ¢ sTUM HeoOXomuMo HAOMIOAaTH 3a Pa3BUTHEM Y
HeppoKalplMHO3a W runepkansuuypun  (16).
[Nonmxenune TO3MPOBKY akTUBHOTO BUTamMuHa D, a Taroke Tepanms

MmanyeHTa

THAPOXJIOPTHAZUAOM (62) U 1uTpaToM Kaius (63) crocoOCTBYIOT
pCKD
cpenHero

JICYCHUIO  TUIepKanpluypuu. Pacuer  moxasarens

HEOOXOIUMO  TIPOM3BOIUTH
3HaueHust  (64)

MyTeM  HaxOXKICHHs
MEXIY
MomudunmpoBanHoi popmyne IlBapua (65) u popmyne Ousnepa

pe3yabTaTaMH ~ pacdyeToB IO
(66) mast mucratuna C (amst marreHToB Bo3pactom ot 1,5 1o 25 et
(67-69)). st B3pocibix crapie 25 ucnoibdyercs Gpopmyna CKD-
EPl, B xoropyro Bxomar u muctatun C, u kpearuHuH (70).
Jleuenne XBII nomkHO Ha3HA4YaTbCd B COOTBETCTBHU C
MEJMIUHCKIMI PEKOMEHJAUUSMH, TNPHHATBIMH B KOHKPETHON
crpane. s neuenus XbBII
AQHTMOTEH3MHIIPEBPAIAIOIET0

HPUMEHSIIOTCSL  WHTUOUTOPEI
(epmenTa WITH
6s10KaTOpHI penentopos anruorensuxa Il (71, 72).



ITlo pesynpraTaM HEKOTOPBIX HCCIENOBaHHUM, Oypocymad
MOXET CII0COOCTBOBAaTh IOHIDKCHHIO KPOBSHOTO aaBieHUs (50).
JleyeHne THNEPTOHMH IOJKHO COOTBETCTBOBATH IPUHATHIM B
CTpaHe MEIHUIMHCKUM pekoMeHmanusiM (71-74), HeoOXxomuMo
NPUHUMATh BO BHUMAHHE Pa3lHMUMi MEXIYy PEKOMEHIAIMAMY,
yTBepIeHHbIMH B AMepuke U B EBpore (75).

Hesponornyeckne ocnoxxHeHmA

K neBponoruueckum ocnoxkHeHussM X-I'®P oTHOCATCS roI0BHBIE
Gomu, KpaHuocteno3, Maibdopmarms Kuapu 1 Twma,
CHPHHTOMHENHS, CTEHO3 II03BOHOYHOTO KaHajua, CHaBJcHHE
CIIMHHOTO MO3ra, THHHUTYC M TYroyxocTb. Bce B3pocibie
MAlMeHThl, YYacTBYIOIIME B MEXAYyHAPOJHOM IIPOCIIECKTHBHOM
MIPOJONBEHOM HCCIIEHOBAHHMH, IIOCBSIICHHOM OIIGHKE OpeMeHH
0OJIe3HH, TEUCHUIO W OTHAICHHBIM pe3yabraTaM JiedeHus X-I' OP
(the X-linked Hypophosphatemia Disease Monitoring Program
[XLH-DMP]), umenu HeBposoruueckue cumnToMsl (76). ¥V 33 u3
364 (9%) mauueHTOB HaiineH kpaHuocTeHo3, y 19 u3 364 (5,2%)
— wManbdopmanust Kuapu 1 tuma, y 6 u3z 364 (1,6%) —
cupunromuenust, 72 u3 364 (19,8%) UCIBITHIBAIOT TOJOBHBIC OOJIH.
CTeHO3 NO03BOHOYHOIO KaHayla BbIABIECH y 67 U3 364 y4acTHHUKOB
uccnenosanus (18,4%), cmaBnenne cnuHHOTO Mo3ra — y 37 u3
364 (10,2%); 3Tu GoJIe3HM Yallle Pa3BUBAIOTCS Y B3POCIBIX, YEM y
nerei. PazButme sTHx 3a0ojeBaHmil CBS3aHO ¢ occUduKanuer
XKENTOH CBA3KH, pa3pacTaHUEM KOCTHOH TKaHU Ha Jyre I03BOHKOB,
runepTpoduei CYCTaBHBIX ¢acetox, KanbIHpUKaIei
MEKITO3BOHKOBBIX JIuCKOB. VccnemoBanne XLH-DMP moxkasaio,
YTO0 K Hauboliee pacIpOCTPaHEHHBIM cpend OoNbHBIX X-['OP
cocrostHusiM ~ oTHOcsitcs  TuHHHTYC (126 w3 364; 34,6%) u
Tyroyxocts (106 u3 364; 29,1%). [Ipn Hamm4Inu HEBPOIOTUUECKUX
CHMIOTOMOB  HEOOXOJMMO  TIPOBECTH  HEBPOJIOTHMYECKOE U
(dyHIOCKOTIUECKOE 00CIeIOBaHHE.

Cnyx

Jlo 34% B3pocnbix ¢ X-I'DP cTpagaroT oT TyroyxocTH (dare BCero
accumerpryHOi) (57). MoxeT pa3BUBaThCs Kak CCHCOHEBpaIbHas,
TaK M KOHAYKTHBHas Tyroyxoctb. K mpobiemaMm co ciyxom
NPUBOAAT  DHAOMMM(ATHYECKUH THIPOIC, OCTEOCKIepo3 U
YIUIOTHEHHE KOCTHOH TKaHM B 00JACTH HHPAaMHUIbl BHCOYHOMN
koctd (77). Ha nanubelii MOMEHT 3((EeKTHBHOCTH Tepamuu B
MIPEIOTBPAILCHUH ¥ JICYSHUH MOTEPH CIIyXa N3ydeHa He JI0 KOHIIA.

KauectBo *u13HM

BoJjie3Hb 3HAUUTENBHO BIMSET HA KAyeCTBO JKM3HHU MAI[MEHTOB B
mobom Bospacte. Kaxk nmetw, Tak M B3poCible IALMEHTHI
MO/IBEpP)KEHbI  OOJIEBOMY CHHAPOMY, CKOBaHHOCTH CYCTaBOB,
ObICTpOil  yToMuIsieMOcTH, mpobieMaM ¢ (yHKIMOHAIBHBIM
crarycoM (47, 78-81), mpu STOM CHMIOTOMBI YCYryOIsIOTCS C
teyeHneM BpemeHu (80). KavecTBo JkHM3HM, CBsS3aHHOE CO

Tabauuya 1. KnuHuueckue cumntombl X-FOP y B3pocabix

Jedopmarust HIKHUX KOHEYHOCTEH
ITepesoMbl ¥ ICEBIOTIEPETOMBI

Mpeimeunast ¢1abocTh U yTOMIIEMOCTD
KocTHo-MBIIIEYHAs 607Ib

3yOHble HH(MEKINH U 3200JIeBaHUS ITAPOJOHTA
IMopaxeHne cycTaBoB

Pa3BuTHE dHTE30IATHH

CTeHO3 03BOHOYHOTO KaHaja

TuHHUTYC U IOTEpS CiTyXa

O6pa3zoBaHue 0cTeOHTOB

310poBbeM, y 6onpHBIX X-I'OP HIDKe cpexHero nokaszarens (2, 47,
81, 82). ®DwusuueckHe KpPUTEPHH OLCHKH KauecTBa IKH3HH
MO/IBEp>KeHbI HanboJee CHIIbHOMY HeraTuBHOMY Biusiauio (47, 79,
81, 82), omHaKO HCCIEIOBAHHUS TAK)KE YKa3bIBAIOT Ha 3aHIKCHHBIC
MOKa3aTeN MCUXUYECKOro 3710poBbst (81-83). HexoHTpoimpyemoe
HCCIIeIOBaHNE HAa MaJIeHbKOH BBIOOPKE B3pOCIBIX IAIMEHTOB
MOKa3ajJo, 4YTO  KOHCEPBATHBHOE  JICYEHHE  CIOCOOCTBYET
OOJIETYEHUI0  KOCTHO-MbIIIeYHOH Oomu  (84); mo  JgaHHBIM
MIONIEPEYHOT0 HCCIEIOBAHUS, OHO IOJOXKUTEIBHO BIMSET Ha
[OKa3aTeNy MCHXUYECKOr0 300pOBbs MarueHToB (2). BeuieieHo,
4910 OypocyMad CIOCcCOOCTBYET OOJIETIeHUI0 OOJH W CKOBaHHOCTH,
YMCHBIICHHIO  YTOMIIIEMOCTH ¥ YBEJIMYCHHIO  JHMCTaHIMHU
6e30071eB0i1 X0IB0BI;, B TO K€ BpeMs, 10 JaHHBIM Oa3oBoro PKU,
nocsie 24 Henenb WCCIIEIOBaHMS HalJAEHHBINH d(EKT COXpaHHICsT
TOJIBKO [T TIOKa3atemsi ckoBaHHOCTH (4). Takue ke pe3ynbTaThl
ObUH TToTydeHbI Ha 48-0i 1 96-0i1 HeeIX (IOMOTHUTETLHOTO

OTKPBITOTO HCCIIEIOBAHUSA B MPOAODKEHHE OCHOBHOTO) (43, 52).
[oxoxue >3¢dexTel Oypocymada (CHIDKEHHE YTOMILIEMOCTH U
Oomy, ymydmieHHWe paOOThl  MBINI) OBUIM  BBISIBICHBI B
KPaTKOCPOYHOM HEKOHTPOJIHMPYEMOM MCCIIEIOBAHUU Ha MaJICHBKOM
BoIOOpKe (85). ITo maHHBIM eliie 0JHOTO UcCieqoBaHus, OypocymMad
obJerdan CKOBaHHOCTb M Yyiydiuan (YHKIHOHAJIBHBIH CTaTyC

Ta6nuya 2. rmnodocdatemun B Apyrux 3abonesaHusax

3a0oeBanune OMIM Ten

FGF23-3aBucumsle popmebl 'OP

X-T'OP (X-cuenneHHbIH 307800 PHEX

runodochaTeMIIeCKHil paxur)

AJl T®P (ayrocomHo- 193100 FGF23

JIOMUHAHTHBIN SKG3

runodochareMIIeCKHil paxur) (3nauenue
HEHU3BECTHO)

AP I'DP (ayrocommuo- 241520, DMP1,

peLecCuBHBIH 613312, ENPP1,

runoochaTeMIIecKnii paxur) 259775 FAM20C

T'unodocdaremuueckuii paxut 612089 KLOTHO

C TUIIEpIIapaTHPE030M

Ocreornodonuyeckast 166250 FGFR1

JIACTLIA3US

Oncucmonucitazust (17) 258480 INPPL1

KoxHO-CKeNneTHBII CHHIPOM ¢ 163200 RAS

runodocparemueit

Cunnpom MakKerona-Onopaiita 174800 GNAS

OnyXoJb-MHAYLIUPOBaHHAs H/ Paznuunble

0CTEOMAaISLIHS reust/ H/]J,

BHyTpuBeHHOE BBe/ICHHE Her Her

JKene3a (B 4aCTHOCTH
JKene3a KapOOKCHMAanbTo3aTa)

FGF23-ne3aBucumbie popmpr [DP
HacrenctBeHHBIH peliecCHBHBIN 241530 SLC34A3
runoochaTeMUIecKnii paxur ¢
runepkaisiuuypreit (18)

l'unodocdatemust ¢ 182309 SLC34A1
HedpokanbluHO30M (19)

Cunzpom [lenra (20) 300009 CLCN5
Hedponaruyeckuil MUCTHHO3 219800 CTNS
@

Hedponuruas, ocreonopos, 604990 NHERF1

runodocdaremus (22)




MIAUEeHTOB; TaK, Tepanus 0ypocyMaboM IPHUBOIMIIA K OBBIIICHAIO
MOKa3aTelsl KauecTBa XKU3HH, CBSI3aHHOTO CO 310poBbeM (86).

Ha naHHBIH MOMEHT HENOCTaTOYHO IAaHHBIX JUIS OICHKH
s¢dexTa KOHCEPBATUBHEIX IIPENapaToOB HA KAYECTBO KU3HH.

MeTabonunyeckana auchyHKuUmA

Y papa namueHtoB ¢ X-I'OP HabmromaroTca OXHpEeHHE U
Merabonnueckas auchyHkums. B wuccnemoBammm  XLH21
(uccrnemoBannu BrusiHAs FGF21 Ha MeTabon3M y HanueHToB ¢ X-
I'®P) w3 Becex  ywactumkoB 21 (53%)  mokasamu
uncynuHopesucreHTHOCTE (HOMA > 2,4, N = 10 xoHcepBaTHBHAs
teparmsi, N = 11 GypocymaG) (56). [pyroe KoroptHoe
uccnenoBanue ¢ 113 ydacTHHKaMK BBISBUIIO, 9TO 56% OOIBHBIX C
X-I'®P nmetot nuiHmit Bec b0 oxupenue (87).

PekomeHaauuMnm no HabnwaeHuo 3a nauMeHTaMu:
npogonxeHue (no cucteme GRADE) (Puc. 4)
PekomeHayeTca nposegeHue caepylolmx obcnenoBaHUM
(MMHMMYM pa3 B roa, Apyro nepvon BpemMeHW YKasaH
OTAE/bHO):

Mol npednazaem (cnabbie

doKaszamenbcmea HU3K020 Kayecmea):*

1. OueHky 601m

2. C6bop paHHbIX O (nceBgo)nepenomax B aHamHese,
bu3nyeckuii ocMoTp Ha npeamer 60/se3HEHHOCTU
OTZLe/IbHbIX Y4aCTKOB

3. W3mepeHue pocTta B NONOKEHUM CTOA, Maccbl U UMT

MN3mepeHne KpoBAHOTO AaBAeHUA

5. C6op AaHHbIX O 3yb6HbIXx WHdeKumax (abcueccax,
3a60/1eBaHMAX NAPOAOHTA)

6. bBuoxumuuyeckuit aHanm3z Ha ¢ocdop B CbIBOPOTKE
KpoBu (yTpom, HaToLaK), aNbbyMUH-
CKOPEKTUPOBAHHbIM KaNbUMN UAN MOHWU3MPOBAHHDBIN
Kanbumii, UW®, KpeatuHuH wn pCKd, NOTI, 25-
rMAPOKCUBUTAMMUH D, KaNbLMI-KpeaTUHUHOBOE
COOTHOWEHME B pPa3oBOM MoO4Ye, COOTHOLUEHMWE
¢docdopa 1 KpeaTUHUHA B pa3oBOI MoYe

Kaxapble 6-12 mecaueB:

7. AnarHoctuky 3y6oB

8. OcMOTp KOCTHO-MbILWEYHOM CUCTEMbI Ha npegmer

AedbopMaunn KOCTHOM TKAHW, OFpaHUYEHHOW amnAuUTyAbl

OBUXKEHUI B CycTaBax, OCTe0apTpUTa

pekomeHOayuu,

e

B cnyyae HEeBPOIOTMYECKOIN HEA0CTaTOYHOCTH:
9. O6WmMpHOE HeBpoaOrMYeckoe obcaegoBaHme

Pa3 B roa u pexe:
10. OugeHKYy COCTOAHMSA MOYEK C MOMOLLbI JIYYEBOM
ANArHocTukm n Y3u

E}XeroaHo (Npu KOCTHO-MbILLEYHOo 60um):
11. PeHTreHorpaduio ckeneta 1 (ncesao)nepenomos

MpaKTMKK, KoTopble Heob6A3aTeNbHO NpPOBOAUTL B
CTaHAapPTHOM nopAaKe (Ha ycMOTpeHuMe cneumranucra):

12. U3mepeHHne pocTa B NONOKEHUN CAA

13. OueHKa KayecTBa KU3HU

*PeKOMEHAALMM Ha OCHOBE OMNpoca  KAMHUYECKOW
NPaKTUKK, pe3ynbTaTbl KOTOPOro mnokasanu, 4to 80%
3KCNEepTOB HA3HAYAIOT AAHHYIO KAMHUYECKY0 NpaKkTuky 80%
nauneHTam npu nepsmyHom ocmotpe B 80% cayyasx.

Ab6peBunatypbl: LD, wenouHas docdatasa; UMT, nHaekc
maccbl Tena; pCK®, pacyeTHasa cKopocTb Kay6oukosoWm
dunbtpaumm; MTI, napaTMpeonaHbIi FOPMOH.

NEYEHUE

PekomeHpauum no neyeHuo* (no cucreme GRADE) (Puc. 5)

1. Bspocsbim c (NceBao)nepesioMamn mMmbl peKOMeHAYeM
HasHayaTb Tepanuio bypocymabom (nNpuopuTeT Hapg,
OTCYTCTBMEM Tepanuu) (cunbHaA peKomeHOayus,
dokazamenbcmea cpedHe20 Kayecmsa).

2. Bspocnbim 6e3 (nNceego)nepesioMoB Mbl nNpegnaraem
Ha3HauyaTb Tepanuio bypocymabom (npuopuTeT Hag
OTCYTCTBMEM Tepanuu) (yci1oeHas pekomeHOAyus,
00oKa3amenbCcmea HU3K020 Ka4ecmea).

3. [Ona B3pocnblix € (nceBao)nepenomMamu  Mbl
npegnaraem 0oTAaBaTb npuopuTeTt Tepanuu
bypocymabom Hag  KOHCEPBATUBHbIM  JIEYEHUEM
(akTMBHBIM BUTamuHOM D u docdatamn) (ycsroeHas
pexkomeHOAayus, 00KAa3amesnbCMea HU3K020 Kayecmea).

*Mbl NoHMMaem, 4YTO A4OCTyn K MNpenapatam A4nas

MeOVKAMEHTO3HOW  TepanuMu  MOKeT pas/iuyaTbca B

3aBMCMMOCTM OT CTPaHbI

PEKOMEHOAUWU NO NEYEHUIO (6e3 yueTa cuctembl

GRADE)
MNaHenb cunTaeT HeobxoAMMbIM:
1. T[pusnedyenue psna OIIBITHBIX CIIEUATUCTOB,
3aHUMAIOIIUXCS X-I'dP Hu MeTab0JINYECKUMHU

3a00NIeBaHMSIMH KOCTEH, a TaKKe TPYNH HOAICPKKH JUIs
COMPOBOKICHUS MAIlEHTa II0 Mepe B3POCIEHHS W TIPH
Pa3BHUTHHU COITYTCTBYIOIIMX OOJIE3HEH.

2. Meaukamenro3nyo — Ttepamuio  (Oypocymabom 6o
aKTUBHBIM BuUTamMuMHOM D u docdaramu) B TedyeHue
HECKOJBKHX JIET IOCHEe 3aMBIKAHHS 30H POCTa C IIENBIO
JOCTIDKEHNS! MAaKCHMAaJIBHOM IIIOTHOCTH KOCTHOW TKaHU
(mpu GecCUMNTOMHOM TIPOTEKAHHH OOJIE3HH TPOHUCXOIHUT B
20-25 ner).

3. MenaukameHnto3nyro — Tepanuio  (Oypocymabom 6O
aKkTHBHBIM BHUTaMHHOM D u docdaramn) mpu xamobax Ha
CHMITOMBI  (KOCTHO-MBIIIEUHYI0 00Nb, yTOMIISIEMOCTB,
IepeNoMbl) WIH TPH BBUIBICHUM OCTECOMATSALHMU IO
pe3yibTaTaM uccleAoBaHuid (OBbIIIEHHBIH ypoBeHb 1I[D,
JIaHHBIC OHOTICHU KOCTHOM TKaHM).

4. Jlo mpoBemeHHWsS OpPTONMEAWYECKHX OIepanuidi W 3yOHOU
MMIUIAHTallid  HEoOXOJMMO TPOBECTH Kypc Haubouee
onTHUMaNbHON papMakoTepamnuu.

5. Tlpu  mpoBeneHHn (apmakoTepan  HEOOXOIHMO
HaOMIoJaTh 3a COCTOSHMEM IalMeHTa W  YYUTHIBaTh
IOperMyIiecTBa W HEJOCTaTKH IpPHeMa  Pa3IMIHBIX
JIEKapCTBEHHBIX MPENapaToB.

6. Ilpm HazHaueHWH Tepamud OypocymMaOboM HE0OXOIUMO
NPUICPKUBATECA  PEKOMEHJOBAaHHON HadadbHOH  IO3HI,
Janee M3MEHATh 103y TakuM 00pa3oM, 4YTOOBI IOCTHYb
HOPMAaJILHOTO WJIM CJIETKA 3aHIKEHHOTO YpoBHS (ocdopa B
CBIBOPOTKE (BCErAa MpPUAEPKUBAACH CPETHUX MM CPEeIHE-
HU3KHMX 3HAa4YeHHH); BaKHO CIEAUTH 3a TEM, YTOOBI Yy
HanueHTa He pa3BUiIach runepdochareMust.

7. Ilpum orcyrcTBHM JocTyma K Oypocymaly Ha3HadaeTcs
KOHCEpBATHBHOE  JiedyeHHE  (akTUBHbIA  BHTamMuH D
COBMECTHO C (hocharaMu MM B KAYECTBE MOHOTEPAIIUH).



8. He cnenyer HazHagaTs MOHOTepanuio Gocaramu.

9. B mpomecce  KOHCEPBaTHBHOIO  JICUCHUS  HEJNB3S
OpDHMEHTHpOBaThCcs Ha HOpMy (ocdopa, MOCKOIBKY
JOCTH)XCHHE HOPMAJBHOTO 3HAYEHHs HE CIIOCOOCTBYET
nedenuto X-I'®P, a mnpueM nauMeHTOM BBICOKUX J03
¢bocharoB MOKET NPHBECTH K Pa3BUTHIO CEPHbE3HOTO
runeprapaTupeosa.

10. Jleuenune akTHBHBIM BHTaMHHOM D u  docdatamu
HE0OXOMMO KOPPEKTHPOBATH B COOTBETCTBHHU C aHAITM3aMHU

HpEyNnpeIuTh pasBuTHE
THOEPKATBLIHEMUH 1 THIICPKATbIIHYPHUH.

11. Bypocymab mporusomnokasan mpd XBII (CK® menee 30
MI/MHH), & TAKXe MPU OCTPOM MOBPEXKICHUH MoveK. [Ipu
pCK® mexay 30 u 60 mu/mun Gypocymad HE0OXOIMMO

MalyeHTa, YTOOBI

HPUHUMATh C OCTOPOKHOCTBIO, MO/ HAOMIOICHHEM Bpaya.

12. TumepToHMIO HEOOXOOMMO JI€UUTH B COOTBETCTBHH C
HPHHATHIMU B CTPaHEe MEIULMHCKUMHU PEKOMEHIAIUAMU.

13. Tlpu  TpeTMYHOM  THIEpHApaTUPEO3e, BBI3BAHHOM
HECKOJBKAMH THUIIEPAKTHBHBIMH JKele3aMd, Ha (oHe
TUIEpKAJIbIIMEMUN C LeNbio TMOHMWKeHus ypoBHed [II'T
KaJbLMUMETHKH (HalpuMep, [IMHAKaJbIET) Ha3HAYaloTCsa
HE MO YTBEP)KACHHBIM IOKa3aHUSM. {1 MpenoTBpaIeHus
THIIOKAJIBIIMEMUN  HEOOXOJUMO  OTCJIEXKHBATh YPOBEHb
KaJIBIMS B CHIBOPOTKe KpoBH. [Ipm rumepnaparupeose Ha
HNO3MHUX  CTAQAUAX C  THHCPKAIbLMEMHEH  MOXET
MOHATO00UTHCS MIpoBeCHHE cyOToTampHON
HapaTUPEOUAIKTOMHUH.

14. B cnyyae pa3BUTHS THUIEPKAUIBIUYPUH HEOOXOIMMO
YMEHBIINTD 03y akTHBHOro BuTamuHa D. Ecin cocrosiHue
YXYIIIAeTCsl, BO3MOXKHO MPUMEHEHHE THAPOXJIOPTHA3HIA U
murpata Kanus.  [Ipemmaraercst Takke — OIpaHUYHTH
notpebnenne Hatpust (<1500 wmr/meHp) u  yBemHUYHTH
notpebsenue Boas! (10 3 n/cyT).

15. [lpu BBIBICHUH CKOJIMO3a TIO3BOHOYHHMKA HEOOXOANMO Kak
MOXXKHO paHbIlle HANpaBUTh MAlMEHTa K OPTOIENy,
HAa3HAYHTH JICUCOHYIO DU3KYIBTYPY U HHU3HOTEPAIHIO.

16. Ecmu mpu ckommose yroa Ko66a mpessimaer 30 rpagycos,
MOXKET BO3HHKHYTH HEOOXOAMMOCTh XHUPYPTrHYECKOTO
BMeIIaTeabcTBa  (HEOOXOAMMO — OpHEHTHPOBATHCS — Ha
CKOPOCTb Pa3BUTHS CKOJIHMO03a M YYaCTOK NCKPHUBIICHHS).

KOHCEpBaTVIBHOE neyeHune

OOBIYHO B3pOCIBIM C BBIpaXEHHBIMH cumnTomMamu X-I'OP, B
YaCTHOCTH C OCTEOMAIIIIMEH U IepeioMaMH, Ha3HAYAIOT TePaIHio
¢doctharamu (750-2000 Mr B neHb, paszeieHHbe Ha 3—4 103bI), a
TaKxKe aKTUBHBIM BUTamMuHOM D (kambuurpuon [or 0,5 10 1 Mkr B
nens] win anbdakansimmon [0,75-1,5 mkr B nens]). Bo Bpems
nojaepxuBaronield ¢Gaspl 103a MOXKET OBITh CHI)KEHA C ILIENBIO
MHMHHMMH3ALUN J0JrOCpOYHBIX ociokHenui (11, 24, 49). Cxema
NpUMEHEHHs] KalbLHUTpUONa (HEOOXOJUMOro [UIsl IOJABICHHUS
cekpern [1TT) u docdaroB nomkHa OBITH cOATAaHCHPOBAHHOM,
9TOOBI HE JOIMYCTHTH Ype3MepHON cTUMynsanuu cekperwu [1TL,
KOTOpasi MOXKET MPUBECTH K MOBBIIICHHOMY BbIIeICHHIO (Bochopa
¢ Mouoil. MoHotepanusi ¢ocaramu Hemomyctuma, (HochaTs
HEOOXOOMMO COYeTaTh C AaKTUBHBIM BuTaMuHOM D. OOpatnas
CHUTyalusi — Tepanus akTHBHBIM BuTaMuHOM D 6e3 docdaroB —

MOXeT OBITH JOIyCTMMa ISl B3POCIHBIX ITAIMEHTOB CO CIabo
BBIP2)KEHHBIMH CHMIITOMaMH.

HeobxonuMo BKIIOUHTH B PALOH MaIMeHTa MHILY, OOTaTyro
KaJbIFeM, ITIOCKOJBKY OH CIIOCOOCTBYET MUHEpaIN3aliy KOCTHON
TKaHU U JICYEHHUIO OCTEOMAIISIIIMU M PaxuTa, OCOOEHHO B TIEPBbIE
HECKOJIBKO MeCsIeB JiedeHHus. IIpu 3ToM cliielyer MOMHHTbH, YTO
aKTUBHBIM BuTamMMH D ycuinmBaeT BcachlBaHME KalbIUs U
¢docthopa, mosToMy KOMOWHAIHUS MPENAPATOB IMOBBIMIAET PHCK
THIepKaIbypur. Kanbimii Mo)keT NOHWXaTh JEeHCTBEHHOCTh
¢dochaToB myTeM CHMIKEHUS UX OMOJOCTYIHOCTH, TIO3TOMY IpHEM
dochopa W KampOUs OOJDKEH OBITH pa3/eNbHBIM, CIEIyeT
BBIIEPKMBATh MEXKAY HUMH KaKk MUHMMYM oAuH dac. Ilpu
BBISIBJIEHMH TOBbIIeHHOro ypoBHs IITI, compoBoxxnaemoro
HU3KMM  KaJbIMi-KPEaTHHUHOBEIM ~ COOTHOIICHHEM B  Mode,
HEO0OXO0IMMO TOBBICUTD 03y KaNbIHs.

[IpoGneMbl ¢ JKENYZOYHO-KUIIEYHOH  HEPEeHOCHMOCTEIO,
IUCIIETICUSt W CHAaOHTeNBHBIA  3pQeKT Qocdar-comepKammx
MPemapaToB MOTYT CTaTh OCHOBAHWEM JUIS HMOHWXKEHHS HO3bl. B
CBSI3M C MOOOYHBIMH 3(deKTaMH HEKOTOphle IMaUEeHTHI
OTKa3bIBalOTCA OT Tepamuu. Kak yxe ObIO CKa3aHO, K
OCJIOKHEHHSIM, CBSI3aHHBIM C  KOHCEPBATHBHBIM  JICUCHHEM,
OTHOCATCA BTOPHYHBII U TPETWYHBIH THUIEpHapaTHpPeo3 ¢
runepkaiblemueii, HeppokamsumHod u  XBIl.  Tperwunsiii
runepnaparupeos BosHukaer y 25-30% B3pocibix ¢ X-T'OP (88),
HMHOTJa Yepe3 HECKOJIBKO JIET MOoCIe OKOHYAHMS KOHCEPBATUBHOTO
nedeHus. JledeHne TPETHMYHOrO THIEpIIapaTUpeo3a OOBIYHO
TpeOyeT mapaTUPEONPKTOMHN HECKOJIBKUX JKele3, OJHAKO PHCK
Pa3BUTHS TUIEPKAIBINEMUN OYAET COXPAHSTHCS HE3aBUCHMO OT
MIPOBEACHHST XHUPYPTHUECKOr0 BMeMIaTenscTBa. [lpm pas3BuTHn
THNEPKATbIEMAN HEOOXOANMO OTPAaHWYHUTH 03y AaKTHBHOTO
utamuHa D. [To HEKOTOPEIM JaHHBIM, JOMOJNHHUTENIbHAS TEPaIus
[MHAKaJIbIETOM MOKa3blBaeT J(GPEKTUBHOCTH B  JICUCHHUH
runepnaparupeosa (89-91).

Bypocymab

HauanbHslit pexxum 1o3upoBaHus Oypocymada Jurst B3pocibix — 1
mr/kr maccel kKaxaeie 4 Hemenn (makcumym 90 mr kaxaeie 4
Henenr) (OCHOBAaHO Ha JIO3MPOBKE, HCIONb3yeMOW B IuIanebo-
KOHTPOJIMPYEMOM KIIMHMYeCKOM HcnbiTaHuu) (4). MccnenoBaHue
NoKa3ajo, 4yTo OypocymMad NPUBOAUT K HOPMAIU3ALUH YPOBHS
¢docthopa B CHIBOPOTKE, a TaKKe CIHOCOOCTBYET 3a)KHBIICHHIO
mepenoMoB,  BbI3BaHHBIX  ocreomamsiimeit  (52). B PKU,
cpaBHuBarolieM 3G dexTsl Oypocymaba u mianebo, IpHMEHEHHE
OypocymMaba OKa3alo TOJOKHTEIPHOE BIHMSHHE Ha pasIMYHbIC
nokasarenu KadectBa xusHu (4, 52, 92-94), oxHako mpu OLEHKE
9THX PE3ydbTaTOB C Hcmoib3oBanueM cuctembl GRADE 6buio
BBISBJICHO, YTO BIHSHHME IHpenapara Ha YTOMISIEMOCTb U
(GU3MYECKYI0 aKTHBHOCTh OKa3ajJoCch He3HauMTeNlbHBIM. Kpome
TOr0, COIJIACHO MPSMBIM H3MepeHHsM, Oypocymalb MOYTH He
criocoOcTBOBa)l  oOierdeHuto  Oonu u HOpMaJIM3alnH
¢yHKIMOHANBHOTO ~ cTaTyca. [lo  wmcTeuenmu 24 Hexmenb
KJIMHUYECKOTO MCIBITAaHUS Y TALMEHTOB, MPOXOMSIIMX TEPAIHIO
Oypocymabom, HaOmMoaan0Cck GobIIe abCIEecCoB MO CPAaBHEHUIO C
ManueHTaMu, IpHHUMaBIIMME miane6o (Ha 5%; 95% U ot —5 mo

16) (95).



PekomeHaauum no HabawgeHUo 3a naymeHTamum ¢ X-FepP

1

1.0ueHka 6onu

2.C60p aHamHe3a u
dusnyecknii ocmoTp
nepenomos

2 M3mepeHue:
* Maccel Tena
¢ PocTa
* UMT
* KpossiHoro gasneHus

NPEANOXEHUA
no NpoBejeHuIo
obcneaoBaHnin

(MMHVMYM pa3 B roa)

Ha6niopeHue

3a B3pOC/ibIMU

C60p AaHHBIX 0 3y6HBIX
vHbekumax, 3a6oneBaHnax
napoAoHTa

4 *AHanu3bl CbIBOPOTKMN KPOBU
Ha PO,, Ca%, LU,
KpeaTvHUH uan pCK®, AT,
25(0OH)D, cooTHOWEHne
P/Cr, cooTHoweHwue Ca/Cr

naymeHTamum c
X-ToP

Kaxable 6-12 mecsiues:

1) CromaTonornyeckuin ocmMoTp,
2) OcmoTp Ha npeameT
Aedopmauuii, orpaHNYeHHoN
amnAnTyAbl ABUXEHWI B CycTaBax,
ocTeoapTpuTa

B cny4ae HeBPONOrny4ecKkoi

He/l0CTaTOYHOCTH:
O6LWKpHoe HeBponoruyeckoe

obcnegoBaHne

PekomeHdayuu no pesyasmamam
oNnpoca KAUHUYeCKol NPaKmuKu
(cnabble, dokazamenscmea HU3K020
Kayecmea)

Pa3 B rog v pexe: 7
¥Y3U novek ‘_O

EXKeropHo (npu KocmHo- %

MelweyHoli 6onu):
PeHTreHorpadus ckeneta

*Bce aHaM3bl CAAIOTCA YTPOM HATOWAK (MUHUMYM 2-3 Haca ronoAaHus), C6op MoOUM U CbIBOPOTKM KPOBYW OCYLLECTBNAETCA OAHOBPEMEHHO (NMPOMEXYTOK He bonee 2 4.)
A66pesuaTypsi: LLi® — wenouran pocdatasa; IMT — uraekc Macce! Tena; Ca — kanbuuii; Cr — kpeatusus; MTT — napatupeonaHsii ropmor; P — docop; 25(0H)D

— 25-rMAPOKCMBUTaMUH D

PucyHoK 4. PekomeHaaLmmn No HabnAeHWIo 3a B3pocibiMy NaumeHTamu ¢ X-FeP (no cucteme GRADE).

PekomMeHaauvv no nevyeHuto B3pocnbix ¢ X-F'PP

B3pocnbiMm
c X-r'op

@ CvnbHas pekomeHaauyst (40kasaTensbCTBa CpefHero KadecTsa)
© YcnoBHas pekoMeHAauMs (4oKa3aTenbCTBa HASKOMO KauecTsa)

PUCYHOK 5. PekomeHAaLMu No neYeHuto B3poCabIx NaumneHTos ¢ X-FOP (no cucteme GRADE).

[ToBperx/ieHns CYCTaBOB M YHTE30IIaTHsI OTHOCATCS K HanboJee
cepbe3HbIM cuMmnrToMaMm X-I'®OP, koTopble y B3pOCIbIX MAlMEHTOB
nposiBisitoTesa yxke ¢ 30 ner. Ha naHHBI MOMEHT HE CyIIECTBYET
JI0Ka3aTeNbeTB 3G HEKTHBHOCTH HM KOHCEPBATHUBHBIX MPEIaparos,
HH Oypocymaba B JISUCHUH ITUX CUMIITOMOB.

HeszaBucumo OT Buaa Tepamuu, Ui OTCIICKUBAHHS
3¢ PEKTUBHOCTH JICUYCHNSI U BOSHUKHOBEHHS MOOOYHBIX 3PQEKTOB
HEOO0XOMMO TMPOBOAUTH PEryNIspHbIE OHOXHMMHYECKHE aHAJU3BI.
Bypocymab oTinuaercsi OT KOHCEPBAaTUBHBIX MPEHNapaToB TEM, 4TO
1eJ1b €ro MPUMEHEHHUs] — MPUBECTH YPOBeHb (ochopa CBIBOPOTKU
KPOBH K HOPMaJIbHOMY 32 IIMKJI MPHEMa U He JOMYCTUTh Pa3BUTHS
rurepdocdaremun. TIpu pacumdpoBke pe3yabpTaToB
OMOXMMHYECKHX aHaJM30B HEOOXOAMMO IpPUHMMATh B pacyeT
BpeMsI BBeAEHMs NocienHeil no3bl Oypocymaba. Kimunmueckue
WCTIBITAHMS MOKa3ajM, YTO HauWBhICIIee 3HadeHue ¢ocdopa
CBIBOPOTKHU KPOBHU HAOMIOAAETCs HA CEAbMOM IeHb MOCIIC BBEACHHUS
no3sl mpenapara (53), a MKP®/CK® — na 7-14 nenp mnocie
BBeeHus 1036l [Tuk 1,25(0H)2D B chIBOpOTKE MPUXOAUTCS Ha 3—
7 HeHb TOCIe BBEACHHMS JIO3BI, IPUYEM B CPEAHEM HAOIIOmaeTcs
nogbeM 10  cympadusnonornueckux  ypopueir  1,25(0OH)2D.
Teopernueckn B Hawaje IUKIa IIpHEMa Mperapara WIH cpasy

B3pocnbiM ¢ (ncesao)nepesiomamut Mbl
pekoMeHzyeMm Ha3HavaTb Tepanuto bypocymabom
(B MpUOPUTET Haj OTCYTCTBUEM Tepanum)

B3pocnbim 6e3 (nceBao)nepesomMoB Mbl
pekoMeHzyeMm Ha3HayaTb Tepanuio 6ypocymabom
(B NpyopuTeT Haj OTCYTCTBUEM Tepanunu)

[insa B3pocnbix ¢ (NceBjo)nepenomMamm Mol
npeanaraem oTaasaTb NPUOPUTET Tepanuu
6ypocyMaboMm Haj KOHCepBaTVBHbLIM SleHeHem

rocsie HacTyruieHus nuka yposHs 1,25(0OH)2D y mampenta MoxeT
Pa3BHUTHCS THIEPKATBIUYPUST WM THIEPKAIBIHEMHUsI. DTOMY
0COOEHHO TIOZIBEPKEHBI 6OJbHBIC c aBTOHOMHO
(YHKUMOHHMPYIONIEH — aJeHOMOW  MapalllUTOBHIHOW  IKENe3Hl,
M30BITOYHOE MOTPEOJICHHE KalbLUs TaKKEe MOXKET IPUBECTH K
Pa3BUTUIO BbI[Heyl'[OMleyTbIX COCTOﬂHHﬁ.

Jozer 90 w MeHee Mr 3a YeTHIpE HEOENH MOXET OBITh
HEJI0CTaTOYHO ISl TPUBECHHS YPOBHS CHIBOPOTOYHOro (ocdopa
B HOpMYy. HeKOTOpBIM maleHTaM Uil MOJJICPIKaHUSI YPOBHS
¢docdopa B HOpME HEOOXOIUMO Ha3HAYUTH MHBEKINIO Oypocymaba
Kaxzaple 2 Henenu. Tak, manueHTt Oyaer mpuHUMaTh Oosee 90 mr
mpemapaTa B MECSI; HA JAaHHBIA MOMEHT TaKOW PEeXKHM
JO3UPOBAHUSI HE COOTBETCTBYET YTBEP)KICHHBIM ITOKa3aHHUSIM.
JlpyruM mamueHTaMm JUisi  [OJICPYKAHUST HOPMAIIBHOTO YPOBHS
¢dochopa, HanpoTuB, MoTpedyeTcs MOHWKEHHas 103a Oypocymada.
IIpy Ha3HAYCHHH DPEKXMMa MPUMEHEHHs Ipernapara HeoOXOIuMO
YYUTHIBATh HH/MBH/yaJbHbIC OCOOCHHOCTH HALIMCHTA.

CylIecTBYIOT CBEACHHS, YTO OCJIOXKHEHUs, CBSI3aHHBIC C
THIEPIIapaTHPE030M, MEHEe PacHpOCTPAHEHBI CPEAd IAIHEHTOB,
MIPUHUMAIOIINX Oypocymab. Henasnee
HCCIIeOBaHWE — IOKa3ajo, dYTo Oypocymald  criocoOCTBOBA

KIIMHUYECKOC
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nonmwkenuto yposueit [TTI (52). JIokanbHbIE OCTIOKHEHHUS B MECTE
HWHBEKINH OOBIYHO KPaTKOBPEMEHHEI, OHH 0oJiee pacpoCTpaHEeHBI
cpenu JeTed, 4eM Cpeid B3pOCIBIX; B OONBIIMHCTBE CIIydaeB
MIPUOCTAHABIINBATH WM IPEKpaIIaTh JedeHHe HeT HeOOXOANMOCTH.
B Hawanme TepamMuM HEKOTOpbIE MAIMEHTHI  HCIHBITHIBAIOT
HETIOCTOSIHHYIO T'€HEepaIM30BaHHYIO KOCTHO-MBIIICYHYIO OOJIb.
Ipu otcyrcTBUM Tepamuu OypocymMabom mpuMmepHO 8% OONBHBIX
X-I'®OP cTpamaioT oT cHHAPOMa OECIIOKOHHBIX HOT, OJHAKO CPeIu
HalUeHTOB, IPUHUMAIOIINX OypocyMal, IPOLeHT moBbInactcs (4).

OpToneguyeckne xmpypruyeckne BmeLLaTeIbcTea
Xupyprudeckoe Bmemarensctso npu X-I'OP neobxommmo s
JICUCHHSI TIEPENOMOB W yCTpaHEHHUs aedopMauuii KOHEYHOCTEH.
[porpeccupyroniasi ocTeoMassAys W IOBBIIICHHAs Harpyska Ha
HIDKHHE KOHEYHOCTH C XPYIKHUMH U J1e(OpMHUPOBAHHBIMHI KOCTSIMU
CIIy)KaT OCHOBHBIMH HPUYMHAMHU OPTOIEANYECKUX 3a00JICBaHUMH.
Ha panHBIi MOMEHT BONpPOC O XHUPYPTUYECKOM YCTPaHEHUH
nedopMmalmii y B3pOCIHBIX MAlEHTOB MCCIENOBAICA TOJBKO Ha
MaJIeHBKOH BEIOOpKe, 6e3 KOHTpOJBHBIX Ipymil. CylecTByronue
CTaTbM  PEKOMEHAYIOT  HCIOJb30BAHHE B OCTEOTOMHH
HHTPaMEIy/USIPHOTO  OcTeocHHTe3a  (TH(TOB),  KOTOpBIi
obecrieunBaeT cTabWIbHYIO (DUKCAUIO MO BCEH UIMHE KOCTH; B
3TOM cily4ae KOCTh HE OyzeT IOBTOPHO JeOpMHUpOBAaThCS B
JI0JITOCPOYHOM HEpCIEKTUBE. JIro6oe XHUpypruueckoe
BMEIIATEIbCTBO JOJDKHO OOCYKIAThCS CO CIENHAIHCTaMH II0
MeTaboIM4eckuM 3a00eBaHMAM KOCTeH. 3aKuBIEHHE KoCTeil
MOCJIE XUPYPTUYECKUX BMEIIATENBCTB MIPOUCXOUT OBICTpEE, eClu
MAIMeHT paHee Tmpolen Kypc (apmakorepanuu (Oypocymabom
WM KOHCEPBAaTHBHBIMU TIperapaTamu). 1o 0buto nokazaHo B PKU,
KOTOpoe H3yJano JelicTBue Oypocymaba mpu mepeinomax (mo
ydacTHss B  KOTOPOM MHOrMe OOJbHBIE HPOUUIM  Kype
KOHCEPBATHBHOTO JieueHus) (4).

IIceBaonepenomsbl

Ha peHTreHOBCKOM CHHMKE IICEBIONEPETIOM MPOSBIACTCS B BUJE
CBETJIOH MSATKOTKAHHOW MOJIOCHI, PACIIONIOKEHHOH MOMEePeYHO K
JUIMHHUKY ~ Koctd.  IIlupuHa  THCEBIONEPEIOMOB  MOXET
BapbUPOBATLCS OT MIJUTUMETpa (M MeHee) 10 caHTuMeTpa (1 Ooee)
(96). Bauactyro OHH CIyXaT CHMITOMOM 3a00JEBAHUI KOCTHO-
MBILIEYHOH CHCTEMBI, B TOM 4HCIIe 3a00JIeBaHUI METabOINYECKOro
xapakTepa (HampuMmep, ocTeoMaisiunu). [lceBnomnepenoMsl Takxke
Ha3bIBalOT 30Hamu Jloosepa (97), crpeccoBeiMu mepenomamu (98)
HNJIn nepeiaomMamu, BBI3BAHHBIMHA OCTeOMaﬂﬂL{Meﬁ. Tepanl/m
Halle/leHa Ha JIGYCHHE IICEBJONEPETIOMOB M IIPEIOTBpAIICHUE
pasButus ocnoxHeHui. CyIecTByIOT BECOMBIC [[OKAa3aTelbCTBA B
HOAJEPKKY TOTo, 4To Oypocymad CIOCOOCTBYET 3a)KHUBICHHUIO
MEePEIOMOB U TICEBJIONEPENIOMOB (4), MOITOMY PEKOMEHIYeTCs
HayaTh TeEpamuio OypocyMaOoM, €Clid €CThb BEPOSTHOCTb, YTO
TICEBIONEPEIIOM MIePepacTeT B MOJHOLECHHBIN TEPEIOM HIIH MOXKET
BBI3BaTh CEphe3HyI0 AedopMmaruio. B ciyuae oTCyTCTBHS JOCTyIMa
K OypocymMal0y BO3MOXHO HCIIOJb30BaHHE KOHCEPBATHBHBIX
mpernapaToB,  OfHaKO  HMX  9GQEKTUBHOCT, B  JICYCHUH
TICEBJIONEPETIOMOB HE JIOKa3aHa. ECIM MOpaKeHHBIM y4acTOK
3HAYUTENBHO JeOPMUPOBAH WM MAIMEHT HCIBITHIBACT CHIBHYIO
6onb, KOTOPYIO  HEBO3MOXXHO  KYIHPOBaTh  MperapaTamu,
XUPYPrUYecKOe BMEIIATEIBCTBO MOXKET ObITh  HE0OXOIHUMO.
Jleuenne Kkak OOBIYHBIX IEPEIOMOB, TaK U IICEBIOIEPEIOMOB
MOXXET 3aHSTh JIONrO€ BpEMs, HE3aBUCUMO OT MPOBEACHUS
¢dapmakoreparuu: kak nokazano PKU, tomxpko 63% mnepenomon
OJIHOCTBIO 3aKMIU K 48-0ii Henene neuenus (52).

IIaTosornyeckue nepeaoMsbl

JledeHne HamIpaBlIeHO Ha 3aKHUBJICHHE MEPEIOMOB, YKpeEIJIeHHE
KOCTeHi M BOCCTaHOBIeHME HX CYyHKUMA. M3-3a HapymeHus
MHHEpAJIM3aH KOCTHAsI TKaHb MOXET OBITh MATKOH M XPYIKOH,
MO3TOMy  MHpH  Iepenome  (ukcarus  KOCTH — TBO3IIMHU
MIpeANoYTHTeNIbHee (DUKCAINN TUIACTHHAMU. B cirydae BEIIBIECHHS
CEpPbe3HOT0  MHOTOIUIOCKOCTHOTO — ITOBPEXICHUS  HeoOXoIuMa
KOHCYNbTAIUA TPYINbl CHenuamucToB-opTonenos. I[lo maHHBIM
PKU, 3axuBieHne BHIVMBIX Ha PEHTI€HOTpaMUECKUX CHHMKaX
NEPENIOMOB M TICEBJONEPETOMOB IPOUCXOAMIO OBICTpee, Koraa
GoapHBIM BBOIMICS Oypocymad (4). Hamr compoBOAWTENBHBIH
CHCTeMaTHUYECKUH 0030p Takke Mokasal, 4ro Oypocymab Ha 35%
apdextuBee (95% AU ot 22 mo 49) miane6o B JedeHHH
(ticeB0)iepenomos (95).

[pyrue optoneanyeckue onepauunm

[Ipu xocTHO-MBIMIEYHOH OOMM HEOOXOOUMO B TEPBYIO OYepenb
YCTaHOBUTH NPHUYNHY. B cilydae cephe3HOro mopakeHusi CycTaBoB
MOXeT IIOHAJOOWThCS apTpoIUiacTHKa. HenmaBHee wncciemoBaHHe
MoKasano, 4YTo y B3pociblx nauveHToB X-I'@P  yacto
COIIPOBOXIAeTCs 3a00JIeBaHUSIMU OIIOPHO-JIBUTaTEIEHOTO
amnmapara, IpHdeM HX AeOI0T MPOMCXOIWT B PAaHHEM BO3DPAcCTe;
apTPOILIACTHKa KOJICHHOTO M Ta300€IpeHHOro CcycTaBa HpH
octeoaptpute y 00mbHBIX X-I'OP MoxeT ObITh HEOOXOAUMA YKE B
30 mer.

CK0/1103 ¥ CTeHO3 03BOHOYHOI'0 KaHA/1a

IMareHTbl CO  CKOJMO30M JIOJDKHBI  PEryJISipHO —IPOXOAUTH
obcnenoBaHus. YcuieHHe OONM M Pa3BUTHE CKOJMOTHYECKOH
nedopMariy yKa3elBaeT Ha MPOTPECCHPOBAaHIE OOJIC3HHU.

X-'®P 4acto conpoBOXKAAETCS CTEHO30M IO3BOHOYHOTO
KaHalla; JUIsl ero JICUeHHUs MOXKET IOTPeOOBATHCS XHPYPrHYecKoe
BMmenratenscTBo (48). HeoOxomumo ciequth 3a BO3MOYKHBIMU
CHUMIITOMaMH HEBPOJIOTHYECKOH JTUCOYHKIMM W  MPOBOJIUTH
Jy4eBYI0  JUarHOCTHKY  II0O3BOHOYHHKA, 4TOOBI  BOBpEMs
OOHApYXXHUTh CIABICHHE CIHMHHOTO MO3Ta M HEPBHBIX KOPEIIKOB.
IIpn HEOOXOANMOCTH XMPYPrUYECKON JAEKOMIIPECCHU MPOBOANTCS
JTaMUHIKTOMHS WM apTPOJIe3 O3BOHKOB.

Mpynnbl noaaep»Kkn ans 60nbHbIX X-FrOP

I'pynner noguepskku (Hampumep, pecypest XLH-Network (https://
xlhnetwork.org/), Canadian XLH-Network (https://
canadianxlhnetwork.org/) u npyrue) conmpoBOXIarOT MAMEHTOB C
X-T®DP: KOHCYJIBTHPYIOT HX IIO BONPOCaM, CBS3aHHBIM C
MOTy4eHUEM METUIITHCKOH TIOMOIIIH, TIPEOCTABIAIOT
uHpopmanumio, kacaromrytocsi nedenuss X-I'OP y meamarpoB u
TEparneBTOB, a TAKKe IPeJIaraloT CTpaTteruu camonomorny. CTour
MOAYEPKHYTh BaXKHOCTh YCIYT IICHXOJOTHYECKOH moanepxku (99,
100). Ha nomo6HBIX miaaTdopMax MaueHThl MOTYT OOMEHHBAThHCS
ONBITOM W  pecypcaMu, MONy4aTh CONPOBOXKACHHE  IIpU
B3aMMOJICHCTBHUM C CHCTEMOH 3ApaBOOXpaHEHMs, a TakKxke

NPUHUMATh aKTUBHOC YJaCTHC B COOCTBEHHOM JICUEHHH.

BEPEMEHHOCTb U TPYAAHOE BCKAPMJ/INBAHUE

BepemeHHOCTb " npeas3a4YaTouHbIi nepvog,
(pekomeHgaumm no cucteme GRADE)

B npep3ayaToyHbli nepuos M BO Bpems bepemeHHOCTU
peEKOMEHAYEeTCA NPOBEAEHME CeaytoLmx obcnesoBaHU:
Mol npednazaem (cnabele peKkomMeHOAUUU, HU3Koe
Kayecmeo 0okazamesnscms)*
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1. [lpepocTaBnATb FeHETUYECKOE KOHCY/NbTUPOBAHUE U
mHdopmaumio O  HacnegoBaHunm  X-TOP  Bcem
JKEHLMHAM penpoayKTMBHOIO BO3pacTa, BKJkYan
NnoapOCTKOB

2. [oHOCUTb [0 CBEAEHUA KEHLWH pPenpoayKTUBHOIO
BO3pacTa, HanpaB/iEHHbIX HAa KOHCEPBATUBHOE JiIe4eHUe
wan  Tepanuio bypocymabom, 4YTO HeZoCTaTkKM W
NpPeMmyLLECTBA NPUMEHAEMbIX MPEMNapaToB eLle He 40
KOHLLA U3yYeHbI

B cnyyae HEeBPOJIOrMYECKOW HeJ0CTaTOYHOCTH:

3. HeobxogMmo npoBecTM OBWWMPHOE HEeBPOIOrMYEcKoe
obcneposaHue

Buoxummyeckue aHanu3bl:

4. AHanu3 Ha anbbyMWH-CKOPEKTUPOBAHHbLIA KanbLUi
WAN MOHU3UPOBAHHbIM KanbLUWM OAWH pa3 B TPUMECTP;
Ha CbIBOPOTOYHbIN KpeaTuHUH u pCKP oguH pas B
mecsL, ana YKEHLLUWH, HaxoaALmxca Ha
dapmakoTepanum; Ha ¢ochop B CbIBOPOTKE KPOBM KaK
MWHUMYM OOMH Pa3 Ha MPOTAXKEHUU 6epeMeHHOCTU
D151 BCEX XKEHLWMH

MpakTMKn, KoTopble HeobA3aTeNbHO NpPoOBOAUTL B

CTaHAAPTHOM NopsagKe (Ha ycmoTpeHue cneLuanucra):

5. TecT wectTMMnHyTHOM Xoab6bI (TLLX)

6. OueHKa KayecTBa KXU3HU

7. Y3U noyekK Ha BbifiBNEeHME HePpPOKabLMHO3A

*PeKOMeHZaUuMM Ha OCHOBE OMpOCa  K/JAMHUYECKOM
NPaKTUKW, pe3yibTaTbl KOTOPOro mMokasaau, 4to 80%
CNeLManNCTOB HAa3HAYaloT AAHHYIO KIMHUYECKYIO MPAKTUKY
80% nauneHTam npun nepsmyHom ocmotpe B 80% cayyasx.
A66peBunatypbl: TLUX, TecT WecTMMUHYTHOM X0abbbl; pCK®,
pacyeTHas CKOpOCTb KNy6ouKoBoM GunbTpaLmm.

PEKOMEHOALUWU NPU BEPEMEHHOCTU U TPYAHOM

BCKAPM/IMBAHWMW (6e3 yyeTa cuctembl GRADE)

IManean npeniaraer:

1. VYpoBHH Kanblus, CKOPEKTHPOBAHHOTO TO albOyMHUHY, H
ButamuHa D J0mWKHBI OBITH B HOPME B MpPeA3a4aTOYHbIN
[epuoA, BO BpeMs OEpeMEHHOCTH U MpPH  TIPYIHOM
BCKAPMJIMBAaHWU. B ciydae BBISBICHHS Y MAlMEHTKA
TPETHYHOTO  THMEPNapaTupeo3a  MOXET  [OHaZ0OHUTHCS
XHPYPTHYECKOEe BMENIATeNbCTBO (10 GepemeHHOCTH) (Ha
JTAHHBI MOMEHT 1IeIeBOM yPOBEHb CHIBOPOTOUHOTO (ocdopa
Ji1s1 OepEeMEHHBIX KEHIIUH HemBeCTeH).

2. Jlo GepeMeHHOCTH HEOOXOAMMO IMPOBECTH IMEPECMOTP BCEX
MEIULIMHCKUX MpernapaToB:

(&) Heobxomumo MIPEeKPaTUTh npueM THA3HIHBIX
JIYPETHKOB, MHTHOUTOPOB
AHTUOTEH3MHIIPEBPAILAIOIIEr 0 (depmenTa U

OJIOKaTOPOB PEIENITOPOB aHTHOTEeH3UHA | 1.

(b) He pekomeHayercss MNPHHUMATH  IMHAKAJIBIHHET
(mpemapar oTHOcuTcss K kareropun C  cornacHo
VhpaBieHHI0 MO0  KOHTPONIO Ka4yecTBa  IMHIIEBBIX
npoAykToB U JiekapctBeHHbIX cpencts CIIA (FDA)).
[penapat >¢dextuBen npu X-I'OP u runepnaparupeose,
omHako ero  moOouHele  3ddexkTel  BO  Bpems
OepeMEeHHOCTH M3YUCHEI He 10 KOHIIA.

(c) besomacHocTs  BBemeHHs Oypocymaba BO  BpeMs
OCpeMEHHOCTH W TPYAHOTO  BCKapMIIMBAaHUS  HE
YCTaHOBJIICHA, II0TOMY Ha [JaHHBII MOMEHT JaTh

Heobxoaumo

PEKOMEHAAIU N HCEBO3MO>KHO.

IIPOKOHCYJIETHPOBATh MAIUCHTKY 1o HOBOTY
BO3MO>KHBIX PHCKOB TEpaIuH.

3.  ®ocoarel HeoOxomumo mpuHHMate B Qopme 4-5 no3
©KETHEBHO, COBMECTHO C aKTHUBHBIM BHTamMuHOM D,
(kaJMBUMTPHON NPHHAMAETCS [OBAKIBI B JCHb B CBS3H C
KOPOTKHM TI€PHOIOM IOJYBBIBEJCHHS, aNb(haKalIbIHI0N —
pas3 B JICHB).

4. B cBsi3BU C yBeIWYCHHEM dHIOTeHHOU cexperun 1,25(0H)2D
BO BpeMsi OepeMeHHOCTH n03bl (ocdaroB n BuTammHa D
MOTyT OBITh CcHIDKeHBl. HeoOxomumo HaOmomath 3a
COCTOSIHMEM MalUeHTKH M KOPPEKTHUPOBATh 03y IIO
HEOOXOIUMOCTH.

5. MoHuTOpPUpOBaHHE KPOBSIHOTO  JaBICHHA ¥  JICUCHUE
THNEPTOHNH  JOJDKHO TIPOXOJUTH TMOCHEe KOHCYJBTAI[UN
THHEKoNora (1o W BO BpeMs OepemeHHOCTH). JleueHme
THIIEPTOHUH JIOJDKHO COOTBETCTBOBATH NPHHITHIM B CTpaHEe
MEMIUHCKHM PEKOMEH/IALHSM.

6. Ilpu BTOPMYHOM MM TPETHYHOM THIEpHAPATHPEO3E
HEo0X0MMO HaOJIFOJATh 33 YPOBHEM COPPEKTHPOBAHHOTO I10
arpOyMHHY  KaublMsd H  COOTBETCTBYIOIIMM  0Opa3oM
KOPPEKTHPOBATh 03y aKTUBHOTO BUTaMUHA D 1y1st Kopmsimumx
Marepeil, MOCKOJIbKY IOBBILICHHE TapaTHPEOUTHOTO TOPMOH-
poactBenHoro mporemHa (IITTpIl) moxer mnpuBecTH K
MIPOTPECCHPOBAHUIO THIIEPKATBIIEMHH.

7. HeoOxomumo TmpHBECTH YPOBEHb KOCTHOCHEIH(pHUIECKOH
menoyHoit docgaraser (xIIP) B HOpmy. Ilammentkam Bo
BpeMsi 6EpEMEHHOCTH PEKOMEHYeTCsl BKIIIOUaTh JOCTaTOYHOE
KOJIMYECTBO OOraToil KaJblMeM MHIIH B PALMOH, IIPHHHMATh
n00aBku ¢ BuTaMuHoM D.

8. HeoOxomumo cnemuth 3a ypoBHeM (ochopa B CBHIBOPOTKE
MJIaJIEHIIEB, poauBIIUXCs y MaTepel ¢ X-I'OP.

Ipeepasudapnas nooecomoska. JKeHIMHAM pPeNpPOIYKTHBHOTO
BO3pacTa HEOOXOJUMO TNPENOCTAaBUTh CBEICHHSI 110 IOBOIY
HacnenoBanus X-I'@P, a Takke BO3MOXHBIX OCIIOKHEHHI
OEepeMEHHOCTH  WIM  OCJIOXHEHHWH  Tepamud  BO  BpeMs
OepeMeHHOCTH. B03MOXXHO TreHeTHUECKOe KOHCYIbTUPOBAHHE W
MpeHaTadbHbIl CKpUHUHT Ha Hammune X-IT'OP (101). Tlo
noctynHocty mpu DKO MoXeT HCIoIb30BaThCss 0TOOP IMOPHOHOB.

Bepemennocmo u epyoHoe 6ckapmnusanue

®uznosiornyeckne u3MeHeHus. Bo Bpems GepeMEHHOCTH
KoHIeHTpanus (ochopa 1 KaJblys B OPraHU3Me H3MEHSETCS. DTH
M3MEHEHHs CBSI3aHBI C Pa3BUTHEM CKeJieTa IUIOJA U €ro POCTOM.
VccnenoBaHusi MOKa3ald, YTO HPH HOPMAJbHO IMPOTEKAaroIieit
OepeMeHHOCTH MPOUCXOUT MOBBILICHUE ypoBHe#
HapaTHPEOUIHOTO0 ropMoH-poacTBenHoro mportenna ([ITIpIl) u
1,25(OH)2D (102). TIo HEKOTOPHIM HCCIIEAOBAHUSAM, YPOBEHD
MKP®D/CK® Bo Bpemst OepemenHoctn He usmensiercs (103),
OJIHAKO [JPYTHE HCCIEOBAaHMS YKa3blBAlOT Ha IIOBBIIICHHE
MKP®/CK® B mepBom tpumectpe (104). Y 310pOBBIX KEHIIHH
ypoBeHb FGF23 Bo Bpemsi OepeMEHHOCTH HE M3MEHSETCs], OJJHAKO
9TOT TMOKa3aTelb HE H3ydaiucs y keHmuH ¢ X-T'®P (105). ¥V
naiueHTok ¢ X-I'OP  BblmeynomsHyTsle  (QH3HONIOrMYECKUE
WU3MCHEHHUSI MOTYT HOBJIMATH Ha ypoBeHb (hocopa B CHIBOPOTKE H,

BO3MOXHO, IPUBECTH K OCJIOKHEHHUSIM BO BpeMsI OEpEMEHHOCTH.

Jleuenue xeHmuH ¢ X-I'OP Bo Bpemsi OepeMeHHOCTH H
TPpyAHOro BckapmumBaHus. He cymiecTByeT 0JHO3Ha4uHBIX
JAHHBIX, Kacaromuxcs nedeHns X-I'OP B neproa GepemeHHOCTH U
ITPyJHOTO BCKapMIKMBaHMA. bonbllasg 4acTh AaHHBIX B3SATa U3
OMHUCAaHMH OTHENBHBIX KJIMHUYECKMX CIydaeB WIM Cepuil
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KIMHUYECKHX CliydaeB. Bo BpeMsi OEpeMEHHOCTH OIHOBPEMEHHO
HPOUCXOUT MOBBILICHHE YPOBHS KAJbLHsl B KPOBU M MOBBILICHHOE
BBIJICJICHHE KAJIBLMA C MOYOH, MO3TOMY HEOOXOAUMO MOCTOSHHO
Haburoath 3a nanuenTkamu (106).

JlaGopatopHble mHccleOBaHUS BO BpeMs OepeMEHHOCTH
HEOOXOMMMO TPOBOIUTH Kakasle 1-2 Mecsina. besomacHoCTh
npUMeHeHHs: Oypocymaba BO BpeMsi OEpeMEHHOCTH M TPYIHOTO
BCKapMJIMBaHUsA HE YCTAHOBJIEHA, MO3TOMY Ha JAaHHBIH MOMEHT
nath PEKOMEH AN HEBO3MOXKHO. Heobxommmo
[POKOHCYJIBTUPOBATh MAIUEHTKY 0 MOBOAY BO3MOXKHBIX PHCKOB
Tepamuu.

JlanHble, Kacaroluecs Croco0OB  poJOpa3pelleHHs,
HEOJHO3HAYHBI. B oTueTe 0 BegeHNHn 6EpEeMEHHOCTH U POAOB y 12
mareHToK ¢ X-I'OP (Bcero ommcano 22 pojaoB) ykazaHo 7
BarnHAJIBHBIX pOmoB (32%), B OCTambHBIX CIOy4asx ObBLIO
HeoOxomuMo  KecapeBo ceuenne (68%) (46). Bpuranckoe
KOTOPTHOE HcCleAoBaHne Ha BeIOOpke u3 18 skeHmuH ¢ X-I'OP
MOKa3aJI0 TOXOXKHE Pe3yJbTaThl: BarMHAIBHOE POAOPA3pELICHUE
nposoauiock B 8 u3 34 poaos (23,5%) (57). B To xe Bpewms
[ATCKOe HCClieoBaHne Ha Mmatepuane mnepuoga 1946-2006 rr.
MoKa3ajo, 4to Tojbpko 3 u3 25 xenmun ¢ X-I'OP (5 u3 36 pouos;
14%) npouutd Yepe3 KecapeBO CEYCHHE, TO €CTh pasHHIA CO
CpeHECTATHCTHYCCKIMH JKCHIMHAME He3HauuTebHa (23).

Jleyenue X-I'®P martepu u mnociaeacTBusi aas miaoga. Ha
JIaHHBI MOMEHT HEU3BECTHO, Kak jeueHue X-I'OP marepu Bnuser
Ha pasBuTHe Ooje3Hu y mioaa. B xoxe uccnenoBanuii Ha HYP-
Mbimrax (Mojenb X-I'®P) GbUIO BBIABICHO, YTO IWIOBI 0co0ei ¢ X-
I'OP umenn HOpMaibHBIH ypoBeHb (ocdopa B KPOBH, HECMOTPS
HAa HaIWYHe y MaTepuHCKoi ocobu rumodocdaremun (107). ITo-
BuauMoMy, TopMoH FGF23 He wrpaer poam B perysisiuuu
(bocthopHO-KaTbIIMEBOTO OOMEHa y TUTOJA: BIMSHUEC HAYUHACTCS
nocnie poxkaerust (108). TloarBepxaeHo, 4T0 6ypocyMab MPOXOIuT
Yyepe3 IUIALeHTY, OHAKO BIMSHHE Ipenapara Ha pa3BHUBAIOIINIICS
IUTOJ] HE BHONHE M3y4deHO. [ToCKOoNBKy M3BECTHO, UTO BO BpeMs
OepeMEHHOCTH MPOUCXOANT W3MEHEHHE MUHEpaTbHOTO OOMEHa,
NIPY Ha3HAYCHUH KOHCEPBATHBHOTO JIEUEHHSI HEOOXOIMMO CIIEANTD
32 OMOXMMHYECKUMH IIOKA3aTesIMH M OOMNM KIMHHYIECKHM
COCTOSIHMEM  OepeMeHHOH  JkeHIIMHBL.  Hekoropble  Bpaum
YMEHBIIAIOT 103y MpenaparoB s OepemenHbix maruenTok (109).

CTOMATOJION'MYECKUE OCNOXKHEHUA

NPODGUNAKTUKA CTOMATONOMMYECKMX OC/IOXKHEHWI (6e3

yyeTta cuctembl GRADE)

IManesas npeajaraer

1. Esxeromnslii oCMOTp Yy CTOMAaTojora Aajasl JAWarHOCTHKU
BO3MOXHBIX  HMH(EKIWA; TMpOBEACHHE MPOUeayp Ui
MpopMIAKTHKA ~ 3a00JeBaHUA  MApOJOHTa  (YacTOTHOCTB
3aBHUCHUT OT KOHKPETHOT'O CiIydasi).

2. Jlns CHWXEHHSA PUCKA Pa3BUTUS WH(PEKIUH W OCIOKHEHUHA
pEeKOMEHIyeTcsl Tepamusl akKTUBHBIM BuUTaMMHOM D u
¢doctharamu nim OypocyMmadboMm.

PEKOMEHZALWU ANA CTOMATO/10IOB

ITanean cuuTaeT HEOOXOAMMBIM:

1. TwarensHoe  KIMHUYECKOE W pEHTreHorpaduueckoe
obcnefioBaHre Ha TMyJIbIUT (HA HEr0 YKa3blBAE€T HAIMYHE
¢ucryn, abcueccoB, OOJNEBBIX ONIYINICHUI, OTEKOB H
BOCHAJCHHUH, MEPHANUKAIBHOTO MOPAXKEHHs, a TaKxKe
M3MEHEHUE [[BeTa 3y00B) M 3a00JICBaHHUS TTAPOOHTA.

2. Opromnantomorpaduio (CHUIMOK BEpXHEil M HIDKHEH 4elocTH
n 3y0OB) W/MIM  KOHYCHO-TYYeBYI0  KOMIIBIOTEPHYIO
TOMOTpaduio, Mo HEOOXOAUMOCTH — HX ITOBTOP.

3. IIpoxoskmeHHe TPEeXMECSYHOTO WM IIECTUMECSIHOTO Kypca
tepanun  (Oypocymabom wumm ¢dochataMu € aKTHBHBIM
ButamuHOM D) mepen mmmianTarmeit 3y0oB U mpofoDKeHHE
Tepanmuy B TEYCHHE KaK MHHUMYM 6 MecsIeB Iocie
MMIUTaHTAIUH.

OCNOXHEHHs, CBSI3aHHBIE C COCTOSHHEM 3YOOB, PacHpOCTPaHEHBI
cpenu manueHtoB ¢ X-I'OP (3, 49, 110). Cromarojoruadeckue
po0OJIeMbl 3HAYUTENBHO BIMSIOT HA KAyeCTBO JKH3HH OOJBHBIX
(111-113). Hemocraro4Hass MUHEpaIU3alys JACHTHHA TPUBOIUT K
4acTOMY BO3HHKHOBEHHIO MHGeKImil myiernsl 3y6os (114, 115).
Heratusuoe BiusiHne Ha mapomonT (3, 116, 117) mpusomur x
Pa3BUTHIO CIIOXHBIX 3a00JICBaHUI MapoJOHTa CPEIM MAlMCHTOB
pasHoro Bospacta (3, 118), a Takke paHHEMY pa3pyLICHHIO 3yOOB
(3, 110) u ocnoxHeHUSIM mocie 3yOHOM uMIutanTarmu (47).

Tpeoomepawerue u neverue CMOMAmMONOUECKUX 3a001e6aH U Y
nayuenmos ¢ X-I'@P. Ilauuentsl ¢ X-I'OP nommkHBI  peryaspHo
Habmoateest y cromatosiora (12, 24, 25); peKoMeHIyeTcs! IBaX bl
B TOA  MPOBOAUTH  NPODHIAKTUKY  CTOMATOJIOTMYECKHX
3a0osyeBaHuil, B TOM wumcie 3aboneBaHuil mapomoHta (24).
OKcHepThl PEKOMEHAYIOT MAlMEHTaM IPOXOIHUTh TPEXMECIYHBIH
WITH IIECTUMECSYHBIA KYpC TepaIuH Mepej UMILIaHTaluei 3y00B i
MPOAOJDKATH TEPAINHIO0 B TCUCHUEC KAK MUHUMYM 6 MECSILEB M0CIe
umrutantanmn - (24, 119, 120). Ilo HEOOXOAMMOCTH MOMKET
noTpeboBathCsi  IEpHAlMKaibHAas, [MPUKYCHas, [aHOpaMHas
peHTreHorpadus  W/WIM  KOHYCHO-Jy4eBas  KOMIBIOTEpHAs
tomorpadus (24, 121-123); Bo3MoxHbI aHOManiK npukyca (124).
dapmakoTeparnus JOJDKHA HPOXOAWTh 3apaHee, [0 Hadvaia
OPTOOHTHUYECKOTO JICYCHHMSI.

Cpasnenue spghexma 08yx 6u008 mepanuu HA pazeumue
cmomamonozuveckux 3abonesanuii npu X-I'©OP. CrnenoBaHue
pEKOMEHJAIMsIM Bpaya M paHHEE Hayajlo KOHCEPBATUBHOTO
JIeYEHHsI CIIOCOOCTBYET YIyUIIEHUIO COCTOSHIUS JACHTHHA, a TaKKe,
M0 HEKOTOPBHIM [aHHBIM, MuHepanu3auuu mementa (3, 114),
YMEHBIIEHHUIO YaCTOTHOCTH 3yOHBIX MH(MEKIUI 1 MEHee TSHKEIoMY
mporekaHuro 3aboneBanmit mapomonta (3, 49, 114, 125).
CpaBHeHHIO 3()()EKTOB KOHCEPBATHBHOTO JICUCHHUS W TEpanuH
OypocymMaboM Ha pa3BHTHE CTOMATOJIOTHUYECKHX 3a00JieBaHHN Y
nanueHToB ¢ X-I'OP MocCBALIEHO HENOCTATOYHOE KOJMYECTBO
uccnenosanuii. Henasuee PKU Ha BhIOOpKE B3POCIBIX MAIUCHTOB
MIPHUIIUIO K BBIBOIY O TOM, YTO Teparnusi 0ypocyMaboM He BIHSET Ha
YaCTOTHOCTh  BO3HHMKHOBEHHsS  abcueccoB. OIHAKO  CTOMT
VYUTBIBaTh,  4TO  oOLeHka  d3¢p¢exra  Oypocymaba  Ha
CTOMATOJIOTMYECKHH CTaTyc TalueHTa He ObUla BKIIIOYCHA B
HCCJEIOBAaHWE B KayeCTBE KJIMHUYECKOH KOHEYHOW TOYKH,
MMOSTOMY pPe3yJbTaThl HCCIEAOBaHHMS HeoxHo3Haunel (4). B
TeyeHue 24 Hemenb MCCIENOBaHUSA cpead 68 MaIMeHTOB,
nony4aBmmx Oypocymalb, abcuece obpaszoBancs y 9 (13,2%); B
rpyme miane6o aberece obpasosancs y 5 u3 66 (7,6%). Benercs
paboTa Haj MOTyYeHHEM JaHHEIX B 00JIee JOITOCPOYHOM MEPHOIE.

NECPNEKTUBbI AANNbHEMLLMUX UCCNEAOBAHUN

Cy1iecTByeT MHOKECTBO BOIIPOCOB, CBSI3aHHBIX C H3yYeHHEM
cumnromatukn X-I'OP u paszpaborkoil 3ddexTrBHOM Tepanuw,
KOTOpBIE HEOOXOMMO 3aTPOHYTh B OyAyIIUX HMccienoBaHusaX. Ha
JAHHBIM MOMEHT HESICHO, Kakue cUMNTOMBI X-I'"®P BO3HUKAIOT U3-
3a runodochareMur U Kakue CYIICCTBYIOT HE3aBUCHMO OT Hee.
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HeoOxonuMo TImaTensHee HCCIIENOBATh ITOCIEACTBHS MyTallUd
notepu ¢ynknuu reHa PHEX u moBemmeHHoN cexperu dakropa
pocra ¢ubpobmactoB 23. AKTHBHO H3YYarOTCSl BOMPOCHI O
MOJIEKYJSIDHBIX ~ MeXaHW3Max B3ammopeiictBus PHEX, ero
cyoctpara u FGF23, raybune (u3HOMOrHYECKHX MOCICACTBHIA
9THX TPOIECCOB. BayKHO yCTaHOBUTH, MOXKET JIM JIONTOBPEMEHHOE
HHrHOMpoBaHNe W30BITOYHOH akTMBHOCTH FGF23 mpuBectn x
HOPMAJIM3AMH THCTOMOP(OMETPUYECKUX I1apaMEeTPOB KOCTHOM
TKaHM, IIOCKOJIBKY IO IaHHBIM HCCIIEOBaHMH Ha TAIHMCHTaXx,
KOTOPBIM B TEYEHHE IoJa BBOAWIMCH HHBEKIHH Oypocymada,
COCTOSIHME KOCTHOHW TKAaHH YIydIIaeTcs, HO He HOpMAalu3yeTcs
noaHOCThI0 (35). HensydeHHBIME OCTAIOTCSI BOIPOCHI 3THOJIOTHH
apTpUTa W OHTE30NIATHUM, BO3SMOXHOIO HX JICYCHHSA W
mpenoTBpameHus nyreM uHruOuposanus FGF23. He mo konma
SICHBI TIEPCIIEKTHBBI JICYCHHS! CTOMATOJOTHYECKHX 3a00JIeBaHUI,
MOTEPH CIIyXa, KPaHHOCTEHO3a W CBS3aHHBIX C HUM IOPaKCHHH
LEHTPaJIbHOW HEpBHOU crcTeMbl. [laHHBIC 0 OpemMeHH 3a00JeBaHus,
BEPOSITHO, HE MOJHOCTHIO OTPAXKAIOT PeaibHbIe MOCIEACTBHS IS
ManueHTa — HeoOXOJUMO MONYy4YHTh Oojiee TOYHBIE pacyeThl
HoKa3aTelied  KayecTBa  JKU3HM, OLECHHTb  OKOHOMHYECKHUE
TIOCJIENICTBYS JUTsl OONBHBIX, HE MPOLIENINX Tepamnnio. IIocKoIbKy
OBLTO BBISABIICHO, YTO OOBIYHO CHMITOMBI yCYT'YONSIOTCA K KOHILY
28-1HeBHOTO Kypca JiedeHus 0ypocyMaboM, akTyaJIbHBIM OCTAEeTCs
BOIIPOC MOAOOpa ONTUMANBHOM CXeMBl JICYeHWs M pacdera
HUHTEPBAJIOB MEXAY BBEICHHEM IIpemapara. TakuM o0pasom,
Metoaukn jedeHus X-I'OP y B3pocibx manueHToB HEoOXOIUMO
COBEPLICHCTBOBATH U Jaliee.

BbiBoAabl

JlanHpIe  pekOMeHanuu ObuIM  pa3paboTaHBl Ha  OCHOBE
CHCTeMaTHUeCKUX  0030pOB  JIUTEpaTyphl,  JI0Ka3aTeNlbCTB,
mpomeammx omeHky mo cucreMe GRADE, m xoHceHCyca cpenu
BEIYUIMX MEXIYHAPOJIHBIX JKCIEPTOB, 3aHUMaromuxcs X-I'OP.
PexoMenpanuu oTHOCATCA K AMAarHoctuke u jedeHuto X-I'OP y
B3pOC/IBIX ManueHTOB. X-I'OP  BBI3BIBAET  OCIIOKHEHUS B
pa3IMYHBIX CHCTEMaX OpPraHOB, BKJIOYass KOCTHO-MBIIICYHYIO H
HEPBHYIO CHCTEMBI, OKa3blBae€T BIMSHHE Ha 3yOBI, IIOUKH,
NapaTUPEOUIHYIO KeJle3y U 3peHue O0ojbHOro. J[ns mocraHOBKU

JIMaTHO3a M OLCHKU TSDKECTH CHMIITOMOB TpeOYeTCsl THIaTeIbHOE
KIMHUYecKoe oOcnenoBanue. llepex NpHHATHEM pemIeHUH O
Pa3INYHBIX (bapMaKoIOrHYeCcKHuX u XHUPYPIUYECKUX
BMENIATeIbCTBAX TpeOyeTcs KOHCYJIbTallUs M COBMECTHas pabora
CIICLMAJIICTOB B Pa3IUYHBIX obnactsax ME/MIMHBL
KoncepBaruBHoe nedeHue ¢ocdatamu U BuTammHOM D
CIIOCOOCTBYET MHHEpaNU3allid KOCTHOM TKAaHH; €CTb OCHOBAHHUS
I10J1arath, 4YTO OHO TaKXKE CIIOCOOCTBYET 3a)KMBJICHHUIO NEPETOMOB,
MIPEIOTBPAICHUIO U JEYEHHIO CTOMATOJOTHUECKUX OCIIOKHEHHH.
K OCIOXHEHWSM, CBA3aHHBIM C NPHEMOM KOHCEPBaTHBHBIX
IIpenapaTos, OTHOCSTCS BTOPHUYHBII " TPETHYHBII
THIEPIapaTupeos3, HepPOKATBIUHO3 U MPOOIEMBI C pabOTOi MOUeK.
ITo HEKOTOPHIM JaHHBIM, PHCK pPAa3BHTHSA THIIEpIapaTHpeo3a
YMEHBIIAeTCsI B CIydae IpuUMeHeHHs Oypocymaba. Ilpnm
OOHApyKEHHH CEphE3HOTO CKOJIM03a, CTEHO3a I03BOHOYHOIO
KaHaJla WIM HPOTPECcCHPYIOIIEro 3a00JIeBaHUs CYCTaBOB MOXKET
moTpedOBaThCs XUPYPTUUECKoe BMemaTenscTBo. s  Oonee
3¢ $EKTUBHOTO pe3yabTaTa JICUCHHS nepen TFOOBIM
XHPYPTUUECKAM BMENIATEIbCTBOM PEKOMEHIYETCS HPOUTH Kype
¢dapmakoreparun (OypocymadboM wimu (ocdaraMud ¢ BHTAMHHOM
D).

Bo Bpemst OepeMEHHOCTH M TPYIHOTO BCKApPMIIMBaHUS
pekoMeHayeTcsl HaOJIofaTh 3a COCTOSIHMEM IIAllMeHTKH W IIpH
KOPPEKTUPOBATh 103y
KoHcepBaTHBHOE JICYCHHE, MO-BHANMOMY, HE HMMEET CEpbhe3HbBIX
10604YHBIX 3()(HEeKTOB, OJJHAKO HEKOTOPHIE BPaYl YMEHBIIAIOT 103y

HEO0OXOUMOCTH npenaparosB.

IpenapaToB AJ1s1 OepeMEHHBIX MalUeHTOK.

UccnenoBanuss mokasain, 4YTo Oypocymab crocoOGCTByeT
3@KHUBICHUIO  (TICEBIO)IIEPETIOMOB, TMOITOMY TMalWeHTaM C
COOTBETCTBYIOLIMMH CHMIITOMaMH MBI PEKOMEHIyeM NPUMCHCHHUE
Oypocymaba BMECTO OTCYTCTBHsI JieUe€HHs (CHUIIbHAS PEKOMEHIALINS)
U BMECTO NPHMEHEHHS] KOHCEPBATHUBHBIX MpENapaToB (yCIOBHAs
pPEKOMEHJIaIMs Ha OCHOBE CHUCTEeMaTH4ecKHX 0030poB). JlaHHBIE
PEKOMEHJIALMKA MOTYT OBITh CKOPPEKTHPOBAHBI M HCIPABICHBI B
Oymymem, mo Mepe m3ydeHHs X-I'OP u HakorureHuWs ormbita
KIMHAYECKON TPAKTUKM JMAarHOCTMKA W JICUEHHS] JaHHOTO
3a00JIeBaHMS.



