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ITenp CoBera sKcHepToOB — OGCYKIEHUE COBpPE-
MEHHBIX IIOJXOJOB K [JUArHOCTHUKE U JIEUEHUIO
mereii ¢ X-CIeNJIeHHBIM JOMHHAHTHBIM THIIO-
dbocharemuueckum paxurom (X-I'@P), BKIOUaa
IIpUMeHeHNe NaTOTeHEeTWUEeCKOoil Tepamuu Oypocy-
maboM.

3agaun:

1. PagpaborarTs onTUMaJbHBIN HTOAXOM K Aua-
raoctuke X-I'OP Ha OoCHOBe COBPEMEHHBIX MEMKIY-
HapOAHBIX PEKOMEHJAIlluil II0 BeNeHUIO MaHHOM
TPYIIBI TAIEHTOB;

2. OmpezmenuTh ONTUMAJbHBIE KPUTEPUU
BbBIOOpA MaTOTEHETUUYECKOH Tepamuu Oypocyma-
0oM y TaAIMEeHTOB C YCTAHOBJEHHBIM AUATHO30M
X-I'dP;

3. PaspaboraTh aaropuTm oreHKU 3OGHeKTUB-
HOCTU IIPOBOAVMMOM IIaTOT€HETUYECKON Tepanuu
O0ypocymabom y marumeHToB ¢ X-I'DP.

22 nmexabpa 2023 r. cocrossoch 3acelaHUe
CoBeTa OKCIIEPTOB, IIOCBAIIEHHOE BOIIPOCAM JHAa-
THOCTUKU U JieueHHsA mnanuedToB ¢ X-I'OP B
Poccuu.

T'unodgocharemuueckuii paxut (I'PP), panee
M3BEeCTHBIH Kak (ochar-guaber mam BUTaMUH-D-
PEBUCTEHTHBIN PaXWUT, 5TO TEHETHUUYEeCKU TeTe-
poreHHasd rpynna 3abojeBaHUI, XapaKTepuUsylo-
muxcA HapyIIeHueM MUHePaIul3aluu KOCTHOM
TKAaHU U APYTUMU IIOJIMOPTaHHBIMU OCJIOKHEHUSI-
MU BCJIEICTBUE IIOBBIIIIEHHOTO BBIBeJeHU:A ocdo-
pa ¢ mouoit [1-3].

Hawu6osee pacpocTpaHeHHOI HACJIeACTBEHHOMN
dopmoii I'dP saBasgerca X-CIeNJIeHHBI JTOMHU-
HauTHBIE ['@P (X-T'®P), acconumpoBaHHBINA C
myranuamu B reie PHEX. Iledertsl rena PHEX
ABJIAIOTCA NPUYMHON THUIEPHPOAYKIINU (PaKTopa
pocra ¢Gubpodbaacrop 23 (PPDP23) B opraHmsme,
KOTOPHIII B CBOIO OYEepeAb HaPYIaeT IIPOIIECC
peabcopbiiu pocdaToB B IMOUEUHBIX KaHaAIbIIaX U
CHM)KAEeT CUHTE3 KaJIbIIUTPHOJIa, B COBOKYITHOCTU
STU IIPOIECCHI NMPUBOAAT K Pa3BUTHIO rumepdoc-
darypuu u runodocharemunu. X-I'P — 310 Xpo-
HUYECKOe IIPOTrPEecCUpPyIoIllee MYJbTUCUCTEMHOE
3aboJsieBaHUe, IJIA KOTOPOTO XapaKTepHAa paHHAA
mauupecramusa (B Bo3pacre 1-2 jer). HawubGousee
APKUMU KJIWHUUYECKUMU nIposaBiaeHuaMu X-I'OP
ABJAIOTCA paxXUTHUUecKue medopMamuu ckKejera,
3aZiep’KKa pocra mocje 1 roma, HapyIlIeHUe MOXO/-
KU, MBIIIIeUHasd TUIOTOHUA, 00U B CycTaBax u
KOCTAX, 3y0OUeJIOCTHBIE abCIlecChl, BO B3POCJIOM
BO3pacTe — HU3KOPOCJIOCTh, XPOHUUECKUIT 00JIeBOi
CUHJPOM, IICEBIONIEPEJOMEI, TYTOIOJBUKHOCTH
cycraBoB u ap. [1-3].

Pacnpocrparnennocts X-I'OP, o ganHbIM €BpO-
mefcKUX aBTOPOB, ormeHuBaerca kKax 1:20 000
[2—-5]. Ouenka npegBapuUTEILHOTO pacueTa Ha OCHO-
Be 9TUX U AeMorpaduuecKUX TaHHBIX ITOKA3bIBAeT,

uyTo ekerogHo B Poccum poskmaiorcs oxoso 60
nereit ¢ X-I'DP, a Bcero B cTpaHe mJaHHOe 3a00JieBa-
Hre umeoT okoso 6000—-7000 uenosex [6].

BenencTBue cxoiKecTu KJIMHUYECKOW KapTH-
HBI Pas3JIWYHBIX (DOPM paxmTa, a TaKiKe HUIKOU
ocBemoMaeHHOCTH Bpaueit o X-I'®P, B GOJBIITHH-
CTBE CJIyYaeB BEPHBIA AMArHO3 yCTaHABJIMUBAETCS
mo3gHo [3], UTO SBASETCS OCHOBHOIN HNPUUYUHON
Pa3BUTUSA TAMKEJIBIX OCJIOKHEHUN — BBIPAKEHHBIX
nedopManuil HUMKHUX KOHEUHOCTEN UM HU3KOPOC-
Jgoctu. Jna mTpenynpeskgeHUs WHBAJIUAUSAI[UN
namuenTa ¢ X-I'dPP KiaoueBoe 3HaUueHUE KMEIOT
paHHSA TOCTAHOBKA AMArHO3a W BHIOOP aJeKBaT-
HOII TAKTUKU JIEUEHUS.

Hduarnocruka

Ha ocHOBaHUU MEXAYHAPOJHBIX KINHUUYECKUX
PEeKOMEHIAIUN clIeAyeT IPUAEPKUBATHCA CIETYIO-
IIero aJropuTMa obCJIeJOBaHUA IAIlMeHTa C II0O-
3penueM Ha X-I'@P [3]:

— moapoOHOe KJMHUUYECKOe oOcaenoBaHuUe,
BKJIIOUAs IOATBEP)KIEeHNEe NIPUBHAKOB paxXuTa
(a UMeHHO: paxXuUTHUecKHe medopMaliuy CKejera),
3aZIep’KKU POCTa, MPU3HAKOB IOpakeHuA 3y060B, a
TaKKe MPU3HAKOB KPAaHMOCHUHOCTO3a U/UJIU IIOBBI-
IIIEHHOT0 BHYTPUUYEPEITHOTO NaBJICHUS;

— PEHTTeHOJIOTUYeCKas OIleHKa MIJsd IUarHO-
CTUKU U OIPeHeJIeHUA TAKECTU PaXUTa U OCTEO-
MaJAIUN;

— OWOXMMMUYECKUWEe aHaJu3bl, BKJIOUASd YPO-
BeHb (ochopa B CHIBOPOTKE KPOBU, KaJbIUA,
miesouHOM (hocdharassl, MapaTUPEOUTHOTO T'OPMO-
Ha, 25(0H) Buramuua D u KpeaTuHUHA, a TaKKe
YPOBHA KaJabIud, pochopa ¥ KpeaTHHUHA B MOUe
(pasoBas mopIUA) IJA pacuera COOTHOIIEHUA MaK-
cuUMaJbHOU peabcopbiuu @QochaTta B ITOUEUHBIX
KaHaJbIlaX OTHOCUTEJBHO CKOPOCTU KJIYOOUKOBOI
dunprpamuu (MKP®/CK®) u cooTHOIIEHUA KaJb-
nusa/KpeaTuauHa B Moue [3]. BakHO OoTMeETHTB,
4YTO KOHIeHTanua ¢ocdopa B KPOBU 3aBUCUT OT
Bo3pacTta m moJia (Tabx. 1). OmHako jabopaTopuu
He BCerJla HCIIOJIB3YIOT BO3PACTHBHIE ped)epPeHCHBIE
uHTepBaJbl docdopa, YTO MOIKET CIOCOOCTBOBATH
no3aHel uiy HeIPaBUJILHOU IIOCTAHOBKEe NUAarHo3a
[7]. B pamkax auddepeHINATLHON AUATHOCTUKU
PEKOMEHJIOBAHO MCKJIIOUUTL HECEJIEKTUBHYIO IIOTE-
pio dochaToB MOUEUHLIMH KaHAJIblIaMu (IIPEAIo-
Jaraollylo Hajauyue cuHApoMa PaHKOHU) TyTeM
aHaJIM3a OTKJIOHEHWI OT HOPMBI YPOBHEH OUKap-
0oHaTa, aMWHOKWCJOT, TJIIOKO3bI U/WJIU IIOTEPU
MOYEBOI KMCJIOTHI B MOYe, a TaKyKe HU3KOMOJIEKY-
JApHOU mporemHypuu. [nsa cuaapoma DPaHKOHU
XapaKTepHO coueTaHue rumodochareMuu ¢ MeTa-
00IMYECKUM aIlMJ030M, TUIOKAJIUueMUeu, II0JIu-
ypueii, paxuToM U 3aJlePKKOI (PUIUUIECKOT0 pas-
BuTHus. AnuMmeHTapHBIN paxur u X-I'P unorzma



Tabruua 1

Pedepencurie unrepBaisl Gocdopa KpoBu y 3M0POBBIX JeTeil B 3aBUCUMOCTH OT I10Jia U Bo3pacra®
(amantupoBano u3 Adeli K. et al. [20] nxa Roche Modular P)

Bos PedepencHrie nHTEpBaAJBI 0051 AeBoYeK, | PedepeHcHbIe MHTEPBAJBI NI MAJLUYNKOB,
pact
MMOJIb /JI MMOJIb/JI
0-15 gmeit 1,82-3,45 1,82-3,45
15 gueii—1 rop 1,55—-2,76 1,55-2,76
1-5 mer 1,39-2,21 1,39-2,21
5-13 ser 1,33-1,94 1,33-1,94
13-16 et 1,02-1,81 1,14-2,01
16-19 et 0,95-1,63 0,95-1,63

*B saBucuMocTH OT Habopa peareHTOB, pedepeHCHbIE 3HAUEHUSA MOI'YT OTJINYATHCH.

COIIyTCTBYIOT IPYT APYIrY, IIOATOMY y IIAI[ME€HTOB,
Y KOTOPBIX HM3HAYAJIBHO MMEJIOCh II0OJO3PEeHMEe Ha
paxuT, BHI3BAHHBLIN geduuTOM BUTaMuHA D wmim
KaJbIIUs, CJeIyeT PacCMaTpPUBATL BePOSTHOCTH
X-T'®P, eciu mocje IPUMEHEHUS COOTBETCTBYIO-
e Tepanum He HabJOmaeTcsa yaydrieHusd [3].

Kauanueckuii pumaruos X-I'OP pexomeH-
IyeTcs IOATBEPAUTH IIPU IIOMOIIM MOJIEKYJISIP-
HO-TeHeTHYeCcKoro mcciaemoBanusa rena PHEX.
HccaenoBanne MOKeT OBITH IIPOBEAEHO C MCI0JIb30-
BaHMEM CeKBeHHMpoBaHUs o CoHrepy uUam Taprer-
HOT'O BBICOKOIIPOM3BOAUTEILHOIO CEKBEHHPOBAHUS
(BIIC). Cnenyer MOMHUTBL, YTO IPU CEKBEHHPOBA-
Huu 1o Coearepy m BIIC He MoryTr OBITH JEeTEKTH-
POBAHBI IIPOTSAMKEHHBIE TI'eTEPOSUTOTHBIE HeJIeI[UHU
¥ OYILUIAKAIAU, [I09TOMY [JIs IIOMCKA TAKUX H3Me-
HeHHNI MOKa3aHo IIpoBeleHre anaausa reia PHEX
C KCIIOJIb30BAHUEM MYJIbTUILIEKCHOM aMILIn(puKa-
Uy JaurupoBaHHBIX 30HZOB (MLPA — Multiplex
Ligation-dependent Probe Amplification) wamu
XPOMOCOMHOTO MUKpoMaTpuuHoro ananusa (XMA)
9K30HHOI'0 ypOBHA. IIpM momo3peHuMH HAa MHTPOH-
HbIe MYyTalli¥ MOYKeT OBbITH IIPOBEIEHO IIOJIHOre-
HOMHOe cekBeHupoBaumue [8]. K peaixum mpuumaam
X-T'®P oTHOCATCS MOCT3UTOTHBIE MYTAIlUU B I'eHe
PHEX, KoTOopble MOTYT OBITH IEeTEKTHUPOBAHBI C
nomotbio BIIC ¢ 6oibItioii rayOnHON IMOKPBITHUA.
Ecau He ObLIO 00HAPY!KEHO HATOT€HHBLIX BapHUaH-
ToB B reHe PHEX, pekoMeHIyeTCA PacCMOTPETh
IpyTrue IPUYMHBI HACJEACTBEHHOW WU IIpuobpe-
TeHHOU runmodocharemun [3] (Tabua. 2).

Tepanus

B HacrosIiiee BpemMA s JeUEHUS IMAIMEHTOB
¢ X-I'®P nmpumeHSIOTCA HECKOJBKO cxeM: 1) Tpa-
IUIMOHHAA: TepopasibHbIe IperapaThl HEOPTaHU-
yeckux docdaror (20—60 mMr/Kr/cyr) B coueTaHuu
C aKTUBHBIMU MeTabosuTamu BuTamMuHa D (anbda-
Kaapmuaos 1 MKr/cyT uam Kaapiurpuoa 0,5 MKr/
cyT); 2) maToreHeTMYecKasd TepammudA: Ipermapar Ha
OCHOBE MOHOKJIOHAJLHBIX aHTUTEeN K ®PPPD23 [3].

IIpemapar Bypocymab — peKoOMOMHaHTHOE
YyeJIOBEUEeCKOEe MOHOKJIOHAJBHOE AaHTUTEJO KJac-
ca IgG;, KoTOpOe CBA3BIBaETCA C DPeIenTOpaMu K
DOPP23 u mHrubupyer ero m30BITOUHYIO aKTHUB-
HOCTh, B pesyJbTaTe uero obOmeH @docdopa B
opranmsMe BoccTaHaBauBaercsa [3, 9]. B Hacro-

dAlllee BpeMsi IIpelaparT He 3aperucTpupoBaH B
Poccuiickoit ®@enepaiiuu.

Bypocymab mMeer perucTpaiiioHHOE YIOCTOBE-
peHUe B CIeAYIOIUX CTpaHax: a) B EBpomeiickom
Corose (European Medicines Agency, EMA) nua
geuenus X-I'OP y gereil um TOAPOCTKOB B BO3-
pacte or 1 mo 17 Jjer ¢ pPEHTTreHOJOTUUYECKU-
MU TOpusHakKaMu 3a00JeBaHUS KOCTel, a TaKiKe
Yy B3pPOCIBIX; i JeueHuss DPOPD23-cBsazaHHONI
runodochareMru IPU OINYyXOJb-UHIAYIIMTPOBAHHOMI
ocreomasanuu (OUO), cBasanHoil ¢ GochaTypu-
YECKUMM ME3eHXHMAJIbHBIMU OIIYXOJSMHU, KOTO-
pble HEe MOr'YT OBITh XHUPYPIUUYECKU yTAJEHBI WU
JIOKAJIM30BaHbl y [eTefl W IIOAPOCTKOB B BO3-
pacre or 1 mo 17 jer m y Bapocaeix [10]; b) B
Coenunennbix Illtarax Amepuru (U.S. Food and
Drug Administration, FDA) mua neuenuss X-I'OP
y B3POCJBIX U JeTeil B BoapacTe oT 6 MecsIleB u
crapime; mas JedeHusa PPP23-cBsa3aHHOII THIIO-
docparemun npu OUO, cBasanHOou ¢ (ochaTypu-
YECKUMM ME3€HXHMAJIbHBIMU OIIYXOJSMHU, KOTO-
pble HEe MOr'YT OBITh XHUPYPIUUYECKU yTAJEHBI WU
JIOKAJIM30BaHbl y B3POCJIBIX M JeTeill B Bospacre
2 jert u crapire [11]; ¢) B Amonuu (Pharmaceuticals
and Medical Devices Agency, PMDA) mpu Bcex
DOPDP23-cBsi3aHHBIX runodochaTeMUUECKUX Paxu-
Tax/ocreomansaiuu [12].

YuureiBas, uTo 6ypocyMad B HaCTOsAIIee BpeMs
He 3aperucTPUPOBaH Ha Teppuropuu PoccuiicKoit
denepanuu, ero HasHauenue namuentam ¢ X-I'dP
OCYIIECTBJISIETCA KOHCUJINYMOM Bpauel demepainb-
HBIX IIEHTPOB B COOTBETCTBHUU C €BPOIEHCKOI
WHCTPYKI[MEH: PeKOMEeHIOBaHHAsI CTAPTOBAsA 1034
y meteii oT 1 roga um mMOAPOCTKOB A0 17 JjieT cocTas-
aser 0,8 mr/kr maccel Tena 1 pa3 B 14 gHeii, mpu
HEOOXOIMMOCTH KOPPEKIMU O3Bl WCIIOJIb3yeTCs
pacuer c¢ marom *+0,4 Mr/Kr A0 MaKCHUMAaJIbHOM
mosel 2 mr/Kr (Ho He Gosee 90 mr); B BO3pacTte
crapire 18 jger y mamueHToB ¢ X-I'@P pexomewn-
IOBAaHHBIN pacyeT M03bI cocTaBiadgeT 1 Mr/Kr (HO
He 6osiee 90 Mr) ¢ mHTEpBAJIOM BBeJgeHUs 1 pas B
28 mueit [10]. B mporecce o6cy:KaeHUS OBLIO MOJ-
YEePKHYTO, UTO OOeclieueHUe ITaI[MeHTOB IEeTCKOIO
Bospacta ¢ X-I'®©P mpemapatom Oypocymab ocy-
IIECTBJISIETCSA 3a cueT cpencTB PoHAA MOAAEPIKKU
IeTell ¢ TSKEeJbIMU KU3HEYTPOMKAIIUMU U XPO-
HUYECKUMU 3a00JIeBAHUSIMHU, B TOM UYHCJIE€ PEIKU-




Tabauua 2

Huddepennuansaaa nuarsoctuka runodocharemuu (agantuporano us Florenzano P. et al. [21])

docdop,| Ca, | Ca, |IITT, 25(0H)D,| 1,25(0H)2D, MKP® /| ®PD23*%,
Ll KPOBB ’ KPOBB Moq’a lcpon;, KPOBB 1 KPOBBH ’ CRoD KPOBB CK®

AnnmMeHTapHbIE

Hedunur dochopa nium

MaIbabCcopoI I 1 LN, NN N 7, N 1 I, N N

Hedunur BuTamMuHa D 1 LN|[I,N| 17 ! I, N I, N ! N
OHIOKPUHHBIE

IlepBuuHBIHA rUIEpPIAPaTIPEO3 [ | [ 1 [ 1, N [ 1, N [ N [ 7 [ | [ i) [ N/J
Hedporennsie

Cungpom PaHKOHU, IMCTUHOS,

6osnesub [eHnTa u ap. ! N TN N N N ! LN W

JIpyrue npuoOpeTeHHbIEe 3a00JI€BAHU S
Onyxoab-UHAYIIUPOBaHHAA
OCTEeOMAaJIAI U ! N LN N N I, N ! T, N N
T'unodocharemuueckuii paxur

DPD-23-omocpeOBaHHBIN

Myranun B renax: PHEX, DMPI,

FGF23, GNAS, HRAS, FGFRI1 l N [|,N|T,N N I, N l 1 N

u ap.

DPD23-HezaBUCUMBII

I'®P ¢ runepransumypueit

(myramuu B rene SLC34A3) ! TN 1 LN N T ! LN N

N — HOpMaJbHBIN; 7 — MOBBIIIEHHBIN; 111 — OYEeHb BBICOKUIl; | — HUBKUIM.

“UccaenoBanne ®PD23 BrinonusaeTcs, ecau focrymnso. PPPD23 — gpaxrop pocra pudpodiaacTo 23; I'PP — runodocharemuyeckuit
paxut; Ca — ransnuit; IITT — maparropmosn; 25(0H)D — 25-ruapokcuransuudepos; 1,25(0H)2D — 1,25-guruapokcusuraMua D
(xanbrurpuon); MKP®/CK® — oTHOIIEHVE MaKCUMAaJbHON KaHAJIbIEBOI peabcopbruu (ocdaToB K CKOPOCTU KIYOOUKOBOU (DUIIB-

rpanun; CK® — cKOpocTh KJIYyOGOUKOBOU (hUIBTPALUN.

mu (ophamabiMu) 3aboneBanuamMu «Kpyr Hobpa»
COTJIACHO YTBEPKIeHHBIM OKciepTHbBIM CoBeToM
®onga xkpurepuam [13]:

Hetu ot 0—6 mec. 10 18 JieT ¢ reHETUYECKHU TIOA-
TBEPKAEHHBIM Auarto3omM X-I'®P (T.e. ¢ HaIuumem
myTauuu B reie PHEX) u ¢ HaJIW4YueM OJHOTO WJIN
HECKOJIBKUX U3 CJenyoIuX Kpurepues [13]:

1) BLIpa)keHHBIE PaAXUTUUYECKNE U3MEHEeHUSI
KOCTHO TKaHu (MHAEKC TsaKecTu paxuTa RSS
>1,5 6amnoB);

2) HemepeHOCHMMOCTh Tepamuu IIpernapaTamu
dochopa AN HEBO3MOYKHOCTL YBeJIWUYEHUA TO3bI
npenapaTtoB ¢ocdopa;

3) Hamuuue TUIEPKAILIUYPUN, HEePPOKATb-
IIUHO3a;

4) BBIPa’KEHHBIN 060J€BO
MBIIIIeUHASA TUIOTOHUS.

CoBeToM JKCIEPTOB OBLIU IPEATOKEHBI Bapu-
aHThl ucmoiab3oBanua mKana BAIIl (Busyaabmo-
Amnanorosas Illkana) 1 WOMAC (Western Ontario
and McMaster Universities Osteoarthritis Index)
C IIeJIbI0 00'bEKTUBU3AIUY OLIEHKY 00JIN y IalleH-
TOB ¢ X-I'DP.

ITo umToram oO6Cy:KIeHUA OSKCIEePTaAMU ObLIN
chopMUPOBaHBl CJIEAYIONINE PEKOMEHAAIUU II0
BBIOODY OJHOI M3 CXe€M KOHCEPBATHMBHOTO JIEUEHUS
nanueHToB ¢ X-I'OP u npenioskeHbI KpUTepUU
orneHKU 3G (GEeKTUBHOCTU Tepanuu OypocyMaboM:

1. OcHoBBIBasiCL Ha [OOKasaTeJIbHON 0Oaae,
MEKAYHAPOLHON NMpaKTUKe M OIBITe IPUMEHEHUS
6ypocymaba B P®, mpemapaT MOKeT IMPUMEHSATH-
cd B KauecTBe Tepaluu IepBOW MU BTOpPO# (T.e.

CUHAPOM WJIN

nocye mpuMeHeHUA (ocdaToB) JUHUM Y IAIlEH-
TOB C YCTAHOBJEHHBLIM auarfHozom X-I'OP coruac-
HO MHCTPYKIMU II0 MEIUIIMHCKOMY IIPUMEHEHUIO
npenapara. Ilpu HasHaueHUu Gypocymaba B Iepu-
Ol OKUIAHUA IIOCTABKM IIpelmapaTra II0KasaHo
IpUMeHeHNe TPaAUIMOHHONM Tepaluy IIpenapara-
mu ¢ochopHoro Oydepa B pacuerHoil mose 20—
60 Mr/Kr B cOUETAHUU C AaKTUBHBIMHU MeTaboJInTa-
Mu BuTtaMuHa D;

2. Pemrenne o HasHaueHUU Tepamuu OypocCy-
MaboM IIOCJie NOCTHIKEHUsS IallMeHTOM KOHEYHOTO
pocta (3aKpbBITUS 30H POCTA) MOJIMKHO TIPUHU-
MaThbCAd HA OCHOBAHUU OIEHKHU TSIKECTH TEeUeHUS
3a00JieBaHUsA M PUCKA PA3BUTUS OCJIOKHEHUH WU
HaJIUYusA y HMalueHTa yKe UMEIIINXCS OCJIOKHE-
Huil 3a60JeBaHUA/paHee IIPOBOAMMOTO JIEUEHUA;

3. Tlommep:kaHue HEIPEPHIBHOCTU JEUEHUSA
UrpaeT KJIIUEeBYI0 POJIb B JOCTHUIKEHUU OIMTUMAJD-
HBIX PE3yJIbTATOB TEPAINU U YJIYUIIEeHNN KauecTBa
skusHu narueHToB ¢ X-I'PP. C yueToM TeKyIIux
oco0eHHOCTelH obecmeueHus OypocyMaboM IIalueH-
TOB JeTckoro Bospacta ¢ X-I'OP B P® B Hacro-
dilee BpeMs TpeOdyeTcss OCYIIEeCTBJIATL pacuer
MOTPeOHOCTH B Ipelapare Ha AJIUTEIbHBINA IIePUOL
Bpemenu (mo 12 mecsamen). Takum obGpasom, mpu
oopMIeHNN BpaueOHOTO KOHCUJIWYyMa MAJS IIep-
BMYHOIO IIAI[MEHTa HeOOXOAUMMO YUWTBIBATEL, UTO
B IIEPBBIHA rof Tepamuu OypocyMaboM g03a MOXKET
ObITh yBesnueHa mo 1,6 Mr/Kr, ocoOGeHHO y ImaIu-
€HTOB C TSKEeJbIM TeueHueM 3a00JieBaHUA;

4. Ona omTUMHU3AIUU pacueTa TI'OJOBOI
moTpedHOCTH (PIaKOHOB Oypocymaba u C IIEJIBIO




Tabruua 3

Pacuer moTrpedHOCTH Oypocymaba Ha 12 MecsIleB B 3aBUCHMOCTH OT Beca MEPBUYHOTO MalmeHTa*

Jdo3upoBka, Mr/Kr @DIaKoHBI HA TOJ C YYETOM KOPPEKIUU

Bec, kr 08 | 1,2 | 1,6 2 (draxonbI trakoHsI raxonsl

032, MI' HA OTHO BBeJEHHE C OKPYIJI€HHEM 10 mr/ma 20 mr/ma 30 mr/ma

xo oamekaymux 10 mr [10]

o 12 10 10 20 20 2 25 0
13-15 10 20 20 30 2 25 0
16-17 10 20 30 30 25 25 0
18 10 20 30 40 2 2 23
19-20 20 20 30 40 0 4 23
21 20 30 30 40 0 2 25
22 20 30 40 40 0 52 0
23-27 20 30 40 50 0 52 0
28 20 30 40 60 0 52 0
29 20 30 50 60 0 25 25
30-31 20 40 50 60 0 29 23
32 30 40 50 60 0 27 25
33-34 30 40 50 70 0 27 25
35—-37 30 40 60 70 0 4 48
38-40 30 50 60 80 0 2 50
41-42 30 50 70 80 0 48 27
43 30 50 70 90 0 48 27
44-45 40 50 70 90 0 52 25
46 40 60 70 90 0 50 27
47-53 40 60 80 90 0 27 50
54 40 60 90 90 0 4 73
55-56 40 70 90 90 0 8 71
57-62 50 70 90 90 0 6 73
63-68 50 80 90 90 0 4 75
69-70 60 80 90 90 0 2 77
71-81 60 90 90 90 0 0 79
82-93 70 90 90 90 0 4 77
94-106 80 90 90 90 0 2 79
Boimre 107 90 90 90 90 0 0 81

“*JlaHHBIA pacyeT NPUMEHUM TOJIBKO AJA marueHToB ¢ X-I'@P, KoTopbIM BIepBble Ha3HAUAETCA Tepalusa IperapaToM Oypocymad
CO CTapTOBOM A0O3UPOBKU (LIOLLEPIKUBAIOIIAA 1034 KOTOPHIX ellle He OIpe/esieHa) C [eIbi0 IPOTHO3UPOBAHNSA IOTPEOHOCTH BO (Ia-
KOHaxX Ha 12 MecsAleB U [Jisd NPeJOTBPAIEHUs IIePEPLIBOB B TEPAINU.

IpenoTBPAIlleHUA IIePePLIBOB B Tepanmuu MpemJia-
raeM JJis IAIlMEeHTOB, KOTOPHIM BIIEpBbI€ Ha3Ha-
yaeTcs Tepanus O0ypocyMaboM, MCIIOJIb30BATH CJIe-
IYIOIIYI0 CXeMy pacueTa /JO3bI IIpemapara Ha
12 mecsAleB, ¢ y4eTOM BO3MOYKHOI'O YBeJINYEHUS
O3BI IJ1 MOCTHKeHus HopMmodochaTeMun (B COOT-
BETCTBUU C WHCTPYKIMEN II0 NPUMEHEHWI0) U
C yYeTOM IpeJIoJiaraeMoro YyBeJIWYeHUs Beca
narnueHTa: craproBada mosa 0,8 mr/kr 1 pas B 14
IHei, co 2-ro Mecslla TepaluHr O03a MOKeT OBLITh
yBenuuena go 1,2 mr/Kr, ¢ 3-ro mecsia — 10
1,6 mr/kr [10] (Taba. 3). Ecau umeercsa usauinex
mperapaTa, BO3MOJKHA ero Iepeajpecanus perJia-
MEHTUPOBAHHBIM IMMOPSAAKOM [IJA APYTOTO IaIueH-
Ta. BMecTe ¢ 3TMM B KajKJOM cJydae Bpau BIIpaBe
CaMOCTOSATEJIbHO MPUHUMATH PeIlleHUe II0 PacueTy
O3Bl IIpelapaTa, UCXOAA M3 KJIUHUYECKON CUTY-
alnuu U COOCTBEHHOTO ONBITA, OPUEHTHPYACH Ha
WHCTPYKIINIO IO IPUMEHEHUIO IIpernapara;

5. Ilpum wumabamogeHuu namueHToB ¢ X-I'OP
IS OIEHKM WUX COCTOSHUA OBLIO TIPEIIOoKeHO
OIIEHWBATH aJalITUPOBAHHBIE M3 MEXKIYHAPOIHBIX

pekomeHmanuii [3] mokasaresnu, IpPUBENeHHBIE B
TabJa. 4;

6. Ha ocHoBaHUU MEXIYHAPOTSHOT'O U JOKAaJb-
HOTO OIIbITa IIPUMeHeHusA Oypocymalda y mamueHToB
¢ X-I'PP gna omenxu >PPEKTUBHOCTH Tepanuu
PEKOMEHZ0OBAHO WCIIOJb30BaTh HA0ODP KJIUMHUKO-
J1abopaTOPHBIX U PEHTTEHOJIOTUYECKUX TAHHBIX, a
TaKyKe UX 3HaAUeHUud, olpenesdamoIlnue 3pPeKTus-
HOCTBH ITpoBoauMO# Tepanuu [14] (Taba. 5);

7. Ilpu Koppekiuu n03bI Oypocymada peKo-
MEHIYEeTCS CTPEeMUTHCSA K [JOCTUIKEHUIO HUKHeN
TPaHUIIBI HOPMBI YPOBHA (pocopa B KPOBU C yue-
TOM IT0JIa M Bo3pacrta mamuenTa [10];

8. Ilpu HemoCcTHM)KeHHHM IIAIIMEHTOM HA MaK-
CUMAaJIbHOW pacueTHOUW mo3e Oypocymaba 2 Mr/Kr
(Ho He Oosee 90 Mr) HMIKHEN TPAHUIILI HOPMBI
(dochopa KpoBU A KOHKPETHOTO II0JIa X BO3pac-
Ta BBIBOJ 00 3(hPEeKTUBHOCTHU JIEUEHUSI HeoOXOIMMO
JIeJaTh Ha OCHOBAHUU COBOKYITHOCTHY CJIEAYIOIITAX
MaHHBIX: YJy4YIlleHre OOINEero COCTOAHUA IalmueHTa
(yBesnmueHue (U3WUECKON aKTHUBHOCTU, CHUKEHUE
BBIPAYKEHHOCTU 00JII1), IIOBLIIIeHE YPOBHS (ocdo-




Tabauua 4

CBoaHbie TaHHBIE, MCIIOJB3YIOIINECd IJS OLeHKH COCTOSHUSA MAIUEHTOB IeTCKOro Bozpacra ¢ X-I'®P,
MOJIyYalomux Tepanuio 6ypocymadom (amantupoBano us3 Haffner D. et al. [3])

O6caemoBanue

0—18 ger

YacToTa BU3UTOB MAIMEHTA K CICIHATIUCTY
0 MECTY JKUTEeJIbCTBA

1-2 pasa B mecdIl (0 HOCTUIKEHUSA ONTUMAJIbHOMN
03Bl mpemapara), gajee 1 pas B 1-2 mecsra

Poct

o mocTmikeHUsI KOHEYHOTO POCTA:
1 pas B 6 mecseB (Ho He peke 1 pasa B 12 mec.)

Bec

1 pas B 3—6 mecsIieB

OKpY’KHOCTH I'0JIOBBI U (hopMa uepena

1 pa3 B 12 mecsanes (0—5er)

OreHKa TAMKeCTH paxura 1o miaise RSS

He pexxe 1 pas B 12 mecanes
(Ipu OTKPBITHIX 30HAX POCTA)

YpoBeHb (ocdopa B CHIBOPOTKE KPOBU (HATOIIAK),
MMOJb/JI

1 pas B 14—-28 gueit (B mepuoj moadopa ONTUMAILHOM
Io3bl), najee 1 pa3 B 2—3 MecsdAlla UJIU TOCJIE
KOPPEeKIINM M03bI IIpemapara

AxrtusHocTh III® B chIBOpOTKE KpoBU, Em/i

1 pas B 3 mecAna

VYposeus IITT' B cbIBOPOTKE KpPOBU, IIT/MJI

1 pas B 3—6 mecsAres

YpoBeHb KpeaTHHUHA B CHIBOPOTKE KPOBU, MKMOJb/JI

1 pas B 3—6 mecsIieB

YpoBeHB 00IIIETr0 KaJbIUs B CHIBOPOTKE KPOBU,
MMOJb/JI

1 pas B 3—6 mecsres

Vposeus 25(0OH)D B CHIBOPOTKE KPOBU

1 pas B 6—12 mecsies

MakcumyM KaHaJbIleBO# peabcopbiiuu (ochaTos
K CK® (MKP®/CK® unmu TmP/GFR)

1 pas B 3—6 MmecsaneB

CooTHoOIIIEHNE KaJIbINi/KPEeaTUHUH
B Pas30BOM MOPIUYM MOUK

1 pas B 3—6 mecAnen

CkesieTHO-MbINTeuHass Gyuriuda, 6MWT

1 pa3 B 12 mecsanes (mocJse 5 jet)

Opromnenuuyeckoe obcIeoBaHNe

1 pa3 B roi mpu HAJIUYUU 3HAYUTEIHHOMN
nedopmanuyu HOT

KouTposb B (hefepajbHOM IEHTPE

1 pas B 12 mecsies

RSS — Rickets Severity Score — mkana ouenku tsisxectu paxura; IIID — menounas pocdarasa; IITT — maparropmon; 25(0H)D —
25-runpoxcuraibiudepos; MEP®/CK® — oTHOIeHNMEe MaKCUMaJIbHOU KaHAJBIEBOM peabcopOiuuu (ocdaToB K CKOPOCTU KJIyOOU-

KoBoil punbrpanun; 6MWT — TecTt 6-MUHYTHOI XOABOBI.

pa B CBIBOPOTKE KPOBU B CPaBHEHUU C UCXOIHBIM
3HAUEHWEM, CHIKeHUe WV HOPMAJIU3AIUA YPOBHSA
miesouHoi gocharasel (IIIP) B KpoBU, CHUKEHUE
BBIPDAXEHHOCTH PAXUTHUUYECKUX U3MeHeHU IIpu
OIleHKe ¢ mcmoJib3oBaHueM IIIKaIbl TIKeCTH paxu-
ta (Rickets Severity Score, RSS) [14] (Taba. 5);

9. Hapsany ¢ ypoBHeM Gocdopa KPOBU OTHUM
W3 BaJKHEUINNX KPUTEPUeB, Ha OCHOBAHUU KOTO-
POT0 BO3MOXKHO CZIeJIaTh BBIBOJ 00 3()(HeKTUBHOCTHU
JIeUeHUs, ABJAETCA OIeHKA PEHTTEeHOJOTMYECKUX
OpoABJEHUN paxmuTa ¢ ucmnosibzopanueM IIIxamsr
rasxectu paxura (Rickets Severity Score, RSS) B
Tepuo i pocTa maiuenTa (40 3aKPBITUSA 30H POCTa),
B CBA3W C UeM TpeOyeTcs IIpOBeleHNe O0ydYeHUs
IaHHO MeTOoAWKe U ee IMHUPOKOe BHeApeHUWe B
IPaKTUKY AeTCKUX Bpauei [15-17];

10. YuuTsiBasg Ba’KHOCTb IOJYUYEHUS DKCIIEPT-
HOM OIIEHKUW COCTOSHUSA IallUeHTa, TeUueHus 3a00-
JeBaHUs, OIEeHKU 3(PpPeKTUBHOCTH U 6€30IIaCHOCTH
POBOAMMOII Tepanuu, PEKOMEHIOBAHO He pelKe,
yem 1 pa3 B 12 mecsAreB IpoBOAUTL oOcaeTO0BaHUE
nanmueHToB ¢ X-I'OP B (QenmepanbHBIX MeIUIIUH-
CKUX YUPEKIEHUAX, 00JaJaf0ITNX OOJBIITUM OIIBI-
TOM BeJeHUA ﬂaHHOfI TPYIIIBI IIAIITME€HTOB.

3akaouyeHue

IKCIepThl CHeJaJi BBIBOL O HEOOXOIMMOCTH
IIPOBEJEeHNsI CHCTEMHOro o00pasoBaHWsI Bpauel,

NPUHUMAIOIINUX yYacThe B HAOJIONeHUU IalueH-
T0B ¢ X-I'©P, a mmenHno mnpoexeHme Illxon mo
TOBBIMIIEHUIO0 OCBEJOMJIEHHOCTH O 3a00JeBaHUU U
nH(GOPMHUPOBATH JeYallnx Bpauell o Ioaxodax K
MOHUTODPUHTY 3(D(EeKTUBHOCTU IIPOBOAUMOI Tepa-
nouu, B T.4. Ipu nmomornu IIKaibl TAXKECTH paxura
(Rickets Severity Score, RSS) [15—-1T7].

VYuureiBagd MYJbTUAUCIUILINHAPHBIN ITOAXO
B BeJleHUU manueHToB ¢ X-I'OP, mexayHapoaHbIN
ONBIT ¥ TOABUBIIYIOCA BO3MOYKHOCTH IIPUMEHE-
HUS TIaTOTeHeTHWUYecKou Tepanuu B P® [2, 3, 14,
18, 19], skcmepThl PEKOMEHIOBAJIW BHIPAOOTATH
eIUHBIA AJTOPUTM JUATHOCTUKU W JIEUEHUS MaIH-
eHTOB ¢ X-I'®P B BuIe co3maHUs HAITMOHAJIBHBIX
KJIMHUYECKUX PpPEKOMEHJaIluil/PyKOBOACTBA IO
BeIeHUIO IannueHToB ¢ X-I'PP.

C 1mesbi0 OIEHKM PACIPOCTPaHEHHOCTH 3abo-
JIeBaHUA, CO3JaHUA MOJIHOTO IIOPTPETA ITalleHTa C
NaHHOU IIaTOJIOTHMEN W MaJbHEHWIIIero MOHUTOPUHTA
3G GEeKTUBHOCTY U 0€30TaCHOCTU PA3JIUUYHBIX CXEM
Tepanuu, a TaKyKe MJIA OIeHKHW COIMaJIbHO-3KO-
HOMUYECKUX 3aTpaT, TpebyeTcsa cO3qaHME HAIIHO-
HaJIbHOTO peecTpa marnueHToB ¢ X-I'OP.

Bxnad aemopos: 6ce asmopuvl 6 pa6HOU CMeENneHU 6HeCLU
c60il 6KLA0 6 PYKONUCb, DACCMOMPeNU ee OKOHUAMEeNbHbLil
eapuanm u 0anu cozaacue Ha NYOLUKAYUIN.

<Duuaucuposanue: 8ce asmopbvl 3aA8UlU 00 omcymcmsuu
@unancosoit noddeprru npu nodzomosxe aAHHOU PYKONUCU.




Tabruua 5

Kpurepuu ouenku 3¢ deKTUBHOCTH NMaTOT€HeTHYECKOH Tepanuu 0ypocymadom npu X-I'®OP

ITapameTpst

Kpurepmuii ahdpexTuBHOCTH

JacToTa OlEHKH KommenTapuit

HOpPMBI A Bospacta [10]
®ochop B ceiBopoTke |IIpu HemocTUIKeHUHM HA J03€

KPOBH HATOIIAK,

HocTu:xkeHre HUKHEH TPaHUIIbI

oypocymaba 2 mr/Kr (Ho He OoJiee

IIpy MHUIMATIUY TEPATUN WU
KOPPEKIINHU [03bI Ipernapara
CJIeZIOBATh YaCTOTEe OLEHKN

1 pas B 3 mec.
p ¢docdopa B CEIBOPOTKE KPOBU

HaTOIaK, Ex/n

MMOJIb/JT 90 mr) Kkpurepuem 3OHEKTUBHOCTU COTYIACHO MHOTPYEIEY 0
OyaeT MOBBINIEHWE YPOBHA (pocdhopa
OPUMEHEHUIO IIpernapar
Ha 30% oT mcxogHoro sHauvenus [14] PUMEHEHNIO IpeniapaTa
VYposens 1P

B npepenax pedepeHCHBIX 3HAUEHUH

1 pas B 3 mec.

Maxkcumym
KaHaJIbIIeBOI
peabcopbiuu docdaros | >0,84 mmousn/a [14]
K CK® (MKP®/CKD
i TmP/GFR)

OLeHUTH KPpUTEPUH

10 MHULAALAN TePAIINn
6ypocymabom

B cinyuae, eciu manueHTy
ObLIM HAa3HAYEHBI IIpPerapaThl
docdopa, omeaurs MKP®/CK®D
uepes 7 AHeI IOCJe UX OTMEHBI
W 00 MHUIIHAIIUY TePalnu
6ypocymabom

1 pas
B 3—6 mec.

CkopocTthb pocra,
cM/Tof,

YBesnuueHVe B CpPAaBHEHUU
C TIPEABIAYIUM 3HaAUECHUEM

1 pa3 B 12 mec.

Ol1eHKA TAMKECTHU
paxuTa mo mkajiae RSS

CHu)xkeHre mokKasaTeys Ha 1 0aja

Heobxoxnmumo npoBoguTh
CpaBHEHUE C IIoKasaTeseM

1 pas B 12 mec.| RSS Ha MomeHT cTapra Tepanun
OypocymaboM MJau

C IPeABIAYIUM 3HAYEHUEM

RSS — Rickets Severity Score — mikasa ouenku tamxectu paxura; I[P — menounas docharaza; MKPD/CKD — oTHOIIEHNE MaK-
CUMAaJbHOI KaHAJIbIeBOI peabcopbiium ¢ocdaToB K CKOPOCTH KJIYOOUKOBOI (DUIBTPAIIUU.

Kongnruxm unmepecos: 6ce asmopul 3aa6uny 06 omeym-
cmeuu KOHKYPUPYou,ux uHmepecos.

IIpumeuwanue uzdamensa: OOO «Ileduampusn» ocmaemcs
HelUmpanbHblM 6 OMHOWEHUU OPUCOUKYUOHHBLX NpemeH3ull
Ha OnyOAUKOBAHHbLE MAMEPUALb. U UHCMUMYYUOHALbHLLY
npuradnexcHocmeil.
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