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Ilens CoBera sKcmepToB — OOCYXKJEHUE COBpE-
MEeHHBIX IIOAXOJOB K JAWATHOCTUKE U JI€YEHUIO
nereir ¢ X-CHENJIEHHBIM JOMHHAHTHBIM THIIO-
docharemuyeckum paxurom (X-I'®P), BrIOUas
IpUMeHeHHe IaTOreHeTHYecKoi Tepamuu Oypocy-
MaboM.

3agauu:

1. PagpaboTaTh ONTUMAaJNbHBEIA IOAXOA K AHA-
rHocTuKe X-I'@P Ha 0OCHOBE COBPEMEHHBIX MEXKAY-
HApPOJHBIX PEKOMEHJAUWHA II0 BEJEHHWIO JaHHOU
TPyl TAIHeHTOB;

2. OnpemenuTs ONTUMAJbHBEIE KDPUTEPUH
BbIOOpa IIaTOTeHeTHYeCKO# Tepanuu Oypocyma-
60M y DAIWEeHTOB C YCTAHOBJIEHHBIM JIUATHO30M
X-T'DP;

3. Pasgpaborars asroputr™m omeHKH d3hGHEKTUB-
HOCTH IIPOBOAWMOM IIATOTEHETHYECKON Tepanuu
6ypocymabom y manueHToB ¢ X-I'DP.

22 pexabpsa 2023 r. cocrosijoch 3acelaHuUe
CoBera DKCIEPTOB, IIOCBAIIEHHOE BOIpOCAM JAHUa-
THOCTHKH M JIeYeHHUs nanueHToB ¢ X-I'®P B
Poccuu.

T'unodocharemuyeckuit paxur (I'®P), panee
M3BECTHBIA KakK (ochar-auaber wiam BuUTaMHUH-D-
PE3UCTEHTHBIA PaxXUT, — JTO I'eHEeTUYEeCKU TreTe-
poreHHas rpynmna 3aboJieBaHUM, XapaKTepu3yio-
muxcsd HapyIIleHWeM MHUHepaJIu3alid KOCTHOMU
TKaHU U JPYTUMHU IOJHOPTraHHBIMYU OCJIOYKHEHUS-
MU BCJIE[ICTBHE IIOBBIIIEHHOI'O BBIBeJEHUS (ocdo-
pa ¢ mouoit [1-3].

HawuGoisiee pacupocTpaHEeHHOM HACIeJCTBEHHOMK
dopmoit I'dP saBasierca X-CHeNJIeHHBIA JOMU-
HaHTHHIA I'®P (X-I'®P), acconuupoBaHHBIA C
mytranuamMu B rene PHEX. JledhexTsl rena PHEX
ABIAIOTCA NPUYWHOM TI'UIEPHIPOAYKIUM (daKTOpa
pocra ¢ubpodnactoB 23 (DPPP23) B opranusme,
KOTOPBIA B CBOIO OYepeAh HapyIIaeT IpoIece
peabcopbnuu (ochaToB B MOUEUHBIX KaHANbIAX U
CHVJKAeT CHUHTEe3 KaJbIUTPHUOJA, B COBOKYIIHOCTHU
9TH IpPOIECCHl IPUBOAAT K Pa3BUTHIO rumepdoc-
¢arypuu u runopocharemuun. X-I'®P — sT0 Xpo-
HUYECKOe IIporpeccUupyiomiee MyJIbTUCHUCTEMHOE
3aboyieBaHMe, AJsI KOTOPOTO XapaKTepHA DaHHAS
maHudecranus (B Bo3pacre 1-2 jyer). HawmbGomee
APKUMYU KJIUHUYECKUMU npoaBieHusMu X-I'OP
ABISIOTCA PpaxWTHUYecKue AedopManum CKejera,
3aJilep:KKa pocra nocye 1 roja, HapylieHUe IIOXOJA-
KU, MBIIIEYHAs] TUIOTOHHA, GOJIM B cycTaBax u
KOCTSIX, 3y0OuesiocTHBIE abciecchl, BO B3POCJIOM
BO3pacTe — HU3KOPOCJIOCTh, XPOHUYECKHUI 00JIeBOM
CHUHIPOM, IICeBAOIEPEeJSIOMbI, TYrOMOJBUKHOCTH
cycraBoB u ap. [1-3].

Pacnpocrpanensocts X-I'@P, no gaHHBIM €BpoO-
HeCKUX aBTOpOB, oleHuBaerca kKak 1:20 000
[2—5]. Ouenka mpeaBapUTEILHOIO pacyeTa Ha OCHO-
Be 9THX W JeMorpaduyecKUX HAAaHHBIX IOKa3bIBAeT,
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uTo eykerogHOo B Poccum pokjgaiorcs okono 60
nmereit ¢ X-I'@P, a Bcero B cTpaHe fanHoe 3abosieBa-
Hue uMeioT okosio 6000—7000 uesoBex [6].

BenencrBue C€X0MKeCTH KIMHHUYECKON KapTH-
HBl Pa3JUYHBIX (DOPM paxuTa, a TaKKe HUBKOM
ocBeioMmJeHHOCTH Bpayeir o X-I'®P, B GoabIiunH-
CTBE CJIy4aeB BEPHBIA JUATHO3 YCTAHABIUBAETCS
mo3aHo [3], 4TO ABIAETCS OCHOBHOM NIPUYMHOMN
Pa3BUTHUS TSAMKEJBIX OCIOXKHEHUN — BBIPA’KEHHBIX
medopManuii HUKHUX KOHEYHOCTEM M HU3KOPOC-
goctu. A TpenynpeXJeHWs WHBAJIUAAIANNNA
nanuenta ¢ X-I'®P kiioueBoe 3HAUEHHE HMMEIOT
PaHHAS [IOCTAHOBKA AWArHO3a M BEIOOD aJleKBaT-
HOUM TaKTHKH JIEYEHUS.

JluarHocTuka

Ha ocHOBaHMM MeXXJYHAPOAHBIX KJINHHYECKHX
PEKOMeHJanui clIefyeT NPULAEPKUBATHCA CIeLYI0-
IIero ajJaropuTMa oOcjefoBaHUS IANUEHTa C IOJO-
spenueM Ha X-I'©®P [3]:

— mnoxpobHOe KJMHHWYECKOe o0OciegoBaHUe,
BKJIIOYAs INOATBEp)KJEeHUEe IPUBHAKOB paxuTa
(a UMEHHO: paxuTH4YecKHe AedopMamuu CKejeTa),
3a/epP’KKU POCTa, IPU3HAKOB IIOPaKeHUs 3y6OB, a
TaK)Ke IPU3HAKOB KPAHUOCHHOCTO3a M /MUY IIOBBI-
IIIEHHOT'0 BHYTPUYEPEIIHOT'O JaBJIEHU;

— PEHTTreHOJIOTHYECKas OIeHKAa MAJIsl JUATHO-
CTHKH U OIpefieJIeHUs TAXKECTH DAXHUTa U OCTEeO-
MaJIAUN;

— OUOXWMMHWYECKHWEe AaHAJIU3bl, BKJIOYas ypO-
BeHb (ochopa B CHIBODOTKE KDOBH, KAalbIUd,
meJao4Hoi Gocharaspl, NTapaTUPEOUJHOIO I'OPMO-
Ha, 25(0OH) BurammHEa D u KpeaTWHUHa, a TaKKe
YPOBHA KanbIud, ochopa U KpeaTUHUHA B MOdYe
(pasoBas MopnuA) AJNA pacyeTa COOTHOIIEHUS MaK-
cuMaJIbHOU peabcopbumu (docdara B IOYEUHBIX
KAHAJbIaX OTHOCUTEJIHBHO CKOPOCTH KJIYOOYKOBOM
dunprpanuu (MKP®/CK®) u cooTHOIIEHUA Kallb-
nus/kpeaTuHuHa B Mode [3]. BakHO oTMeTHTS,
4TO KOHIEeHTanus ¢pochopa B KPOBU 3aBUCHT OT
Bo3pacTa u moja (tabn. 1). Ograko Jaboparopuu
He BCerja KCIOJb3YIOT BO3pACTHBIE ped)epeHCHBIe
UHTEepPBaJIB! Gocdopa, YTO MOXKET CIIOCOOCTBOBATH
NO3AHEeH MV HeIPaBUJIBbHOM IIOCTAHOBKE JUAarHo3a
[7]. B pamrax auddepeHIUaTbHON JUATHOCTUKYU
PEKOMEH/IOBAHO UCKJIIOYUTH HECEJIEKTHBHYIO IOTe-
pio dochaToB IMOYEYHHIMU KaHaNbUaMu (Ipenrmo-
JIaralomyio HaJluyue cuHApoMa PaHKOHU) IyTeM
aHaJIN3a OTKJOHEHWH OT HOPMBI YPOBHEH OUKap-
OoHaTa, AMUHOKMUCJIOT, TIJIIOKO3BI U/UIH IIOTEPHU
MOYEeBOM KHMCJIOTHI B MOYe, a TaKyKe HU3KOMOJIEKY-
nsapHO#l nporeunypuu. [na cuEapoMa DPaHKOHU
XapaKTepHO couyeTaHWe runodocdareMuu ¢ Mera-
0ONMMYECKUM aIufo30M, THIOKaJIHMeMHei, II0JU-
ypHue#, paxuToM M 3a/lepXKKOH (hU3UYECKOro pas-
BUTHA. AsmMeHTapHBIA paxuT u X-I'®P wunorza

CtpaHuua 130 ns 144



Final_2_2024.indd - 831542

Tabauya 1

Pedepencusie unTepsaias! Gochopa KpoBu y 3M0POBBIX eTeil B 3aBUCHMOCTH OT II0JIa M Bo3pacra*
(amanTuposano u3 Adeli K. et al. [20] xaa Roche Modular P)

21.05.2024, 13:38

Boapacr PecdepeHcHbIe MHTEPBAJBI A JeBOYeK, | PedepeHcHbIe HHTEPBAJBI IS MAaJbYMKOB,

MMOJIB /I MMOJIb/JX
0-15 ameit 1,82-3,45 1,82-3,45
15 gueii—1 rog 1,55-2,76 1,55-2,76
1-5 ner 1,39-2,21 1,39-2,21
5-13 ner 1,33-1,94 1,33-1,94
13-16 ser 1,02-1,81 1,14-2,01
16-19 ser 0,95-1,63 0,95-1,63

*B 3aBucuMocTH OT HaGopa peareHToB, pedepeHCHbIe 3HAYEHUSI MOI'YT OTJIMYATHCS.

COIIYTCTBYIOT APYT APYTY, HO3TOMY y IAIWEHTOB,
Yy KOTODBIX H3HAYAJIBHO HMMEJIOCh IIOJO3DEeHHEe Ha
PaxuT, BBI3BAHHBIN AedUIUTOM BUTaMuHA D miam
KaJbIOUs, CJIeAyeT pPacCMaTPUBATL BEPOATHOCTH
X-I'®P, ecnu mocse NPUMEHEHUS COOTBETCTBYIO-
mieil Tepanuu He HabJurofgaercs yaydiieHus [3].

Kinuuauueckuit puarsod X-I'®P pekomeH-
AyeTcsd NOATBEPAUTH IPU IIOMOIIHA MOJIEKYJsp-
HO-T€HEeTHYeCKOro mccJienoBanuss reHa PHEX.
HccnenoBanme MOXKET OBITH IPOBEJEHO C UCIIOJIb30-
BaHUEM CEeKBEHUPOBaHUS mo CIHrepy WM TapreT-
HOT'O BBICOKOIIPOU3BOJUTEIHHOTO CEKBEHUPOBAHUS
(BIIC). CnenyeTr mOMHUTH, YTO IIPU CEKBEHUPOBA-
Huu 1o CoHrepy u BIIC He MOryT GHITH JEeTEKTH-
pOBaHBI IPOTSXKEHHBIE TeTEePO3UTOTHEHIE JeJIeIlHy
M AYIUIMKAOUU, IO9TOMY AJIS IOMCKA TaKUX U3Me-
HEHU MOKa3aHo IpoBeJeHue aHanusa rena PHEX
C HCIIOJIb30BAHMEM MYJIbTUIIJIEKCHOM aMILIH(pUKa-
AU JATUPOBaHHBIX 30HAOB (MLPA - Multiplex
Ligation-dependent Probe Amplification) wnin
XPOMOCOMHOI'O MUKPOMaTpu4yHOro ananmusa (XMA)
9KB30HHOro ypoBHA. IIpu mojospeHMM Ha WHTPOH-
Hble MYTAIUX MOXKET OBITh IPOBEJEHO IIOJHOTe-
HOMHOe cekBeHupoBaHue [8]. K pefkum npuunaam
X-I'®P oTHOCATCA MOCT3UTOTHBIE MYTALIUM B I'eHE
PHEX, xoTopble MOTYT OBITH HETEKTHDPOBAHBI C
nomomnsio BIIC ¢ GonbIioi riayOMHON MOKPHITUA.
Ecnu He ObLIO0 00HADYKEHO NATOTEHHBIX BapHAaH-
T0B B reHe PHEX, peKoOMeHAyeTCS PacCMOTPETH
JApyrue IPUYWHBI HACJIEeACTBEHHOM WJM mpuobpe-
TeHHOU runodocharemun [3] (Taba. 2).

Tepamus

B HacTosIee BpeMs IS JIeYeHUS MAIEeHTOB
¢ X-I'®P npuMeHSIOTCS HECKOJBKO cxeM: 1) Tpa-
JUNVOHHAS: IIepOpaJIbHbIe IIpenapaThl HeOPraHU-
geckux ¢ocdaroB (20-60 Mr/Kr/cyT) B codeTaHUU
C aKTUBHBIMH MeTabonuramu BuTamuHa D (ansda-
Kanbpnuaoua 1 MKr/cyT wiu Kanasmurpuoa 0,5 MKr/
CyT); 2) maTOreHeTMYeCKasl Tepalus: IIperapar Ha
OCHOBE MOHOKJIOHAJIbHBIX aHTUTEN K PPDP23 [3].

IIpenapar Bypocyma® — pexkoMOMHaHTHOE
YeJIOBEYECKOEe MOHOKJIOHAJIBHOE AHTHUTENO KJac-
ca IgG,, KoTOpO€e CBA3BLIBAaETCA C PEIeNTOpPaMU K
DOPP23 u UHrHOUpPYyeT ero M30LITOYHYIO AKTHUB-
HOCTb, B pesyJbrare dero obmeH (docdopa B
opranmaMe BoccTaHaBiauBaercsa [3, 9]. B macro-
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slllee BpeMsl IpemapaT He 3aperucTPUpPOBaH B
Poccuiickoit @enepanuu.

Bypocymab umeeT perucTpanmoHHOE YAOCTOBE-
peHHe B CIeAVIOINUX CTpaHax: a) B EBpomeiickom
Coroze (European Medicines Agency, EMA) nisa
neyenusi X-I'OP y gereil m IOAPOCTKOB B BO3-
pacte or 1 gmo 17 Jjer ¢ pEHTreHOJOTHYECKHU-
MH OpU3HAKaMHU 3a00JieBaHUS KOCTei, a TaKiKe
Y B3pOCHbIX; AN JedyeHus DPD23-cazaHHOU
runodochareMun OPH OMYXOJb-UHAYIUPOBAHHOMN
ocreomassinuu (OUO), cBsazaHHOU ¢ (dochaTypu-
YEeCKUMU Me3€HXUMAJbHBIMH OIYXOJIAMH, KOTO-
pble He MOTI'YT OBITH XMPYPrUYeCKH yJaJleHbl HJIHN
JIOKaJM30BaHbl y JleTeii M IIOJPOCTKOB B BO3-
pacte or 1 mo 17 ser m y B3pocawix [10]; b) B
Coepunennanix Illtarax Amepuxku (U.S. Food and
Drug Administration, FDA) gnsa neyenus X-I'OP
Yy B3pOCJBIX U JeTeil B Bodpacte oT 6 MecsAneB u
crapme; pusa JgedeHus PPD23-cBA3aHHONU TI'UIO-
docharemun npu OUO, cBasarHO# ¢ dochaTypu-
YEeCKUMU Me3€HXUMAJbHBIMHU OIYXOJIAMH, KOTO-
pble He MOTI'YT OBITH XUPYPrUYeCKH yJAaJleHbl UJIN
JIOKaJIM30BaHbl Y B3POCJIBLIX M JEeTeil B BO3pacTe
2 net u crapme [11]; ¢) B Anonun (Pharmaceuticals
and Medical Devices Agency, PMDA) npu Bcex
DOPD23-cBsA3aHHBIX rUNodochaTeMUIeCKUX Paxu-
Tax/ocreomansnuu [12].

VYuureiBas, 4To 6ypocymab B HacTosIee BpeMs
He 3apericTpUpOBaH Ha Tepputopuu Poccuiickoit
Penepanuu, ero HazHayeHue nanueHtam ¢ X-I'dP
OCYIIEeCTBJIAETCA KOHCUIUYMOM Bpadeil (emepaisb-
HBIX IIEHTPOB B COOTBETCTBHM C €BpPOIEHCKOM
WHCTPYKIUEH: PeKOMEH/JIOBaHHAS CTApTOBas [J03a
y mereit ot 1 roga u mogpocTKOB A0 17 JyeT cocras-
aser 0,8 mr/kr macce! Tesna 1 pas B 14 gHeil, npu
HEOOXOAMMOCTH KOPPEKIHMU J03bI HCIOJIB3YeTCs
pacuer ¢ marom *0,4 Mr/Kr a0 MaKCHMaJIbHOM
no3pl 2 mr/kr (o He Gosiee 90 mr); B BospacTe
crapme 18 ser y manuentoB ¢ X-I'®P pexomeH-
IOBaHHBIN pacdeT O3Bl COCTaBJIAeT 1 MI/Kr (HO
He 6osee 90 mMr) ¢ mHTEpBaJOM BBeAeHUsA 1 pas B
28 nmeit [10]. B nponecce o6cykaeHns GBLIO MOA-
YEepKHYTO, 4TO obecrnedyeHWe MAIMEHTOB JETCKOI'0
Bogpacta ¢ X-I'®P npemaparom Oypocymab ocy-
IIEeCTBJSAETCA 3a c4eT cpeAcTB PoHAA IOANEPIKKU
JeTell ¢ TAKeJNbIMU JKUSHEYIDOIKAIOIUMHA U XPO-
HUYECKUMH 3a60JIeBaHUAMH, B TOM YHCJI€ PEeJKHU-
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Tabauya 2

JMuddepennuansaan quarsocTuka runodpocharemun (agantuposano u3d Florenzano P. et al. [21])

docop, Ca Ca, |IITT, |25(0H)D, 1,25(0H)2D, MKP® /| DPD23*
b KPOBb ’lcpo;x. Mo':,a IWOB; KPOBB 1 KPOBB ' CK® | kpoBs | Cre®

AmMeHTapHBIE

Hedunur docdopa nin

Manbabcopbus ! LNIT,N| N N N 1 LN N

Hedpunur suramuea D ! LNJLN] T ) 1, N 1, N ) N
IHJIOKPHHHEIE

IlepBUYHEIN TUIEPIAPATHDPEO3 [l | 1 [oNIt,N] N | 1 [ ] T | N/L
Hedporennsie

Cunzipom PaHKOHU, UCTHHOB,

6one3nn JlenTa u Ap. ! N |LN| N N N ! LN Wi

Jpyrue npuoOpeTeHHbIe 3200JIeBaHUA
Onyxosb-uHAYUPOBAHHASL
ocTeoMAaN AU 1 N  LN|TN N LN ! N N
T'nnodocharemudecKuii paxur

DPP-23-onocpeJOBAaHHBII

Myranun B resax: PHEX, DMPI1,

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

u Jp.

DPP23-He3aBUCUMBIH

T'®P ¢ runepxaibnuypuei

(myranuu B reme SLC34A3) ! LN 1 LN N T ! LN N

N — HOpMaJbHBIN; T — NOBBIIIEHHBIN; 111 — OYeHb BHICOKHIA; | — HU3KHUM.

*Uccnenosanue PPP23 Brimonudaercs, ecnn gocrynso. PPP23 — paxrop pocra pubpobracros 23; I'@P — runodochareMuyecKuit
paxur; Ca — xanpnumit; IITT' — maparropmon; 25(0H)D — 25-rugpokcukansnudeporn; 1,25(0H)2D — 1,25-gurnapoxcusuraMmus D
(xanpmurpuon); MKP®/CK® — oTHoIIeHHe MaKCHMAaIbHOH KaHaIbIEeBod peabcopbuuu docdaToB K CKOPOCTH KJIYHOUKOBOM HHIB-

Tpanuu; CK® — ckopocTh KIy0OYKOBON (DHIBTPALUAH.

mu (opdhaHHbEIMU) 3aboseBanusaMu «Kpyr IloGpa»
COIVIACHO YTBepXKAeHHBIM OKcnepTHBIM CoBeToM
Donga kputepusam [13]:

Heru or 0—6 mec. 1o 18 neT ¢ reHeTUYECKHU IIOA-
TBePXKAEHHBIM auarHo3oM X-I'®P (t.e. ¢ HasimumeMm
myTanuu B rede PHEX) u ¢ Halmu4yueM OJHOIO WU
HECKOJIbKUX U3 CJIeAyomux Kpurepues [13]:

1) BeIpakeHHBIE paxXWUTHYECKHE U3MEHEHUS
KOCTHOM TKaHU (MHIAEKC TsKecTH paxurta RSS
>1,5 6ayn0B);

2) HeIepeHOCUMOCTh Tepaluu IpenapaTaMu
dochopa WIM HEBO3ZMOXKHOCTb YBEJIUYEHUS HNO3bI
npemnapaToB docdopa;

3) HaiWyue TUNEPKAJBIUYPUH, He(GpPOKaIb-
IUHO3a;

4) BBIpa’KeHHBIN GoJIeBOit
MBIIIeYHAS THIOTOHUS.

CoBeToM OKCIEPTOB OBLIU IPEAJIOKEHBI Bapu-
aHTBl HUcnoiab3oBaHus mkan BAIIl (BusyaabHO-
Amnasorosas IIIkama) u WOMAC (Western Ontario
and McMaster Universities Osteoarthritis Index)
C IeJIbI0 00'beKTUBU3AMY OLEHKU 00JIM Y IalueH-
T0B ¢ X-I'DP.

Ilo uroram ofcyXAeHUA ODKCIEpPTaMH ObLIN
copMUpPOBaHBl CJIeAYIOI[Me PEeKOMeHJAalUu II0
BBIOODY OZHOM M3 CXeM KOHCEDPBATHBHOIO JIEUEHUS
nanueHToB ¢ X-I'®P u mnpennoskeHbl KPUTEPHU
OoIeHKU 3((HEKTHBHOCTH Tepanuu GypocymadoM:

1. OcHoBbeIBasiCh Ha JOKasaTeJbHOHN 0ase,
MeXXAYHApPOJHOU NPaKTHUKe U OIbITe IPUMEHEHUS
6ypocymaba B PP, mpemapaT MOXKeT IPHUMEHSATh-
cA B KayecTBe Tepalluyl IEPBOA MJIM BTOPOH (T.e.

CHHAPDOM HWJIH

https://rucont.ru/read/5758917?file=831542&f=5758917

mnocjie npuMeHeHUs (ochaToB) JUHHAU y MAIMEH-
TOB C YyCTAaHOBJIEHHBIM guarHo3oMm X-I'®P corsac-
HO MHCTPYKIHUU [0 MEIUIMHCKOMY IIPUMEHEHHIO
npenapara. Ilpu HazHayeHUu GypocyMaba B Iepu-
Ol OXKHJAHUS IIOCTABKU IIperapara IIOKas3aHO
IpuUMeHeHUe TPaAUIUOHHONA Tepamuy Iperapara-
mu dochoproro Oydepa B pacueTHOUr moze 20—
60 Mr/Kr B cOYeTaHUU C aKTUBHBIMU MeTabosuTa-
MU BUTaM#uHaA D;

2. Pemenue o HazHAYEeHUU Tepamuu Oypocy-
MaboM Ilocyie HOCTUIKEHHs MallMeHTOM KOHEYHOI'O
pocta (3aKpBITUA 30H pOCTA) MOJIKHO TPUHU-
MaThCA HA OCHOBAHWM OLEHKU TSAYKECTH TEedeHHs
3a0oJieBaHUSA U PUCKA PA3BUTHS OCJIOXKHEHHU WU
HAJIWYUS y MANUEHTa yXKe MMEIOIIUXCS OCJIOYKHe-
HU# 3a001€eBaHUA/paHee IPOBOJUMOrO JIEUCHUS;

3. IlopmepsxkaHWe HENPEPBIBHOCTH JI€UYEHH S
UIpaeT KJIIYEBYIO POJb B JOCTUYKEHUM ONTUMAJb-
HBIX Pe3yJbTATOB TEPAINHU U YJIYUIIEHUN KauecTBa
sku3HU nanueHToB ¢ X-I'P. C yyeroM TeKymmx
ocobeHHOCTel obecriedeHUsi 6ypocymMaboM malyueH-
TOB JgeTckoro Bodpacra ¢ X-I'©P B P® B macro-
sAnjee BpeMsi TpeOyeTcss OCYIIeCTBJISTHL pPAacYeT
noTpeOHOCTH B IIperapaTe Ha AJHUTEIbHBIA IEePUOJ
BpemeHu (1o 12 mecsanes). Takum obpaszom, mpu
oopMIeHUM BpadyeOHOro KOHCHUJIMYMAa IJIS Iep-
BUYHOIO ITallMeHTa HEOOXOAUMO YYUTBIBATH, YTO
B IIepBLIA r'ofi Tepanuu OypocymaboM Jo03a MOIKET
OBITH yBesuueHa 10 1,6 Mr/Kr, oco0eHHO y mamu-
€HTOB C TSYKeJbIM Te4yeHueM 3aboeBaHUA;

4. Jlnsa onTUMU3AIUMU pacyeTa TIOJOBOM
norpebHOCTH (IaKOHOB Oypocymaba U C IIeJIBIO
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Tabruya 3

Pacuer morpe6HOCTH Gypocymab6a Ha 12 MecsieB B 3aBHCHMMOCTHM OT Beca NEPBHYHOrO mamueHTa®

Jlo3MpoBKa, Mr/Kr DrakoHBI HAa TOJ C y4eTOM KOpPPeKIMH

Bec, kr 08 | 12 |16 2 (hrakoHsI (hrakoHsl (hraKoHsI

nosa, mn:a OHO nnenen;l(;a nﬁr oEclpg]menneM 10 mr/m 20 mr/mx 30 mr/ma
Io 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
Beime 107 90 90 90 90 0 0 81

*[laHHBIA pacdyeT IPUMEHHMM TOJBKO AJs manueHToB ¢ X-I'@P, KoTophIM BrepBhle Ha3HA4YaeTCs Tepanus mpenaparoM Oypocymat
€O CTApTOBOM AO3UPOBKY (IOAAEPIKUBAIOIIAS 034 KOTOPHIX ellle He OIpejesieHa) ¢ [eJbi0 IPOrHO3NPOoBaHus noTpebHOCTH BO duIa-
KOHax Ha 12 MecsneB M AJs NPeJOTBPALEHUS [I€PEPHIBOB B TEPALIUH.

IpeAOTBPAIeHUS IePephIBOB B TepanWy IIpejJia-
raeM IJs IDAIUEHTOB, KOTOPLIM BIIE€PBbIE HAa3HA-
yaeTcs Tepanus OypocyMaboM, MCIIOJIb30BATH CJe-
AYIOIIYI0O CXEeMy pacdeTa J03bl IIperapara Ha
12 mecsnes, ¢ y4eTOM BO3MOXKHOT'O YBEJIUYEHUS
JIO3BI JJIsl JOCTUKEeHUsT HopModocharemuu (B COOT-
BeTCTBUM C HHCTPYKIMEHd II0 IPUMEHEHUI0) U
C YydYeTOM IIPEAIIONIaraeMoro YyBeJIUYeHHs Beca
nanueHTa: craprosas mosa 0,8 mr/xr 1 pas B 14
IHEH, co 2-ro Mecsma Tepamuu J03a MOXKEeT OBITh
yBeauueHa gpo 1,2 mr/kr, ¢ 3-ro mMecAna — M0
1,6 mr/kr [10] (Ta6xa. 3). Eciu mmeercss U3IUIIeK
mpenapara, BO3MOJXKHA €ro Iepeajpecamusi perJa-
MEHTHPOBAHHBIM MOPSAAKOM IJIs APYroro HalieH-
Ta. BMecTe ¢ 9TUM B KakXJoM ciiydyae Bpad BIIpaBe
CaMOCTOSITeJIbHO IPUHUMATH PEIIeHUe IO pacdeTy
03Bl IIpemapaTra, UCXOAS M3 KJINHUYECKOH CHUTY-
anquu U COOCTBEHHOIO OIBITA, OPUEHTHDPYSCH HA
MHCTPYKIMIO II0 IPUMEHEHHUIO IIpernapara;

5. Ilpu HabmogeHMH nanueHToB c¢ X-I'OP
IS OLEHKU HX COCTOSHHUSA OBLIO IIPEIJIOKEeHO
OLIEHUBATH AJANTUPOBAHHLIE U3 MEXKIYHAPOMLHBIX

https://rucont.ru/read/5758917?file=831542&f=5758917

pexoMenjanuii [3] mokasaTenu, NIPUBEJEHHbIE B
Tabua. 4;

6. Ha ocHOBaHUYM MeXXJYHAPOAHOTO U JIOKAJb-
HOTO OIIbITa IpUMeHeHHus Oypocymaba y ManueHTOB
¢ X-I'®P pna oueHku 3(GEKTHBHOCTH Tepanuu
PEKOMEHJIOBAHO WCIIOJIL30BaTh HAO0p KJIMHHUKO-
J1a6opaTOPHBIX ¥ PEHTIreHOJOIMYEeCKUX NAHHBIX, a
TaK)Ke WX 3HAYEHHdA, onpefensomue 3(HheKTus-
HOCTb IpoBoAuMOi Tepanuu [14] (Tabu. 5);

7. Ilpum Koppexkmuum go3bl Oypocymaba peko-
MEHJYeTCsI CTPEMUTHCA K JOCTHIKEHUIO HIKHEeN
rpaHUILI HOPMBI YPOBHA ¢ocdopa B KPOBU C ydUe-
TOM IIoJIa U Bo3pacrta manuenra [10];

8. Ilpu HeJOCTHIKEHUM NANUeHTOM Ha MaK-
CHUMAaJIbHON pacyeTHOU xo3e Oypocymaba 2 Mr/Kr
(2o He Gonee 90 Mr) HWI)KHEHd TIpaHUNBl HOPMEI
(ocdopa KpoBH A KOHKPETHOrO II0Jia M BO3pac-
Ta BBIBOZ 00 3(peKTHBHOCTH JIedeHUsI HEOOXOAMMO
JeJaTh Ha OCHOBAHUM COBOKYIIHOCTU CJIELYIOIIHX
JaHHBIX: YJydYlleHue OOIIero COCTOSHUS HNalueHTa
(yBenuueHMe (HU3UIECKON AKTHUBHOCTU, CHUIKEHUE
BBIPA’KE€HHOCTH 00JIM), IOBBIIIEHUE YPOBHS Gocdo-
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Tabruya 4

CBoxHbIe TaHHBIE, MCIIOJB3YIOMINECS JIA OLeHKN COCTOSHHA NMAaIMeHTOB JeTcKoro Bo3pacra ¢ X-I'DP,
IOJIyYaromuxX Tepanuio o0ypocymaGom (amantupoBano us Haffner D. et al. [3])

OGcnenoBanue

0-18 xer

YacToTa BUBUTOB NAIWEHTA K CIEIUATIUCTY
II0 MeCTy XHUTeJIbCTBa

1-2 pasa B mecAn (40 JOCTHXXEHUA ONTUMAIbHON
03Bl mpenapara), gaiee 1 pas B 1-2 mecana

Poct

o nocTu:keHUs KOHEYHOIO pPOCTa:
1 pas B 6 mecanesB (5o He pexxe 1 pasza B 12 mec.)

Bec

1 pas B 3—-6 mecanes

OKpY’XHOCTb I'OJIOBBEI U (hopMa uyepena

1 pa3 B 12 mecanes (0—5xeT)

OneHka TAMKecTH paxura o mkane RSS

He pexxe 1 pas B 12 mecanesn
(Ipu OTKPBITBIX 30HAX POCTA)

VpoeHb (ochopa B CBIBOPOTKE KPOBU (HATOIIAK),
MMOJIb /JI

1 pas B 14-28 pueii (B mepuoj moxbopa ONTUMAIBHOMN
nossl), nanee 1 pas B 2—3 MecsAna WiIM IIOCJe
KOPPEKIIHU 03Bl IIpermapaTa

AxruBsocth III® B chiBopoTKe KpoBH, En/in

1 pas B 3 MecaAna

VYpoeers IITT B cHIBOPOTKE KPOBH, II/MJ

1 pas B 3-6 mecanes

YpoBeHb KpPeaTHHUHA B CHIBOPOTKE KPOBU, MKMOJB/JI

1 pas B 3—-6 mecanes

VpoBeHb 06Iero Kalblufa B CHIBOPOTKE KPOBH,
MMOJIb /JI

1 pas B 3—-6 mecAnes

Vposers 25(0OH)D B CBIBOPOTKE KPOBU

1 pa3 B 6—12 mecanes

Maxcumym KaHaIbIeBo# peabcopbuuu docharor
K CK® (MKP®/CK® win TmP/GFR)

1 pas B 3-6 mecAnes

CooTHOIIEHUE KaJNbIUi/KPEeaTuHUH
B Pa3oBOM IMOPIMUA MOYH

1 pas B 3-6 mecAnes

CkenerHo-MblneyHad GyHknua, 6MWT

1 pas3 B 12 mecsneB (mociue 5 yet)

Opronenuyeckoe obcieoBaHue

1 pa3 B roj npu HAJINYUY 3HAYUTEIBHOMU
nedopmanuu HOT

KoHTposb B (efepasbHOM LeHTpe

1 pa3 B 12 mecsAneB

RSS — Rickets Severity Score — mxkamna onesku Tsxxkects paxura; 1I[d — menounas docdarasa; [ITT — maparropmon; 25(0H)D —
25-rugpoxcuxansnudepor; MKP®/CK® — oTHOIIeHNe MaKCHMAIbHOM KaHAIBIEBO# peabcopbuun docdaToB K CKOPOCTH KIy6od-

koBoi punbrpanun; 6MWT — rect 6-MUHYTHON XOABOEI.

pPa B CHIBOPOTKE KDOBU B CPABHEHWHU C HMCXOAHBLIM
3HAYEHWEM, CHIKEHUE WA HOPMAJIM3AlUusA YPOBHS
menouyHoit ¢ocharaspr (II[P) B KpoBHU, CHUIKEHUE
BBIDQJKEHHOCTH PAXUTHYECKUX W3MEHEHUH IIpU
OIl€eHKe C MCIoJb3oBaHUEeM IIIKaJIbI TAXKECTH paxu-
Ta (Rickets Severity Score, RSS) [14] (Ta6x. 5);

9. Hapsaay ¢ ypoBHeM (ochopa KpoBH OTHUM
U3 Ba)KHEUIINX KDPHUTEPUEB, HA OCHOBAHUH KOTO-
POro BO3MOXKHO CHeJIaTh BBIBOJ 00 3(h(eKTUBHOCTH
JIeYEeHUS, SABJIAETCS OLEHKA DPEHTIeHOJIOIMYECKUX
NpOSABJIEHU paxura ¢ mcunoib3oBanueMm IIlkaibr
Tsyxectu paxura (Rickets Severity Score, RSS) B
IIepHoJ POCTa IamueHTa (0 3aKPHITUSA 30H POCTA),
B CBSIBM C 4eM TpeOyeTcsa IpoBeleHHe O0ydYeHUs
JNaHHO# METOAWKE U ee IIUPOKOe BHeJADeHWEe B
IIPaKTUKY AETCKUX Bpaueit [15—17];

10. YuuTsiBasg BayKHOCTb IOJYy4EHUS DKCIIEDPT-
HOM OIIEHKUW COCTOSHHS IMAIlUeHTa, TeYeHHUs 3a00-
JIeBaHUS, OLEHKHU 3(h(HEeKTUBHOCTH U 0e30IaCHOCTH
NIPOBOAVIMOM Tepaluy, PEeKOMEHJOBAaHO He peXxe,
gyeM 1 pa3 B 12 mecsineB MPOBOAUTHL oOCJIefOBaHUE
nanueHToB ¢ X-I'®P B (emepanbHBIX MeIUIMH-
CKUX YYPEKIEHUAX, 00IaJaromuX GOJIBIINM OIBI-
TOM BeJIeHUsI JaHHOU I'PYIIIIbI MAIEHTOB.

3akaoueHue

OKCIepTHI CAEeNaly BBIBOJ O HEOOXOZUMOCTH
IIpOBeZIeHUsl CHCTEMHOTO o00pasoBaHUS Bpavei,

https://rucont.ru/read/5758917?file=831542&f=5758917

MPUHUMAIONMUX YYACTHE B HAOJIIOJEHUU MaIlHeH-
T0B ¢ X-I'®P, a umenHo nposepenue IIIkos mo
MOBBIIIEHUIO OCBEJOMJIEHHOCTH O 3a00JIeBAaHUH U
nHGOPMUPOBATh JIeYalllUX Bpadyeid O IMOAXOAax K
MOHUTOPHUHTY 3(G(HEKTUBHOCTH IPOBOJUMOM Tepa-
nuy, B T.4. 0pu nomoinu IIIkanbl TSKECTH paxura
(Rickets Severity Score, RSS) [15-17].

VuureiBasi MyJbTHAUCIUIINHAPHBIA ITOAXOJ
B BeZileHNU nanueHToB ¢ X-I'®P, mexJyHAPOLHBII
ONBIT W NOSBUBINYIOCA BO3MOXXHOCTbH IIDHMEHE-
HUSA IDaTOreHeTUYecKoi Tepanuu B PP [2, 3, 14,
18, 19], skcmepThl PEKOMEHAOBAJH BBIpabOTATH
eIVHBIA QJIOPUTM AUATHOCTUKU U JIEUEHUS MAIU-
eHTOB ¢ X-I'®P B Buje co3JaHUA HAIMOHAJIbHBIX
KJINHUYECKUX PEKOMEHJAluii/pyKOBOACTBA IIO
BeIeHUI0 nmanueHToB ¢ X-I'DP.

C 1esbi0 OIEHKU DPACIPOCTPAHEHHOCTH 3a60-
JIeBaHUSA, CO3JAHUSA IMOJHOrO MOPTPETa MalueHTa C
JaHHOU IaTOJOTUed U JaJIbHEeHUIIero MOHUTOPHUHTIA
9 (GEeKTUBHOCTHU U GE30IMACHOCTH PA3IUYHBIX CXEM
Tepanuy, a TaKiKe IS OLEHKU COIUAbHO-3KO-
HOMUYECKUX 3aTpaT, TpebyeTcs co3gaHue HAIHO-
HAJIBHOrO peecTpa nanueHToB ¢ X-I'OP.

Bxnad asmopoe: ece asmopwsl 6 paeuoa cmeneHu eéHecau
c60il 6K1A0 6 PYKONUCH, paccmompenu ee OKOHYAMEeNbHblil
eapuanm u danu coznacue Ha nydﬂuxauuro.

¢uuaucuposauue: 8ce aemopul 3aA6ULU 06 omcymcmeuu

@unarcosoi. noddepicku npu nodzomosxe darHOl PYKONUCU.
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Tabauya 5

Kpurepun ouenku 3¢¢GeKTHBHOCTH IaTOreHeTHYeCcKoi Tepanuu Gypocymabom mpu X-I'®P

21.05.2024, 13:38

ITapameTpsl

Kpurepnit appexTHBHOCTH

TOTA OLE! KommenTapuit

HOpPMEI s Bo3pacTta [10]
Docdop B ceiBopotrke | IIpu HexocTHIKEHUH Ha J03e

KPOBH HAaTOIAK,

JocTukeHne HUXKHEH I'DAHUIIBI

6ypocymaba 2 mr/kr (Ho He Gosee

an UHUANUAIIUYU Tepaluy HJINH
KOppeKIUuHu J03bI IIpenapara
CcliefoBaTh 4YacCTOTe OL€EHKH

1 pas B 3 mec. dochopa B CEIBOPOTKE KPOBU

HaTomaxk, Ex/ix

MMOJIB /JI 90 mr) kputepueM 3(hHEKTUBHOCTHA COTJIACHO MHCTPYKIMH 110
6yzer moBbleHue ypoBHA (ochopa
Ha 30% ot ucxopgHoro sHaveHud [14] TPUMEHEHHIO TIpenapara
Yposens 1P

B npepenax pedepeHCHBIX 3HAYEHUN

1 pas B 3 mec.

Makcumym
KaHaJBIEeBOM
peabcopbuuu docharon
kK CK® (MKP®/CKD
uau TmP/GFR)

>0,84 mmous/n [14]

OneHUTh KpUTEPUH

JI0 MHUIMALIUA Tepaluu
6ypocymabom

B ciyuae, ecom manueHTy
OBLIM Ha3Ha4YeHBI IIperapaTsl
docdopa, onenurs MKPD/CK®
yepe3 7 JHEH Ioclie UX OTMEHBL
¥ 0 MHUIAAIUAHA Tepamuu
6ypocymabom

1 pas
B 3—-6 mec.

CkopocTs pocra,
cMm/rox

VBesmnueHue B CpaBHEHUH
C OpeAbIAYIIINM 3HaAYEeHUEeM

1 pas B 12 mec.

OmeHKa TsAMXeCcTu
paxuTa mo mkaine RSS

CHu>keHMe MOKaszaTeada Ha 1 6ayn

Heobxoaumo npoBOgUTH
CpPaBHEHME C [I0Ka3aTeleM

RSS Ha MOMEHT cTapTa Tepanuu
6ypocymabom mwiam

C OpebIAYINUM 3HAYEHUEM

1 pas B 12 mec.

RSS — Rickets Severity Score — mkana onesku Tsskecty paxura; I[P — menounas docdarasa; MKPD®/CK® — oTHOmIEHNE MaK-
CHMaJIBHON KaHaJIbLIeBou peabcopbuuu (ochaTos K CKOPOCTH KIYGOUKOBON (GUILTPALUHA.

Kongnuxm unmepecos: 6ce agmopbL 3aa6uiu 06 omecym-
CMeuu KOHKYPUpYouwux uHmepecos.

I pumeuwanue uszdamens: OO0 «Ileduampus» ocmaemcs
HellmpaibHblM 6 OMHOWEHUU IOPUCOUKYUOHHBLX NpemeH3ull
Ha O0ny6lUKOBAHHbIE MAMEPUAb. U UHCMUMYYUOHANLHBLY
npunadaexcHocmeil.
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