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Cnmcok cokpameHui

AJl — ayTOCOMHO-IOMUHAHTHBIN

AJIT — ananmHaMuHOTpaHcdepasza

ACT — acnapraramuHoTpancgepasa

AP — ayTOCOMHO-peLIeCCUBHBII

BAJl — Ononornvecku aKkTUBHAs T00aBKa

B® —6uchochonatsr

JIDPA — nBysHepreTuueckas peHTreHoBcKkas abcopoimometpus (DXA - dual X-ray absorptiometry)
(PentrenonencutomeTpust)

3nK** — 3o5emponoBas kuciaora**

JIC — nexapcTBEHHOE CPEACTBO

JI®OK — neuebnas puskynprypa

MIIKT — MuHepanpHas IJIOTHOCTh KOCTHOM TKaHH
HO — HecoBepiieHHbIN OCTEOTeHE3

HII® - neopranmveckuii nupodocdar

HR-pQCT - high resolution peripheral quantitative computed tomography

VFA - Vertebral fracture assessment



TepMI/IHLI n onpeacacHus

IInaTuCIOHAMINSA — YMEHBUICHHE BBICOTHI U YILIOIIEHUE TEJl IO3BOHKOB B CBSI3U C Pa3BUTHEM B HUX
JeTeHEePATHUBHBIX MIPOLIECCOB M\WJIU IIEPEIOMOB.

PuzomeJius - ykopoueHHe MPOKCUMAIILHOTO OT/eIa BEPXHUX /WM HIKHUX KOHEUHOCTEH.
AHTYJISIUS KOCTH - YIII0Bast AeopMalyst JUIMHHBIX TPYOUaThIX KOCTEH.

PeHTreHoAeHCHTOMETPUSI — PEHTTEHOJOTHYECKUI METOJ| UCCIICJOBAHNSI MUHEPAIbHON IIJIOTHOCTH

KOCTHOH TKaHU



1. KpaTkas nHgopManus mo 3a00J1eBAHNI0 UM COCTOSTHHMIO (rpynime

3a200J1eBaHUI UJIM COCTOSIHUM)

1.1 Onpenejenue 3a00JeBaHNS UJIN COCTOAHNSA (FPVIILI 3200J1€BAHNNA UJIN COCTOSTHHI)

HecoBepiieHnblit ocreoreHe3 (He3aBepleHHbIH octeoreHes - HO) - rpymma HaclieACTBEHHBIX
TeHETUYECKU TeTepOreHHBIX 3a00JieBaHW, BO3HUKAIOIIMX MPEUMYIIECTBEHHO B pe3yJbTaTe
MaTOTEHHBIX BapHMAHTOB B T€HaX KOJUIAreHa, MPUBOJALINX K HAPYIICHUIO CTPYKTYPbI U CHUKCHHIO
IUIOTHOCTH KOCTHOM TKaHU, 4TO OOYCIIaBIMBAeT IMOBBIIICHHYIO XPYINKOCTh U MHOXXECTBCHHBIC
MATOJIOTUYECKHUE TTEPEIIOMBI KOCTEH Y TAIIMEHTOB C TsDKEIBIMU (hopMaMu OOJIE3HHU.

Taxxe 3a0oneBaHHe W3BECTHO Kak OOJIE3Hb «XPYCTAJIBHOIO 4YEJIOBEKa» U «O0JIe3Hb XPYHMKHUX
KOCTEN».

Kinunnueckne mnpu3HAKM HECOBEPIIECHHOTO OCTEOreHe3a B OOJIBIIMHCTBE CIIy4aeB BKIHOYAIOT
MOBBIIICHHYIO JIOMKOCTh KOCTEH B PE3yJIbTaTe HU3KOW MPOYHOCTH KOCTHOW TKaHH, YTO MPUBOIUT K
MOBTOPHBIM TiepesioMaM, AeGopManusam Koctel. Jlpyrue KIMHUYeCKne CUMITOMBI, TaKUe KaK HU3KUI
pocT, TosryOble CKIIEPhl, TUIIEPMOOUIBHOCTh U «pa300JITAaHHOCTDY CYCTaBOB, TOHKAsl M paHUMasi KOXa,
HECOBEPIICHHBIM IEHTUHOTCHE3 U MPOTPECCUPYIOIIEE CHUKEHUE CIyXa, BCTPEYAIOTCS B PA3TMUYHON
CTENIEHU BBIPAKEHHOCTH B 3aBUCUMOCTH OT THUIIA U CTEMIEHHU TSHKECTH 3a00JIeBaHUSI.

Crenenp TSOHKECTH Te4deHHs 3a00JIeBaHMSI BapbUpPYyeT OT JIErkoW (MUHUMAJIbBHOE KOJIWYECTBO

MIEPEIOMOB C HOPMAJIBHBIM POCTOM, 0€3 BUAUMBIX JedopMaIuil KocTel) 10 TSHKEIOU U JIeTaJbHOM.

1.2 DTHoJIOrMsl M ATOreHe3 3200J1eBAHUS MM COCTOSIHUS (rpynnbl 3200J1€eBaHUH HJIH

COCTOSIHM )

B 90% ciyuaeB 3a0oneBanne 00yCIOBIEHO MYTAIUSIMU JBYX T€HOB KOJIJIareHa MepBOro TUTIA — O

1 mermm (COL1Al) u o 2 menm (COL1A2). lomunanTtabie Mytaiun B reHax COL1Al u COL1A2

MPUBOAAT K KOJIMYECTBEHHBIM M KaueCTBEHHBIM HM3MEHEHMsIM KojutareHa | tuma. KonuuecTBeHHbIE
ne(eKThI BEYT K JIETKOMY T€UEeHHUI0 00JIE3HH, TOT/1a KaK KaYeCTBEHHbIE U3MEHEHUS COTPOBOXKIAIOTCS
LIMPOKOI BaprnadebHOCThIO MPOSIBJICHUN OT CpeiHE TSHKECTHU 0 JIETaIbHOM.

KonnyecTBeHHble W3MEHEHHsI KoyulareHa, oOycioBieHHble Mytanusima B reHe COL1AL,
MIPUBOJAT K P3aBBUIO JETKUX (EHOTHUIOB 3a00eBaHus 1 XapakrepHsl 1uis [ tuna HO. Myraruu B rene
COL1A2 moryT NpuBOAUTS K TaINIOHEIOCTATOYHOCTH (12 1111, OTHAKO, 3TO HE MPUBOAUT K 3HAYUMBIM
(EHOTUITHYECKUM TIPOSIBICHUSM. [IpH MOITHOM OTCYTCTBHH 02 IIETIH Pa3BUBAIOCS THIIEPMOOUIHHOCTD
CYCTaBOB M MMAaTOJIOTHsI KJIAMIAaHOB CEep/lla, YTO XapaKTEepHO AJis CHHApoMa Diepca-/lanio.

KauecTBeHHble M3MeHeHUs Koyuiarena, ooycnosnennsie Mytanuu B reHax COL1Al u COL1A2,
BEAYT K TSOKEJIOMY WJIH JIeTaIbHOMY TeUeHHIO 0oJe3HH, uTo xapaktepHo s 11, I u IV tunos HO. B

pe3ylibTaTe 3aMeHbl IUVIMIMHA Ha AaMHHOKUCIOTY OOJBIIEro pa3Mepa HapylaeTcs IpoLecc
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(hopMHUpOBaHKS TPOHHOMN CIIUPATIH, ITO BEACT K (POPMHUPOBAHUIO CTPYKTYPHO H3MEHEHHOW MOJICKYJIbI
npokosutarera I tuna. O6Hapyxeno, yto myraruu B rene COL1AL yacto Oonee Bpe1OHOCHBIE, YEM B
COL1A2, 510 cBsizano ¢ teM, uto u3 COL1AL Tpancnupyercs pro-ol nemns, kotopas hopmupyer 2/3
KOJIJJAareHOBOTO (puOpUIBHOrO KOMIUIEKca. Takke MMeeT 3Hau€HHEe MECTO, B KOTOPOM IpPOM30IlIa
3aMeHa. Tak kak (oJAMHI o Hened B cnupaib uaeT oT C TepMUHAIBHOIO KOHLA K N KOHIy IIeNH,
3amerienus y C KOHIIa B HaYaJle e UMEIOT 0oJiee TsKeNble OCIeACTBH. MI3MeHeHns B OCIeTHUuX
200 pamukamax N KOHIA BeAyT K MHUHUMAIbHBIM HapylmieHUsM (OPMHUPOBAHUS CHHPAIUA H
HeJIeTaJIbHBIM (PeHOTHUIIaM, TOr/la Kak /i u3MeHeHuH y C KOHIIAa XapaKTepHbI TSUKEIbIE U JIETalbHbIE
(heHOTHUTIBI.

V3MeHeHHas o IIenb MEUIEHHEe NPOXOAUT IMpouecc (OJAWHTA, H3-3a ATOr0 (HepMEHTHI,
OCYIIECTBISIONINE MOCTTPAHCIALMOHHYIO MOAM(UKALINIO, AOJIbIIE B3aUMOACHCTBYIOT C 0 LIETIBIO U
HapyLwarT €€ CTPYKTYpY. DTH MU3MEHEHUS BEAyT K HAPYIICHUIO K30I[UT03a U CIIMBAHMS MOJIEKYJ
KosareHa B ¢uoOpwisl. Mzydensl 6omnee 1 500 1oMMHAaHTHBIX MyTalMid, NPUBOJAIIMX K JaHHOM
[ATOJIOTUH.

Pexe (B 10% ciydaeB) 6osie3Hb BbI3BaHa MyTalusMu pyrux reHoB (He COL1AL u COL1A2).
Kpome Ttoro, 3a nocnennue 10 jeT BbIABICHBI Jpyrue MPUUMHBI BOZHUKHOBEHHUs 3a00JIeBaHUS, HE
CBsI3aHHBIE C KOJIJIareHoM | Tumna u BcTpeyarouiyecs KpaHe peaxo.

Komnaren | Tuna siBiisieTcsi OCHOBHBIM O€JIKOM B OpraHM4eCcKOW 4acTu KOocTHOM TkaHu. KocTHas
TKaHp y mojeir ¢ HO xapakrepusyercsi He3penocThio, ¢ 00€THEHHBIM IIACTUHYATBIM CTPOCHUEM, C
HU3KUM TpaOEKyJIspHBIM OOBEMOM, IIOBBIIIEHHBIM YPOBHEM KOCTHOTO PEMOJCIUPOBAHUS U
yBEIIMUEHUEM KOJIMYeCcTBa He3penbiX ocreolnactoB. Hespenble ocTeobaacTbl MOANEPKHUBAIOT
CWIBHBIM TOTEHIMAJ Il aKTUBaMM oOpa3zoBaHus W AuddepeHnnanuu ocrteokaactoB. CHHTE3,
nponrdepanys U BKIIOUYEHHE B SKCTPALCIUTIONSPHBIA MAaTPUKC KOJUTaTreHa TaK)Ke CHUKEHBI. Takum
o0pa3om, HabOIOAaeTcsl MOBBILICHHAs pe30pOlMs KOCTeHd, y)Ke MMEIOUIMX HHU3KYI0 IUIOTHOCTb, M
pa3BuBaeTcs noBblleHHas JOMKocTb. C 2006 roxa BelsiBiaeHO Oosnee 20 HOBBIX T'€HOB, MyTallUU
KOTOPBIX BBI3BIBAIOT HECOBEPIICHHBII OCTEOTeHE3 B pe3yJbTaTe HAPYIICHUS TOCTTPAHCISIMOHHON
MoaupUKauK Kosuiarena | Tuna, HapyIeHus perysiuyd MUHEepalIu3alu KocTel, AedexTa rnpoiecca
3-TUIPOKCUIIMPOBaHHS KOJTareHa, HapymeHust quddepeHupoBKH ocTeo0nacToB u ap. [1-4]

HexoTtopsbie aBTOpBI BBIACAIOT HeKIaccupuuupoanHbie popmbl HO, K KOTOPBIM OTHOCST CIydan
mrarHocTiKd HO y manueHToB, He MPONIeIINX TeHeTHIeCKOe TECTUPOBAHUE, MAIIIEHTOB, HMEIOIINX
MHO)KECTBEHHBIC TIEPEIOMBI, a TAaK)Ke BBISBIICHHBIC MYTAllMH, KOTOPHIE B HACTOSIIEE BpeMsl He

OIIMCaHBbI.



1.3 DuuaeMuoJI0rus 3a001eBaAHNS MJIHM COCTOSTHUSA (TPYINLI 32001eBAHMIT N COCTOAHHUI)

YacroTa BOSHUKHOBEHHSI HECOBEPIIEHHOTO0 OCTEOreHe3a MpU POXKACHUU MpuMepHOo 1 ciydaii Ha
10-20 000 TeIc. HOBOpPOKACHHBIX [5,6]. OmHAKO YacTOTa BO3HHKHOBEHHS U PACIPOCTPAHEHHOCTH
pa3nuyaroTCsa B 3aBUCUMOCTH OT TUIA 3200JIeBaHUsI (B CBSI3U C JICTATBHBIMH CIIy4asiMu).

Hecosepmiennsiii ocreorenes I m IV Tunos cocrasisier OKOJIO ITOJNIOBMHBI Beex ciydaes. llo
HEKOTOPBIM JIaHHBIM [ 7], pactpocTpaneHHOCTh | Tuma - 3-4 Ha 100 tbIc., a A I Tuna u I Tuna - 1-
2 Ha 100 tbIc. HaceneHus. TOYHBIX JAHHBIX O PACIPOCTPAHEHHOCTU M YacToTe BcTpeyaemoctd HO B
Poccuu Het. UMmeroTces cBenenust, uto yactora Bctpeuaemoctd HO V tuna B Poccun cocrasisier ot 3
10 5,7% [8].

3a0osieBaHHE BCTPEYAETCsl C OJIMHAKOBOI YacTOTOM y MYXYMH U KEHIIUH, BHE 3aBUCHMOCTH OT

PACOBLIX U OTHUYCCKHUX OCOOEHHOCTEM.

1.4 Oco0eHHOCTH KOAMPOBAHHKSA 3200J1eBAHNS MJIM COCTOSIHUS (TPVIILI 3a00/J1€BAHUI WJIH

cocTosinuif) no MekayHApOAHOH CTATHCTHYECKOI Kaaccuukannu 0oJie3Hel ¥ nNpodJieM,

CBAI3AHHBIX CO 310POBbHEM

Q78.0 — He3zaBepiieHHBINH OCTEOreHe3

1.5 Kanaccudukauus 3a00/1eBaHus WIN COCTOSSHUSA (TPYINbI 3200/1€BAHUI WM COCTOSTHUIA)

B 1979 r. Sillence ¢ coaBT. O6buta mpeuIokeHa KiacCU(pUKallMsi HECOBEPILIEHHOTO OCTEOreHesa,
OCHOBAaHHAsl Ha KJIMHUYECKUX U PEHTTeHOJOIMYecKUX AaHHBIX 180 maiueHToB, 0OC/IeI0BaHHBIX B
ABcTpanuu:

o | Tum - cpemHeW CcTENEHM TSHKECTH, XApaKTEPU3YETCs ayTOCOMHO-JOMUHAHTHBIM THIIOM

HacJleI0BaHMsI, HAIMYUEM TOJTyOBIX CKIIEp.

o |l tun — nepuHaTanbHO-NETANBHBIN, MOApa3fesneH Ha cyoTunsl A, B u C Ha ocHOBaHUU
PEHTTCHOJIOTUYECKUX JaHHBIX. HalOmomaroTcst TsDKenble OeopMalud W YKOPOYEHUS
KOHEUYHOCTEH, 4acTo - JIETAIbHBIN UCXOJ BCJIEICTBUE PECIIUPATOPHBIX OCIOKHEHHM.

o Il tun — mporpeccuBHO IePOPMHUPYIOUINHM, CO 3HAYUTEIBHBIMH Je(POpPMALUAMHU KOCTEH,
TSDKEJIBIM CKOJIMO30M.

o |V tum — ¢ ayTocOMHO-TOMHHAaHTHBIM THUTIOM HACJIEIOBAHUS, XapaKTEPU3yeTCss HOPMaTbHBIMH
ckyiepami (10 TSHKECTH 3aHUMAET MPOMEXYTOUHOoe TookeHne mexay | u 1l tumamu).

B 1984r. knaccuduxamnust HO 6p11a n3menena (mo Sillence D.O.), omnako B HacTosiee Bpemst

MpUMEHSIETCS TeHeTHUecKas Kinaccudukanms (Tadsm. ).
Pactymmii circok TeHOB, CBsI3aHHBIX ¢ Oosiee peakumu Gopmamu HO, nan Hagamo cucreme

Kiaccuukanuu, kotopas omnpezaenser noatunsl HO Ha ocHOBe mpuumHHOrO reHa. B HacTosiiee
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BpeMs BbiieneH0 22 redHetudeckux Bapuanta HO (I-XXII Tumel) ¢ pa3HbIM THUIIOM HACJIETOBAHUS:
ayTOCOMHO-IOMHUHAHTHBIM, ayTOCOMHO-PEIIECCUBHBIM U X-CIETUIEHHBIM, U uAeHTH(HUIHIpoBaHo 20
I'CHOB, OTBETCTBEHHBIX 3a UX Bo3HHKHOBeHue (https://www.omim.org/) (ta6u.1).

C 2009 roma MexIyHapOAHON TpyHION MO HM3YyYEHHI0 HOMEHKJIATYpbl HACIEICTBEHHBIX
3aboneBanuii ckenera (INCDS) 6bu10 npeiokeHo BbICIUTh 1aTh TUoB HO, onupasce Ha peHoTum
aHanornuHo kiaccugukanuu Sillence, a Takke pemeHo otHocuTh HO-monoOHbie 3a00seBaHus €O
CHIDKCHHEM KOCTHOH IIOTHOCTH U TIepeJioMaMu KocTei k obmieit ¢ HO knaccuukanmonHo rpyrmme.
Cpenu Hux 3a0051€BaHMsI, COMPOBOKIAOIINECS !

1) ocrteonopo3oM — X-CleIICHHbIE (OPMBI OCTEONMOPO3a, CHUHAPOM OCTEONOPO3a-
TICEB/IOTIIOMBI,

2) BPOXJICHHBIMH KOHTPAKTypaMH CYCTaBOB — CHHIpPOM bpyka 1 u 2 THMOB, mepBblii U3
KOTOpBIX siBNsieTcsl ayienbHbiM BapuantoM HO XI| tuma; m psan apyrux 3a0ojeBaHUil, UMEIOIIUX
oburue uepTsl ¢ HO, BKITIOYarOMIMX HECKOJIbKO reHeTndeckux BapuanToB [Nosology and Classification
of Genetic Skeletal Disorders: 2019].

Tabnuma 1. CoBpeMeHHast KITMHUYECKasl KiTaccu(DUKAIFs He3aBEPIICHHOTO OCTEOTeHEe3a

Tun Hazpanue tuna I'en Tun
HacJIeI0BaHUs
| Henedopmupytromuii tur ¢ COL1A1, COL1A2, SP7, BMP1, AJl, X-
rojyObIMU CKIIEpaMu P3H1, PLS3 CIETUUICHHBIN
I [lepunaTanbHO JIETATBHBIMH, COL1A1L, COL1A2, CRTAP, P3H1, AJL AP
TSKEIIBII CREB3L1, PPIB, BMP1 ’
TTpOrpeccHBHO COL1A1, COL1A2, BMP1, CRTAP,
m fehopMHpyHoii, FKBP10, P3H1, PLOD2, PPIB, AJL, AP
Cpe e TS SERPINF1, SERPINH1, TMEM38B,
WNT1, CREB3L1, FAM46A
Bapuabensusiii HO ¢ COL1A1, COL1A2, WNT1, CRTAP, AJL AP, X-
(V4 roayObIMU CKIIEPAMH, PPIB, SP7, PLS3, TMEM38B, T,
CPETHETSIKEIbIN FKBP10, SPARC CHCTUICHHDIH
Cpennersixensiii HO ¢
\Y occuduKaimeil MeXXKOCTHOM IFITM5 Al
MeMOpaHbI MPEATIICYbsI

[Ipumeuanue. Tun HacnenoBanus: AJ] — ayrocoMHO-AOMUHAHTHBIN; AP — ayTOCOMHO-peliecCUBHBII

fst

Tabmuma 2. I'enetudeckast kinaccudukaist HecoBepuienHoro ocreoreneza (HO) — mo [10, 9] ¢

W3MEHCHUSMMU.
Tun HO Denornnt MIM#  |Hacaeno |Ten TsaKecTh U KJIMHUYECKHE 0COO0CHHOCTH
BaHHe
I 166200 AJl COL1Al1 |JIerkoe TeueHue 3a00eBaHUs, TUHCHHBII
POCT COOTBETCTBYET CpPEIHEMY UITU
HECKOJIBKO HUXKE CPETHETO B MOMYIISIIIHH,



https://www.omim.org/

negopmanuu KocTeil OTCYyTCTBYIOT UIIH
HEBBIPAKCHHBIN

166210

AJL, AP

COL1A1,
COL1A2

[IepunaTanbHO JETANBHBIM,
TUIIOMUHEpaNu3alus KOCTel ueperna,
nedopMarius pedep 1Mo THITY «KHUTH
KEeMUyTay, BbIpaskeHHbIe JeopMauu
KOCTEH

259420

AJl, AP

COL1A1,
COL1A2

Tsxenblil ¢ IPOrpecCUpyrOIIUMU
nedopMaIusMi KOCTEH, BEIPKECHHOE
OTCTaBaHUE JIMHEWHOI O pOCTa

166220

Al

COL1A1,
COL1A2

[IposiBiieHUs1 OT CpeaHEN TSHKECTH 10
TSDKENIOTO0, 1ehopMaluy JITMHHBIX
TpyOUYaThIX KOCTEH, TO3BOHOYHHKA,
OTCTaBaHWE JUHEUHOTO POCTA OT
HE3HAYUTEJIHLHOIO 10 TSHKEIOI0

610967

Al

IFITMS

[IposiBiieHUs OT JIETKOM JO YMEPEHHOMN
CTETNEeHH BBIPAXKEHHOCTH (YMEPEHHO
nedopMUpyroIIeh) ¢ KanbliupuKamuen
MEXKOCTHBIX MEMOpaH W/uiu
TUIEPTPOGUICCKUMU MO30JISIMU, BBIBUXOM
TOJIOBKH JIy4€BOM KOCTH

Vi

613982

AP

SERPINF1

[IposiBieHUs OT YMEPEHHOM 10 TSAKEION
CTEIEHU BBIPAKEHHOCTHU, XapaKTEPHO
HaJIMuMe HEMHHEPAIN30BAHHOIO OCTEOM1A;
KapTHHA OUOINCUU KOCTH UMEET PUCYHOK
IUTACTHHOK B BUJIE “phIObei uerryn”

VII

610682

AP

CRTAP

[TposiBieHuUs OT TSHKENOTO TEUESHUs 10
JIETAILHOTO, XapaKTepPHA PU30OMEIIUS
(YKopoueHHe TPOKCUMAIIBHBIX OT/IEIOB
KOHEYHOCTEH)

VI

610915

AP

LEPRE1
(P3HI)

IIposiBEeHUs OT TAKEIOTO TEUEHUS 10
JeTa’IbHOI 0, XapaKTepHa pU30MeEIus,
KOKCa Bapa, U3MEHEHHs MeTa(u30B
JUIMHHBIX TPYOUaThIX KOCTEH B BUJIE
KaJbIM(PUKALMY 110 TUITY “NONKOpHA”

259440

AP

PPIB

Tskenslid, yKOPOYEHHUE NJIMHHBIX
TpyOUaThIX KocTel u ux nedpopmanus (B
T.4. cabneBuHas qepopmanus
00JBITIEOEPIIOBBIX KOCTEH)

613848

AP

SERPINH1

Tsoxenslil nehopMUPYIOIINN C
BHYTPUYTPOOHBIMHU IT€peIoMaMH KOCTel

Xl

610968

AP

FKBP10

Jedopmaruu ckenera BapbUPYIOT OT
JIETKOH O TSHKEJIOU CTEIIEHU
BBIPAXKEHHOCTU, UMEIOT MECTO
BpPOKJICHHBIE KOHTPAKTYPHI CYCTaBOB




XIlI 613849 AP SP7 Tspxenvie qedopmaruu ckenera ¢
3aJIep>KKON TPOPE3bIBAHUS 3y0OB

X1 614856 AP BMP1 [IposiBieHUST BapbUPYIOT OT
CPEIHETSHKEIION IO TSHKEION CTEeTIeHU C
MPOrPECCUPYIOLIUME 1epopMausIMU
KOCTEH

XV 615066 AP TMEM38B |Ot ymepeHHO# 10 TSXKEIOoN CTENeH!

XV 615220 AP, AJlI |WNT1 [IposiBiIeHUST OT YMEPEHHOM /10 TSKEIOU
CTETICHH BBIPAKEHHOCTHU, XaPaKTEPHBI
MOPOKHU Pa3BUTHS TOJIOBHOTO MO3Tra

XVI 616229 AP CREB3L1 |Tskenoe Te4eHUe ¢ MPOrpecCUpyIOINMU
BBIPQXEHHBIMU JePOpMaIisIMU KOCTEH,
HATMYUEM BHYTPUYTPOOHBIX TIEPETIOMOB
KOCTEi, BO3MOXHO Pa3BUTHUE JIbIXaTEIbHON
HEJO0CTAaTOYHOCTH

XVII 616507 AP SPARC Tsoxenoe nmporpeccupyroiee TeueHue

XVIII 617952 AP FAM64A  |Ot ymMepeHHOM 10 TSHKEION CTEIICHH,
nucMopguyeckue 0COOCHHOCTH, 3aIepKKa
JIMHEMHOTO pocTa

XIX 301014 XP MBTPS2 OT yMEepeHHOM JI0 TSHXKENOH CTeNeHH,
nedopMarus TPy IHON KIICTKH

XX 618644 AP MESD Tsoxenblid ¢ TPOrpecCUpPyYOMUMHU
nedopmaiusaMi KOCTeH. Y MCTBEHHAs
OTCTaJIOCTh.

XXI 619131 AP KDELR2 |Tspkenslit ¢ mporpeccupyronmuMu
nedopMaIusMi KOCTEH, BRIpAKESHHOE
OTCTaBaHUE JIMHEWHOTO POCTa

XXII 619795 AP CCDC134 | Tsokenmslii ¢ BHyTPUYTPOOHBIMH
nepenoMaMu KOCTel u
MIPOTPECCUPYIOMUMH J1ePOopMaITUSIMHU.
3BVYP mnona

XX 620639 AP PHLDB1 | Tsxkenslii ¢ IaTUCTIOHAUITUEH,
YKPOPYEHHUEM U UCKPHUBIICHUEM JITUHHBIX
TPYOUATHIX KOCTEH, MHO)KECTEHHBIMH
neperoMaMu, pacuIimpeHueM MeTapu30B,
WHCYJTUHOPE3UCTEHTHOCTRIO B
MOJIPOCTKOBOM BO3pPAacTe

Cungpom (609220 AP PLOD2 HmeeT cX0/IHYIO KIMHUYECKYIO KapTHHY C

bpyxka, Tun HO. Huskuii pocT, MHOXKXECTBEHHbIE

2 MIEPEIIOMBI, TIATUCTIOH THITHS,

(HecoBepiie BPOKICHHBIE KOHTPAKTYPHI CYCTaBOB,

HHBIH KHJICBUHAS TPYAHAS KJIETKA, ITEPUTHN

OCTEOTeHe3

c
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BPOXICHHBI
MU
KOHTPAKTYp
amMu
CYCTaBOB)

PLS3 He ycranoBiieHa pojib B pa3BUTHH
3aboneBanus HO. ['en, acconunpoBaHHbBIN
C TPEeIpacroioKEHHOCTHIO K OCTEONIOPO3Y
1 MHOXECTBEHHBIM TIEpesioMaM

1.6 Kinnnnueckass kapTuga 3a00J1eBaHus WM COCTOSAHUSA (rpynnbl 3a00JdeBaHN NN

COCTOSIHMA)

Ilpuznaku u cumnmomul, xapaxmepnwie oasa HO:

- MIOBBIIIEHHAS JIOMKOCTh KOCTEH, BCIECTBUE YEro HAOI0Ial0TCA MEPEeIOMbl IPU HE3HAYNTENbHOM
TpaBMe WU IIPU €€ OTCYTCTBHH, B TOM YHUCIIE Cpa3y MOCIEe POXKICHHUS, BO3MOKHBI BHYTPHUYTPOOHBIE
IIEPESIOMBI,
- pa3BuTHE AePopMaIui KOCTeH KOHEUHOCTEH B pe3ysIbTaTe MepeOMOB;
- HU3KUM JIMHEHHBIN POCT KOCTEH;
- TONTyObIe CKIIEPHI;
- TpeyroipHas popma Jnna;
- Makporedanms;
- ruapornedanms;
-0a3uisipHasi MHBaruHaIMs
- HapylIeHHe cIyXa: KOHAYKTUBHAS TYTOyX0CTh, CMEIIAHHOTO THIIA WJIM CEHCOHEBpAIbHAS
TYTOyXOCTb;
- 100aBOoYHbBIC (BOPMUEBBI) KOCTH Yeperna;
- IPU3HAKH JeMUHEepaIu3auy (THIOMUHEPATN3allin) KOCTEH;
- TUTIEPMOOMIIBHOCTh CYCTaBOB;
- THIIOIUIA3MS, TIOTYTIPO3pavyHbIe, KapHO3HbIE, 00eCIIBEYCHHBIE 3YOHI,
- CKOJINO3 U / Ui Kuo3;
- IeTKasi paHUMOCTb KOXWU;
- MaxoBasi v / WM MyMOYHas TPbIXka,
- IOpayKE€HUE KJIAIIaHHOTO ammapara cep/ilia ¥ yBeJIMYeHHe JuaMeTpa aopThl;
- IbIXaTebHAasT HEIOCTaTOYHOCTD;
- aCTUTMAaTU3M, KEPaTOKOHYC, TJIayKoMa.
Knunudeckasi kapTuHa BapbUPYeET OT JIETKUX (OPM ¢ HE3HAYUTEIbHBIM YBEIHUEHUEM UYHCIIa

MEePEJIOMOB TI0 CPAaBHEHHIO C OOIICH MOMyJIANHEe W OOBIYHOW MPOJODKUTEIBHOCTHIO JKU3HHU 10
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TSDKEIBIX JleopMaliii cKelleTa, BOSHUKAIOMNX Ha (OHE MepesloMOB MOC/Ie MHHUMAIIBHBIX TPaBM (B
pAaAcC CIydacB 3HAYUTCIBHO BLIPAXKCHHBIC I[e(pOpMaI_[I/H/I caMM SIBJISIOTCS UCTOUHUKOM ITOBBIIIICHHOM
omacuHocty) [11,1212].

BakHO OTMETHTH, YTO KOppessiiusi TeHoTul-(eHotun y manueHtoB ¢ HO He sBisiercs
aOCOJIIOTHOM: JJaKe B CEMbsIX, IIe HAOIIOAaeTCsl OJJMH U TOT )K€ T'eHETHYECKUil BapHaHT, 0OJIC3Hb

MOXET MPOSIBISATHCS Mo-pasHomy [13,14].

2. I[I/IaI‘HOCTl/IKa 3a00J1eBaHUsI WM COCTOSIHUSA (rpynnbl 3a200/1eBaHuii WK
COCTOHHHﬁ), MEAUIMNHCKHUC ITOKA3aHUA ! IIPOTUBOINOKA3AHUA K IPUMECHCHHUIO

METOA0B JTUATHOCTHKH

B nacmoawee eépemsa nem eOunHo20 memooa - «30710m020» CMAHOAPMA OUACHOCHIUKU
HecosepuieHHo20 ocmeozeneda. llepenomvl Kocmell, BO3HUKAIOWUE NPAKMUYECKU 0e3 KaKux-1ubo
SHAUUMbBIX Mpaem, uyacmo sAeigiomcs nepsvim npusnakom HO. Bpauu-neouampuwi/spavu-
mepanesmul/épauu oouell nNpakmuKku (cemelinvle 8pavit), 8padu-mpasmamonocu-opmoneosvl, 8padu-
oemckue xupypeu, 8pasu-3HOOKPUHOLO2U/BPAYU-0eMCKUEe YHOOKPUHOTIO2U U Opyeue CReyuaiucmol, K
KOMOpbIM 00pawaomcsi nayueHmvl ¢ NnepelomMamu Kocmeu, OOJIHCHbL paccMampueéams OAHHbLU
OUACHO3 B0 BCEX CAYUASX, CBAZAHHBIX C MHOICECMBEHHLIMU NEPENOMAMU UL NPU HATUHUU 8 CEMELIHOM
aHamuese nepeiomos.

Oowenpunamulx Kpumepuee OUazZHOCMUKU Hem.

Knunuuecxuii ouaenoz HO ocHnosvigaemcs Ha xapakmepHuiX NPUHAKAX U CUMAMOMAX (CM.
paszoden 1.6)

Ilpu Hanuyuu xpynkocmu Kocmeu u/uiu OmsA2OUWEHHO20 CEMeUH020 AHAMHe3d U/UNU HeCKONbKUX
BHeCKeleMmHbLX NPOsIeHUl OUACHO3, KAK NPABUIO, He 8bl3bleaem 3ampyOHeHUIL.

Onpedenennvle MpyOHOCMU BbI3bIAIOM CYYAU NPU OMCYMBUU IMUX NPUSHAKOS U/UNU Npu
CYOKNMUHUYECKUX BHECKENeMHbIX NPABIECHUSIX.

He cywiecmseyem nabopamoproeo mecma na HO. Ompuyamenvhsie pe3ynvmamol MOJLEKYIAPHO-

2eHemMUYecK020 UCCIe008AHUS He UCKTIOYAIOM OUACHO3.

2.1. ’Kaao0bl 1 aHamMHe3

cm. pazoen 1.6. Knunuueckas kapmuna
o PexoMeHI0BaHO MPHU JTHATHOCTHUKE MAIMEHTOB ¢ KIMHHYCCKUMH TPU3HAKAMHU/TI003PECHHEM
Ha HO mpoBeneHue cOopa aHaMHE3a M KajJo0 TepanmeBTHUYECKOro (B paMkax mpuema (ocMoTpa,

KOHCYNbTAIIMM) Bpada-TienaTpa/Bpada-HEOHATOIOTa/Bpada-TepaneBTa/Bpadya 0Omed MpPaKTUKA
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(cemeitHoro Bpava), Bpaya-3HAOKPHUHOJIOTa/Bpaya-JIeTCKOTO JHIOKPHHOJIOTA, Bpada-Hedposora,
Bpayva-TpaBMaToJIOra-opToNe/ia, Bpada-cToMaToJora/Bpada-IeTCKoro CTOMAaTojiora W /WM Bpada-
ICHETHKA MIEPBUYHOM U TIOBTOPHOM C LIENbIO qrarHocTrueckoi resnbto [81,10,101,102].
YAA5YYPC)
KommenTapnmii:

Ipu Hanuuuu nepeyucieHHbIX CUMRIMOMO8 HeODX0OUMO OYEHUMb COCMOSHIE KOCMHOU MKAHU,

UCKII0YUE OpY2ue B03MOJCHbLE Npuyulbl nepenomos. Crnedyem yuumuléams ceMelinbili aHaMHe3.

2.2 dusukajabHoe 00cae10BaAHHe

o PexoMeH10BaHO NMPH TUATHOCTUKE MAIIMEHTOB C KIMHUYSCKUMU MMPU3HAKAMU/TIOA03PEHUEM
Ha HO mnpoBencHre BH3yaqbHOTO OCMOTpA TEPANEBTUYCCKOTO, MANbIAIMA TEPANCBTHYCCKOMH,
ayCKyJIbTallMM TEpaleBTUYeCKOi (B paMkax mpuemMa (OCMOTpa, KOHCYJIbTAallMU) Bpaya-
neuaTpa/Bpaya-HeOHATOJIOTa/Bpadya-TeparieBTa/Bpada 00IIe MpakTUKKH (CEMEMHOro Bpaya), Bpayda-
9HJIOKPHUHOJIOTA/Bpavya-AeTCKOTO SHIOKPHHOJIOTa, Bpaya-Hedpoiiora, Bpadya-TpaBMaToJIora-opTonea,
Bpayva-CTOMATOJIOTa/Bpavya-IeTCKOTO CTOMATOJIOTa U /M Bpada-TeHEeTHKA MIEPBUIHON U MTOBTOPHBIX )
¢ quarHoctuveckoit nespio [81,10,101,102].

YAA5YYPC)

KommenTapnmii:

IIpu ocmompe pebenxa credyem oopamums HUMAHUE HA:

- HeBbICOKULL POCT U HUMCE, YeM NPeonoaadioch, 8 CPAGHEHUU C POCIOM OPY2UX YleHO8 CeMbl, He
3aMpPOHYMbIX OAHHOU NAMOoao2uell;

- 2onybble cKepbl;

- Oehopmayuro yepena,

- dehopmayuro OIUHHBIX MPYOUAMbLX KOCMell, PA3SHOCMb UX OJIUHbL,

- HapyuieHue OCaHKu,

- Hapyutenue noX00Ku,

- CNOCOOHOCMb NEPedsUSambCsi CAMOCMOAMENbHO UTU BO3MONCHOCHb NEPEOSUNCEHUS MOTbKO C
NOMOWbIO PeaOUTUMAYUOHHBIX U A0ANMUPOBAHHBIX OJis1 UHBANUOO8 MEOUYUHCKUX U30enull (Hanpumep,
KOCMbLIU NOOMbBIUUEYHbBLE, KOCIBLIbL ¢ ONOPOLL NOO JIOKOMb, MPOCHb 00HOONOPHAS, XOOVHKU ONOPHbLE
cmanoapmHule CKIA0Hble, XOOYHKU KOJIeCHble CMAHOapmuble, 6e3 21eKmpOnumaHus, CKiaoHvle u op.)
NO00EPIHCKU UNU UHBATUOHO20 KPeCad,

- 2UNEPMOOUTLHOCTb CYCMABO8;

- HanuYUue Heco8epULeHH020 OeHMUHO2eHe3a (NPO3PAUHbBIX, ONAIECYUPVIOUWUX, KAHMAPHBIX» 3008);

- Hanuuue 6cmagounvix (Bopmuesgwix) kocmeti;

- npoepeccupyrowyio nomepio ciyxa (vawe 8 nocmnybepmamuom nepuooe).
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2.3 JIaGopaTopHbIe TMATHOCTHYECKHE HCCAeT0BAHNS

J PexomengoBano manuentam c¢ npusHakamMu HO wuccnenoBaHue COCTOSHUS MUHEPATIbHOTO
oOMeHa: MccnenoBanue ypoBHSI HOHU3MPOBAHHOTO KabIus B KpoBU U VcciieqoBanue ypoBHst 00IIETo
KaJblus B KpoBH, VccnenoBanue ypoBHS Heopranuueckoro gocdopa B KpoBU, UCCIIEOBAHUE YPOBHS
MOHU3UPOBAHHOTO MarHusi B KPOBU H/WIIH MCCIIEOBAHNE YPOBHS OOIIETO MarHusi B CHIBOPOTKE KPOBH,
ypoBHs 25-OH ButamuHa /I B KpOoBH, NapaTUPEOUTHOTO TOPMOHA B KPOBH, OIIPENIEIEHUE aKTUBHOCTH
11es1I0uHoi (hocdaTazsl B KPOBH; COCTOSHUSL OPTraHOB, MATOJIOTMYECKUE U3MEHEHUS B KOTOPBIX MOTYT
MIPUBECTH K HAPYILIEHUIO KOCTHOT'O METa00IM3Ma: MCCIEe0BaHMs ypOBHS Kanblus U pochopa B Moue.
JlaHHBIE HCCIEIOBAHUS BBIMIONHSIOTCS TpHU JAUAarHOCTUKE (s muddepeHInaTbpHOr0 AUar{o3a) u
Jajee B AWHAMHKE B Cllydae MEIUKAMEHTO3HOUW Tepamuu JUIsl KOHTPOJISI KOCTHOTO METa0OoIu3Ma |
OLIEHKH COCTOSHUS MoveK u neuenn [15,16,17, 19].

(Yaa5; YYP Q)

Kommenrtapuii: Obviunvie pymunnvie ucciedo8anus Kpo8U U MOYU He BbIAGIAIOM CheyupuyecKux ois
HO usmenenuii. Oonaxo npu 3nauumensHo 8blpadCeHHOU pe30poyun MO2ym ommedamscsi noGvluleHue
VpO8HA wenouHou ¢ocghamazvl 6 Kpogu, 6 mMOM Hucie KOCMHOU, UnepKaibyuemus u
eunepkantbyuypus. Yposenv eunepranvyuypuu HeoOX0O0UMO OMCIeHCU8AMb, O0CODEHHO Ko20a
HA3HAYAOMcss OONOJHUMENbHO (8 CBA3U C BbIAGIEHHbLIM UX Oepuyumom) coeOuHeHuss Kaibyus u
gumamuna D u e2o ananocu, ecieocmeaue noGblueHUs. PUCKA SUNEPKATbYUYPUU U HePPOKATbYUHO3A
w/unu Hegpporumuasa. Jauuvie ananuzvl He0OX00UMO NPOBOOUMb Ol UCKIIOYEHU Opyeux
B03MOJNCHBIX 3a0071€6AHULL U COCMOAHUI.

o PexomeH10BaHO paccMOTpeTh (B Ciy4ae BO3MOXKHOCTH MEAUIIMHCKOW OpTaHU3aIliH)
NPOBEJICHUE aHAIN3a KPOBU Ha OMpEe/iCHHE YPOBHSI MapKepoB KocTeoOpa3oBaHus (MCClieoBaHUE
YPOBHS OCTCOKAIBIIMHA B KPOBH, HCCeIOBaHUE YpoBHSA N-TepMHHAIBLHOTO TPONEHTHIIA
npokosutaresa 1-tuma  (PINP) B kpoBu) wu ee pesopOuum  (MccieoBaHHE — YPOBHS
JIE30KCUTTUPUIMHONIMHA B MOYe, HCCIENOBaHUS ypPOBHS OeTTa-u30Mepu30BaHHOTO (C-KOHIIEBOTO
TeJonenTuaa KomareHa 1 tuna ( - cross laps) B KpoBH (BepHOE HAUMEHOBAHUE YCIIYTH - HCCIIEOBAHNE
ypOBHS 0eTTa - u3oMepu3rpoBaHHOro C-KOHIIEBOTO Tenonentuaa kojuiareHa 1 tuma (B-cross laps) B
kpoBH) nmanuerTam ¢ HO niist nuHaMudeckoro HaOJIIOACHHS B Clydae IPOBEICHUS aHTUPE30POTUBHOTO
neuenwus [16,20,21,22,23,24,25,26,27].

(YA 4; YYP C)

KomMmenTapum: ucciedosanus npeumyuecmeeHHo npo8oosm y 3pOCivlX NAYUEHMO8 015 KOHMPOJIsL

aHmupeaopémueHoeo JIeYeHUA
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. Bo Bpems GepemennocTu nanueHTkaMm ¢ HO pekoMeH10BaHO MPOBOAWTH KOHTPOJIb aHATN3a
KPOBH OMOXMMHUYECKOTO OOIIETEPANIEeBTUYECKOT0 KaXKAble 3 MecsIa, UCCIeIOBaHUE YPOBHS OOIIETO
KaJIbIMsl B KPOBH M UCCIICIOBAHKE YPOBHSI MOHU3UPOBAHHOTO KaJIbIIHS B KPOBHU, HCCIICIOBAHUE YPOBHS
Heopranmueckoro ¢docdopa B KpoBH, uccienoBanue ypoBHs 25-OH Buramuua /[ B KpoBwH,
WCCIICZIOBAaHUE YPOBHS NMApaTHPEOUHOTO TOPMOHA B KPOBH, OINPE/ICICHUE aKTHBHOCTHU IIEIOYHOM
¢docdarassl B KPOBH, UCCIICAOBAHUE YPOBHS MOUEBUHBI B KPOBH, UCCIICIOBAHUE YPOBHS KPEaTHHIHA
B KPOBH, OINpEACNiCHUE aKTHBHOCTU JIAKTAaTACTHUAPOTCHA3bl B KPOBH, HccienoBaHue ypoBHs C-
PEaKTUBHOTO O€lika B CHIBOPOTKE KPOBH, OMpEJelieHue aKTUBHOCTH acmapTaTaMHHOTpaHchepasbl B
KPOBH, OIIPENICJICHUE AaKTUBHOCTU allaHMHAMHUHOTpaHc(hepa3bl B KPOBH) C IICIBIO BBISABICHHS
OTKJIOHEHHU# OT HOPMBI U CBOCBPEMEHHOM Koppekuuu [28, 76].

(VIL 4 YYP C)

JlabGopaTopHble MeTObI JUATHOCTHKH Mepel HAYaJIoM JiedeHus oucocponaramu:

e PexomeH10BaHO epe]] HayajaoM Tepanuu ouchoconaramu naureHtam ¢ HO nposenenue ¢ neibro
OLIEHKU HAJIWYMs MPOTUBONOKA3aHUI K JICUCHHIO WJIM HEOOXOJMMOCTH NPOBEIEHUS KOPPEKIMH
BBISIBIICHHBIX OTKJIOHEHUI:

OAHanMM3 KpPOBHM OMOXMMHUYECKHH O0OIeTepaneBTUUECKHM, BKIIIOYAs HCCICIOBAHHE YPOBHS
obmiero Oeika B KPOBH, HCCIEIOBAHUE YPOBHS MOHU3MPOBAHHOIO MAarHUsl B KPOBH H/WJIH
UCCIIeIOBaHUE YPOBHS OOLIETr0 MarHusi B CbIBOPOTKE KPOBHU, UCCIIEI0BAaHUE YPOBHS MOUEBUHBI,
UCCIICIOBAaHUE YpPOBHS KpeaTMHMHA B KPOBM, OIpENEIEHUE YPOBHSA aKTUBHOCTH
anaHuHaMuHOTpaHcdepassl B kpoBu (AJIT), ompeneireHue yYpOBHS — aKTUBHOCTH
acnaptatramuHoTpancepasst B kpoBu (ACT), wuccienoBanwe ypoBHS CBOOOJHOTO U
CBSI3aHHOT'O OMJIMPYOMHA B KPOBH, UCCIIEOBAHUE YPOBHS IIIIOKO3bI B KPOBH, YPOBHS OOIIEr0O
KaJblMsl B KPOBM, MOHM3MPOBAHHOTO KAJIBLUS B KPOBU (KOPpEKUHUs MO albOyMUHY — IO
MTOKa3aHUsM), YPOBHS HeopraHuueckoro ¢pocgopa B KpoBH,

oHccnenosanue ypoBus 25-OH ButamuHa [l B KpoBH, HCCIIeIOBaHNE YPOBHS MApaTUPEOHTHOTO
rOPMOHA B KPOBH,

obuoxuMuyeckue Mapkepbl KOCTHOTO MeTa0oJu3Ma y B3pOCHBIX MAIMEHTOB, IpU
BO3MOKHOCTH, (OIpe/iesieHle aKTUBHOCTH 1IeNT0OYHON (ochaTasbl B KPOBH, TPH BO3ZMOKHOCTH
onpexaeneHus: MccnenoBanue ypoBHs OCT€OKalIbIIHA B KPOBH, HCCIIEI0OBAHUS YPOBHs OeTTa-
n3oMepu3oBaHHOro C-KOHIIEBOTO TenomnenTuaa kosuiareHa 1 tuma (B-Cross laps) B kpoBw.
HccnenoBanne ypoBHsS JI€30KCHNUPHIMHOIMHA B Modye. HeoOXoamMocTh M KpaTHOCTb

OIPCACIICHUA YCTAHABINBACTCA NHAUBUAYAJIbHO, 110 ITIOKA3aHUAM,
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OOLIEHKa KalblnypuH - MccienoBanue ypoBHS KalbIHs B Moue (KOJTHMUECTBEHHOE ONpeieNieHuE
Ca B cyrouyHoil (2-ii yTpeHHEH MNOpIUH) MOYE, KaJbIHi/KpeaTMHUHOBBIM K03(duuumeHt
yTpEHHEN MOYH),

oomnenka ¢ocharypun - MHWcecnegoBanue ypoBHs Qochopa B Moue (KOJUYECTBEHHOE
onpeneneHue ¢ocdopa B CyTouHo# (2-i yrpeHHer mopuuu) Mode, hochop/KpeaTHHUHOBBIN
KOA(QPHUIHUEHT YTPEHHENH MOYH);

oOO0mwmit (KITMHUYECKHIA) aHATTN3 KPOBH Pa3BEPHYTHIN (BKITIOUYAs UCCIICIOBAHUE YPOBHS OOIIETO
reMoryiobnHa B KpOBH, OLIEHKY 'eéMaTOKpPUTA, UCCIIE0BaHNE YPOBHS TPOMOOIIUTOB B KPOBH);

o OO0muii (KITMHUYECKHI ) aHaJIU3 MOYH;

o Hble ropMoHbI — 1o nokazanusiM [50].

(YA 5 YYP C)

JlaGopaTopHble MeTOAbI IMATHOCTHKH Iepe]l KaxKIbIM KypcoM Tepannu Oucpoconaramu

¢ PekoMeHI0BaHO Tiepen KakIbIM KypcoMm Tepanuu Oucdochonaramu mamuentam ¢ HO ¢ menbio
BBISIBJICHHSI TPOTUBOMOKA3aHUM K JIEYCHHIO WJIM HEOOXOAMMOCTH MPOBEACHUS KOPPEKIIHiA
BBISIBJICHHBIX OTKJIOHEHUH MPOBEACHUE:

OAHanM3 KpOBHM OMOXMMHUYECKHI OOIIETepaneBTUUECKUH, BKJIIOYAs HCCIEIOBAaHUE YPOBHS
obmiero Oeika B KPOBH, HCCIEJIOBaHHWE YPOBHS MOHM3MPOBAHHOTO MAarHUs B KPOBH H/HIIU
UCCIIeIOBaHe yPOBHS 00OIIEr0 MarHus B CLIBOPOTKE KPOBH, UCCIICIOBAHUE YPOBHSI MOUEBUHBI,
UCCIIEIOBAaHUE YPOBHS KpEaTWHHWHA B KpPOBU, YPOBHS OOIIEro KaiblUs B KpOBH,
MOHU3UPOBAHHOTO KalbLUg B KPOBU (KOPPEKIUs MO albOyMHHY — MO MOKa3aHUSAM), YPOBHS
Heoprannueckoro ¢ocdopa B KpoBH,

oHccnenoBanne yposus 25-OH BuramuHa /[ B KpoBu

0OMOXMMHUYECKHE MapKepbl KOCTHOro MeTaldoyin3Ma (OmpeleseHne aKTHMBHOCTH IIEJIOYHON
(docdarassl B KpoBH, IIPU BO3MOXKHOCTH onpeiesieHust: MccnenoBanre ypoBHs OCTEOKaIbIIMHA
B KpPOBH, HCCIEIOBaHMA YPOBHS OeTTa-u30MepH30BaHHOro C-KOHIIEBOrO TEJIOMENnTHIa
kosareHa 1 tuma (B-Cross laps) B kpoBu. VccnenoBaHue ypoBHS J1€30KCUIUPUAMHOIMHA B
MOY€) - Yy B3pOCIBIX MAIMEHTOB, MpPH BO3MOXXHOCTH. HeoOXxoaumMocTe M KpaTHOCTH
OTpesieNICHUs] yCTaHABIMBAETCS NHIUBUIYAIbHO, IO TOKA3aHUSIM;

oO06muit (KITMHUYECKUI) aHaIU3 KPOBH Pa3BepHYTHIN (BKIIIOYAs CCIIEOBAaHUE YPOBHS OOIIEro
reMOrjao0MHa B KPOBH, OLIEHKY T€MaTOKpPHUTA, UCCIIeIOBaHUE YPOBHS TPOMOOIIMTOB B KPOBH);
[50].

YIASYYPCO)
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2.4, HNHCTpYMeHTAJIbHbIE JMATHOCTHYECKHE MCCIeI0BAHMS

o PexoMeHnayercsi TpOBEACHUE PEHTICHOTpapUM TIOPAKEHHOH 4YacTH KOCTHOTO CKeJleTa
(nmuHHBIE TpyOuYaThle KOCTH, IMO3BOHOYHHK, dYepen) — OO0JacTh HCCICIOBAHUS OIpEaesieTCs
WH/MBUYAIbHO HA OCHOBAaHWW BHEIIHMX W3MCHEHHWH CKeleTa WM JKajJo0 TalueHTaM C
KIuHAYecKuMH mpusHakamMu HO u npu JTuHAMHYECKOM HAOJIOACHUM C MEJIbIH0 JAMArHOCTHKH
nepenomoB, aedopmaruii kocteit [29,30,31].

(YOO 5; YYP Q)

KommenTapmii: /Jlannoui 6ud obOcredosanusi modicem nomousb oughghepenyuposams nepenombvi
(Hosble/6  cmaduu  KoHconudayuu), Oy2006pasuvie  Odepopmayuu  Kocmel  KOHeYHocmel,
KOMAPeCCUOHHbIE NepesloMbl NO360HOUHUKA, 8CIABOYHbIE KOCMU Yepend 6 001acmu pOOHUYKO8 U O
X00y w606 (npumepro y 60% boavnuvix ¢ HO svisensromes 6cmasoutvie Kocmiu).

Ocobennocmu penmzeHoN02UYecKoll Kapmunvl Kocmuou mkanu npu HO npedcmasnenvt 6

IHpunoxncenuu A3.1

J PexomMeH10BaHO MIPOBEICHUE PEHTICHOICHCUTOMETPUH MalMEHTaM ¢ mojo3penuemM Ha HO u
IIPH MTOCTIEAYIONIEM HAOII0IeHUH, OCOOCHHO Y MAIIMEHTOB C YaCThIMU NEPEIOMaMH, C HENIbI0 OI[CHKH
MUHEPAIBHOW TUIOTHOCTH KOCTH B JJUHAMHUKE B MPOLECCE €CTECTBEHHOTO Pa3BUTHUS OOJIE3HHM MIIM Ha
¢bone anTupe3opOTUBHOMN Tepamnuu [17,4545,46,47 ].

YAA5; YYPC)

KommenTapmii: ocobennocmu nposedenus penmeeHoOeHcumomempuu y nayuenmos c¢ HO

npeocmasienul 8 [Ipunosicenuu A3.2.

J PexoMeH10BaHO CETICKTHBHOE IPOBEICHHE KOMITBIOTEPHOH TOMOTpaduu KOCTH C IENBIO
OLIEHKU CTPOEHHUS KOCTHOW TKaHU NalMeHTaM (B3pocible M JeTH) ¢ mojo3peHrneM Ha HO s
npoBeAcHUs au(depeHIInaIbHON TUarHOCTUKH, a TaKkKe B JajdbHEHIeM (Mpyu HeoOX0AMMOCTH) IS
OLIEHKM COCTOSIHUSI KOCTeH B JWHAMHUKE Ha (OHE aHTUPE3OpPOTHBHON TEparuu WM B Ipolecce
€CTECTBEHHOT'O TeUEHUs 0OJIE3HU Il KOHTPOJIS CTEIIEHHU IIPOTrpeccupoBaHmsl 00JIE€3HHU U ONPEeICHUS
MOKa3aHU# K MHUIIMAKH Tepanuu [52 - 57].

¥ B3pociabix — [52,56,57] - (Y1 3 YYP B)

V nereii — [53] - (YAA 5 YYP C)

Kommenrtapmii: Kowmnwvromepnas momocpagusa kocmu A611emcs MeOUYUHCKUM Memooom  OJisl
oyenku MIIKT ¢ ucnonvsosanuem cucmemvl peHmMeeHOBCKOU KOMNbIOMEPHOU momozpaguu 6cezo
mena ¢ 3a10MHCeHHbLIM 8 HeM cmaHoapmom obpabomxu uzoopaxcenuti KT u npeobpazoseanuem ux 6

nokazamenu MIIKT.
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Hcnonvzosanue komnvromepHou momozpaguu kocmeti (npu 603MONCHOCMU, KOIUYECHEEHHOU
nepughepuuecrxon KT (HR-pQCT - High resolution peripheral quantitative computed tomography))
Modxcem 6bimb paccMOmMpPeHo KaKk OONOHEHUe K PeHM2eHO0EHCUMOMempuY 68 KIUHUKAX, 20e UMeemcs
803MOJICHOCTb €20 ucnonvzosanus [56,58,59,60].

Yacmoma u Heobx00UMoCmb UCCIe008aHUsL 8 OUHAMUKE ONPedesiemcs UHOUBUOYATbHO.

HélpKOS’ npoeodumc;l no NOKA3aHUusM.

2.5. Uuble AUATHOCTHYECCKHEC UCCJICI0BAHUSA

2.5.1 Monexkynapro-2enemuyeckas OuazHoCmuKa

hd PeKOMeHHOBQHO MOJICKYJIAPHO-TCHCTUYCCKOC HUCCJICOOBAHUC METOAOM
BBICOKOITPOU3BOJHUTCIIbHOI'O CCKBCHHUPOBAHUA (KOMHHGKC I/ICCJ'ICI[OBaHI/Iﬁ JJIA JAUArHOCTUKHN
HCCOBCPIICHHOI'O OCTGOFeHCSa) BCEM IIallMCHTaAM C IIpU3HAKaMH HO ¢ HCJIbIO IMOATBCPIKIACHHUA
Arardos3a MOHCKy.HSIpHO'FGHGTI/I‘-IGCKI/IMI/I MerogaMu M HaﬂbHeﬁmeFO HJIaHI/IpOBaHI/Iﬂ I[eTOpO)KI[CHI/ISI
[61,62,63,64,65,66,67].

(VI 4; VYP C)

KOMMeHTapHﬁ: 0C06€HHOCW1M u omarnHoCcmbs MONEKYIAPHO-CEHENUUECKO20 uccvzeéoeaHuﬂ

npeocmasnena 8 Ilpunoscenuu A3.3.

2.5.2 Ilpenamanvuas ouaznocmuka.

e PexoMeH10BaHO MPOBEIECHNE PYTUHHOTO IPEHATAIbHOIO YJIBTPa3BYKOBOTO MCCIIEOBAHMS IUIOAA
(Y3H1) GepeMeHHBIM >KEHUIMHAM, UMEIOUIMM B ceMeiiHOM aHamHese ciydail HO c¢ nenbio paHHei
JMarHOCTHKU M3MEHEHHUI KOCTHOM TKaHu y 1utona [5,68,69,70].

(YYPC; Y 5)
Kommenrapuii: Yivmpaseykosoe uccredosanue niooa - neunsazusnas npoyeoypa ¢ MUHUMALbHbIM

PpUCKom 015l 300p08bsl OYO0yuje2o pebeHKa u mamepu, 80 8pems KOmopou npo80OUMCsl OYeHKA ONUHbL,
Gopmbl OnuHHLIX MPYOUAmMBIX KOCmell, pébep, N0360HOYHUKA, HANUYUS 0edhopMayuti, COOmMeemcmeaus
ONIUHBL KOCMel 2eCMAYUOHHOMY B03DACHY, BbIAGISAION HAIUYUE NEePelOMO8 U KOCHHbIE AHOMATUU,
yaue 6ce2o conpogodicoarowue msxcenvle popmel HO. Kak npasuno, ynempasgykosoe ucciedosanue
CNOCOOHO B8bIABUMb USMEHEHUs. KOCMHOU mKaHu y naooa Ha 18-24 neodene cecmayuu. Oomarxo, 6
Hexomopuix cayuasx (HO, mun 1) yiempaseyxosoe ucciedosanue moscem onpedenums npuznaxu HO
Ha 14 neoene b6epemennocmu. Peoxo mocno evisisumos menee msoicenvie gpopmot (I u IV mun HO).
o PexomeH10BaHO MTPOBE/ICHHE CKPUHIUHTOBOTO YJIBTPAa3BYKOBOTO UCCIICIOBAHUS IJI0/IA Y BCEX
OepeMeHHBIX manueHToK ¢ HO ¢ 1enpro AMarHOCTUKY 3a00JIeBaHHs Yy BHYTPHYTPOOHOTO peOeHKa
[71,72,73].

18



YYPCVYIAAS)

Kommenrapuii: Vccredosanue nposooumcs 6 pamkax pymuHHo2o 06cie0osanus OepemenHbix.
V3U-koumpone 3a pazeumuem nioo0a HeO0OXO0OUMO HPOBOOUMb 8 KANCOOM ClyYde GblAGIeHUS
bepemennocmu y nayuenmox ¢ HO. Hecosepwennviti ocmeocenes Il u Il munos mooicem 6vimo
OUACHOCMUPOBAH NPEHAMANIbHO, HOCKONbLKY O0emu ¢ Mol namojao2ueti O0ObIYHO Yoice UMerom
BHYMPUYMPOOHblE NepesiomMbl, KOMOopble MOICHO BUIVAIUSUPOBAMNY YIbMPA38YKOGLIM MeEMOOOM.
Yeenuuenue npospaunocmu weino2o npocmpancmea u moayunsl 0POMHUKOBOU CKIAOKU MOHICEM
ObImb nepevim (Hecneyughuueckum) sxozpaguieckum NPUHAKoOM HecogepuienHo2o ocmeozenesa Il
muna; coxocpaghuueckue npusHaxu ooOHapyicusaromces yice Ha 14-i neo. cecmayuu [5] 6 euoe
NOHUNCEHHOU DXO2eHHOCMU KOCMel N100d ¢ NOCAE0VIOWUM GbIABIEHUEM MHOHNCECTNEEHHBIX NEPETIOMO8
HA pA3TUYHBIX CMAOUAX 3AXHCUSTEHU U Oedhopmayuti OTUHHBIX MPYyoUYamvlx Kocmel, pebep u uepena.
Oxoepaghuueckue npusnaxu, makue, Kax oegopmayuu OIUHHBLIX MpYOUamvlx Kocmeli c/be3 ux
VKOpOUeHUsl, NPUHAKO8 Nepeiomos, 0OCmeoneHuu, ooviuHo onpedenaomces ¢ 18-i neo cecmayuu npu
11l mune u, uzpeoka, nocie 20-i neo npu IV mune necosepuienno2o ocmeozenesa [5].

o [Tpy HAMWYWKM TOATBEPXKACHHBIX JAHHBIX O HAIMYMM TIATOTCHHOTO BapuaHTa B TCHAX,
OTBETCTBEHHBIX 3a pa3Butue HO, y Ommkaliiinx poacTBEHHUKOB po0OaHaa u/uim camoro npobanna,
P TIPUHSATHU PEHICHUS O MPOBEICHUU NMPEHATAIBHON JHUATHOCTUKY PEKOMEHI0BAHO TPOBEICHUC
MOKMCKa TOro ke maroreHHoro Bapuanta B JIHK BHyTpuyTpoOHOro pebGeHKa, HMCHONb3YS METOJbI
MHBA3MBHOW MPEHATALHON TUATHOCTUKH C IENIbIO MOATBEPKICHUS auarHo3a [74].

YYPCVYIAS)

Kommenrtapmii: B oannom ciyyae ucnons3yomes memoobvl 835amusi 2eHemu4ecKkoeo Mamepuana npu
nomowju Ouoncuu Xopuoa, niayeHmoel (3ab6opa eopcun Xxopuoua (osmodicHo ¢ 11-ui nedenu

2cecmayuu)) unu amHuoyenmes (803modcHo ¢ 16-i nedenu cecmayuu) (cm. pazoen 2.5.1)

e [Ipu Hanmuum pucka poxzaeHus pedenka ¢ HO (xapakrepHsle ¥Y3-Npu3HAKM WIM BBICOKUH PHUCK
HACJICJIOBAHMSI OT OJTHOTO M3 POJUTENICH) PeKOMEHI0BAHO CEICKTHBHOE NMPOBEICHHUE CIIEAYIOIINX
UCCIIeI0BaHMIA 1S moaTBepokAeHus nuarHo3a HO y BHyTpuyTpoOHOTO pebenka [75]:

o buorncus xoproHa, miamneHTbl (OUONCUSI BOPCHHOK XOpHoHa) [75]

o Awmmumorentes [7575]
YIAAS; YYPO)
KommenTapmii: ungopmayus 006 ocobennocmsax npumeHeHus Mmemooo8 Npeocmasiend 6

Ipunoscenuu A3.4.
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2.5.3. Hccnedosanue nezounoii (hynkuuu

. [Tauuentam ¢ mopo3penrieM Ha HO u mamumentam ¢ HO pexoMeHa0BaHO peryssipHOE
MPOBEJICHUE HCCIICIOBAHUS HECIPOBOIMPOBAHHBIX JBIXATEIbHBIX O0OBEMOB U IMOTOKOB ((YHKIIUH
BHEIIIHETO JIbIXaHUs, CIIMPOMETPHS) /IS OIICHKH JICTOYHOM (DYHKIIMH, HAYMHAS C JETCKOTO BO3pacTa
(0OBIUHO € 5 JIeT mpU BO3MOKHOCTH BBIITOJHEHHS AbIXaTEILHOTO MaHeBpa) [77,78,79].
YAa4vyypQC)
Kommenrapuii: y nayuenmos ¢ HO usmenenuss 0OvixamenbHulx 00bemo8 mo2ym 6vims 00yCilo61eHbl
KaK nopajceHuem HenocpeocmeeHHo CaMOl 1e204HOl MKAHU 8 pe3yibmame umernuecocs oegekma
KOJMlA2eHa, max u 8 pezyivmame 0ehopmayuu NO360HOYHUKA (8 0CODEHHOCIU 2PYOHO20 OmOea).

Ilepeo npoyedypoui cmandapmuo nposoOUmMcs usmepenue pocma.

Tlokazamenu cnupomempuu y nayuenmos ¢ oeghopmayusamu 2pyOHOU KIemKu Uil y nayueHmos,
KOmopbie He Mo2ym Cmosimb, 00JIHCHbL OblMb CKOPPEKMUPOBAHbL HA POCH U PASMAX PYK.
YV nayuenmos c 11l u IV munamu maxdice ciedyem KOHMPOIUPOBAMb UCKPUBLEHUE NO360HOYHUKA U
oechopmayuu 2pyonou kremxu [80,81,82,83,84,85,86].
. HccnenoBaHnre HECIPOBOLMPOBAHHBIX JbIXaTeNbHBIX OOBEMOB M MOTOKOB ((QyHKIUU
BHEIIHETO ABIXaHH) METOAOM CIIUPOMETPHH U, MPU BO3MOXKHOCTH, METOJIOM BBIMBIBAHUS TEJIHS C
OJIMHOYHBIM BIOXOM, PEKOMEH]IyeTCS IIPOBOJIUTE C YaCTOTOM, B CpeIHEM, | pa3 B TOJ] y MAIUEHTOB C
HO c xauecTBeHHBIMU U3MEHEHUSIMH KOJUIareHa U He pexe, 4yem | pa3 B 3 rona y mauuentoB ¢ HO ¢
KOJIMYECTBEHHBIMH WM3MEHEHUSMU KOJUIAareHa C IEJIbI0 BBIABICHUS MPOTPECCHUPOBAHUS CHMIITOMOB
JICTOYHOU HEIOCTATOYHOCTH (IIPU €€ HAIMYKMK) M ONITUMHU3AIMK Tepanuu (Ipu HeooxoaumocTH) [87].
yYaa4vyYYypPC)

KommenTapuii: Credyem nposecmu makoice npu nepesooe nayuenma u3 neouampuieckou
cnyacovl 6 mepanesmuyeckyio [19].
. Y B3pocnbIX manueHToB mnpu  HopMmanbHbBIX 3HaueHMsAX DIXKEJL, O®B1/®XEJlI u
MyTBCOKCUMETPUU M TIPU OTCYTCTBUM CHUMIITOMOB MOPAKEHUS JIETKUX, PEKOMEHIYETCSl MPOBOJIUTH
MOBTOPHYIO OLIEHKY 3TuX TecToB (VMccrnemoBaHre HECIPOBOIMPOBAHHBIX JIBIXATEIbHBIX 00HEMOB H
MIOTOKOB, IYJIbCOKCUMETPUH) Kaxble 5 yieT npu jerkoi gopme HO u kaxablil roJ npu TAKeIOM
dopme HO c nenbro koHTpos erounoit Gpynkuuu [79].
YAa4YYPC)
J PexomMeHI0BaHO  CENEKTUBHOE TMpoBeneHUe OomuruieTusmorpaduu, HcciaeIoBaHUE
G Gy3noHHON crocoOHOCTH JieTkuX marueHTam ¢ HO ¢ 1enbio KOHTPOJs EroYHOW (YHKIHH U
CBOEBPEMEHHOM JMArHOCTHKY MMOPaXXKeHUs JierouHoi Tkanu [81,82,79].

(VI 3 VYP B)
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KommenTapmii: Hccreoosanusi nposodsimcs 6 npoyecce OUHAMUYECKO20 HAONOOeHUs Nnpu
HeooxX00UMoCmu.

J PexoMeH10BaHO TIPOBEICHUE PEHTreHOrpaduu JIETKUX/PEeHTTeHOTpapun JETKUX UPPOBOH
nanueHTam ¢ HO mpu nepBUYHO# AMArHOCTHKE Tepe/] IEPBbIM BU3UTOM K Bpady-IIyJibMoHoJOTY [79].
YAA5YYPO)

KommenTapum: 6 ounamuke uccnedosanue npogooumcs N0 NOKA3aHUsAM.

. PexoMeH10BaHO TIPOBEJCHHE KOMITBIOTEPHOM TOMOrpaduu OpraHoB TPYIHOM IOJOCTH
nanuenTaM ¢ HO 1o noka3aHusiM ¢ LeNIbI0 JUarHOCTUKY MOpaKeHHs Jierodnoi Tkanu [81,82].
YAA3VYYPB)

KommenTapuii: wmocym obuapyscueamvcs: «Mamogoe CMeKIo», ameieKkmasvl, YYacmku
Pubpo3uposanus 1e204HO MKAHU, IMPUIEMAMO3HbIE USMEHEHUs (NapacenmanbHas SIMuzema).

J PexoMeH10BaHO TIPOBENCHHE IMyJIHCOKCUMETPUH peryisipHo manueHtam ¢ HO B kadectBe
0a30BOT0 MCCIIEIOBAaHUS HAPSAY C UCCIIEAOBAaHNEM HECIPOBOIMPOBAHHBIX JBIXATEIBHBIX 00BEMOB U
NOTOKOB (()YHKIIMH BHELIHEro [JbIXaHUs, CIUPOMETPHs) Uil CKPUHUHTOBOW OLIEHKU JIETOYHOM
GbyHKIMH, HAYMHAS ¢ JIETCKOro Bo3pacta [79].

YAA5YYPC)

. PexomenioBaHO mpoBeneHHE NYIbCOKCUMETpUM (BO BpeMs cHa) mamueHtam ¢ HO mnpu
MOJIO3PEHUH Ha HaJM4YUe OOCTPYKTUBHOTO alHOd CHA C IEJIBI0 JUArHOCTUKU THIIOKCEMHH W/WJIH
CHIDKeHMsI caTypanuu [78,8888,89,90].

YAa4VYYPC)

2.5.4. Dnekmpokapouozpadpus (pezucmpauyisi I1eKmMpoKAPOUOZDAMMDbL)

o PexoMeHI0BAaHO TIPOBEJACHHE PETUCTPAIlUU  DJICKTPOKAPAMOTPAMMBI  TAIUCHTaM  C
npu3zHakaMud HO ¢ 1enpio BBISBICHUS HApYIIEHWH CO CTOPOHBI CEpAa. ODKCHEPThl CUUTAIOT
1es1eco00pa3HbIM MPOBEACHUE JTaHHOTO HCCIIEAOBAaHUS OJHOBPEMEHHO C dXOKapauorpaduei, mpu
HEOOXOUMOCTH — PETHCTPAIIUS dJIEKTPOKapIuorpaMmbl mpooauTes varie [90,91,92,46].
YAA3YYPCQC)

Kommenrapuii: npu npogedenuu pecucmpayuu snekmpokapouozpammsl y nayuenmos ¢ HO mozym
BLIABNIAMBCA CIEOVIOUUEe UBMEHEHUs: NPUSHAKU SUnepmpoduu 1e6020 Hceryooukd, noovem uiu
oenpeccusi 3y6ya ST-T, Henonuas Or0kaoa npasou Hodxcku nyuka luca, cunycoeas maxuxapous,
BbICOKUU  NPABONCETYOOUKOBbIL  BONbMANC, HU3KUL Gobmadc komniekca PR. B oOdocmynmotl
qumepamype — Hem — YemKUX — VKA3AHUL ~ HA ~ KPAMHOCMb  NPOGEOeHUs  pecucmpayuu
anexmpoxapouozpammol.  Hcciedoganue  OO0NHCHO — GbINOIHAMBCA — CO2NACHO — PEKOMEHOAYUSM,

NPUHAMbIM 6 Kap()uOJzoeuu, npu Haauduu coomeemcmeyroumux UBMEHEHULI.
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2.5.5. Oxoxkapouozpagusa

J PexoMeH10BaHO IPOBEIEHUE 3X0KapArOrpaduu (C JONIIICPOBCKUM aHATIM30M) U AYTIEKCHOE
CKaHHpPOBAaHUE aopThl (yIbTPA3BYKOBOE HCCIEIOBAaHME AOPTHl C JOMIJICPOBCKUM aHAIHM30M)
narpentam ¢ HO asist olleHKH KJIamaHHOTO amnmapara cep/ia, MUOKap/a B IIeJIOM, a TaKKe KPYITHBIX
cocynoB. KpaTHocTh mpoBeneHus sxokapauorpaduu, B cpeaHeM, y B3pocibix - 1 paz B 5-10 ner
[70,93,94,95,252].

YAA5 YYPC)

Kommenrapuii: y nayuenmos ¢ HO ecmpeuaromes ounamayus KOpHsa aopmul, OUCHYHKYUU KIANAHOS,
peoice anespusMbl Ul PACCIOeHUe AOPMb.

B nacmoswee epems nem eounHozo MHeHUus NO NOBOOY CPOKO8 U KPAMHOCMU NPOGeOeHUs
axoxapouozpagpuu, yYacmoma Onpeoensemcss UHOUBUOVAILHO - Ol OMCIeHCUBAHUS DPUCKOS
B03HUKHOBEHUSI  8MOPUYHO20 nopadxcenusi cepoya npu HO coenacno coomeemcmeyowum
PEKOMEHOAYUAM NO Kapouoao2uu/oemckou kapouonozuu. [4646].

2.5.6. Ayouomempusn

[Manuentam ¢ HO pexoMeHI0BAaHO MPOBEICHHE HMCCIICAOBAHUA Cliyxa (TOHAIBHON ayJaHOMETPUH
(moporoBoii)/ TOHAIBHON ayJIUOMETPUH B CBOOOJHOM 3BYKOBOM IMosie/ pedeBod ayauomerpun/
urpoBoii aymuomerpun/ Perucrpaiivs BhI3BaHHBIX aKyCTHYECKHMX OTBETOB MO3ra Ha IOCTOSHHBIC
MoaynupoBaHHble TOHBI (ASSR TecT) kaxabie 6 Mec. mpu NOATBEPKACHHON TYTOYXOCTH U Kaxable 3-
5 JIeT Jake MpU OTCYTCTBUU CHUIKECHHS CITyXa C 1IeJIbI0 PAaHHET O BBISBIICHUS HAPYIICHUN U TIPOBEACHUS
Je4eOHbIX MEpPONPUATHA. Y TAIMEeHTOB C JUAarHOCTUPOBAHHOH TYTOYXOCTHIO KOHTPOJIBHBIC
UCCIICIOBaHMsI CITyXa MPOBOJIST Yallle, B CpeHeM, He pexe 1p/6 mec. [96].

(YOO 4VYYPC)

Kommenrapuii: Mccrnedogsanue cnyxa yenecoobpasno npogooums, HAYUHAS C PAHHE20 803pAcma,
NOCKONILKY 0e010m cyxosevlx Hapyulenuti y nayuenmos ¢ HO modcem passuseamucs 6 nepgvle 0ecsmo
nem orcusnu. Haubonee wacmo ecmpeuaemcsi KOHOYKMUBHAS MY20YX0CMb, pexce, — CMeUanH020 munda
unu ceHconespanvras. Ilpu eviasneHuu HapyuleHuti ciyxa maxkmuka 6e0eHus O0JIHCHA ONpedesmvCs
COOMBEMCMBEHHO KIUHUYECKUM peKomendayusm npu oannot namoaoeuu [70,97].

2.5.7. Komnviomepnaa momocpaghusa u/unu MAacHUMHO—PE3OHAHCHAA MoOMOzpadua Kocmeil
yepena.

. PexomennoBano nposenerne KT wim MPT kocreit uepena (KomnbrorepHass Tomorpadust
TOJIOBHOTO M03ra/MarHuTHO-pe30HaHCHas ToMorpadus ocHOBaHHs deperna/MarHuTHO-pe30HaHCHAsI
TOMOrpadus JHIEBOro OTAena depena/MarHUTHO-pe30HAHCHAass TOMOrpadus TOJIOBHOTO MO3Tra)
narienTam ¢ HO ¢ nienbio Bepudukanuu npusHakoB 6a3wisspHoii naBaruHauu [98,47,48].

(YIZ15; YYP C)
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Kommenrapmii: Hccredosanue nokazano npu Haauyuyu coomeemcmayoueti CUMNmMOoMamuKy uw/unu (y
oemett) naauuuu gpakmopos pucka [98,47]. B nacmosiwyee spems omcymcemeyiom yemkue yKa3anus Ha
CPOKU, K020a 001%4CeH ObiMb GbINOIHEH CKPUHUHZ HA HATUYUe OA3UIAPHOU UHBACUHAYUU.

Hapkos (Anecmesuonocuueckoe nocobue (8knrouas pamHee NOCieoOnepayuoHHoe 6edeHue))

npoeodumc;z no noKa3aHusAM.

2.5.8. Ocmeocyunmuzpagusa (cyuunmuzpapus Kocmei ¢cezo mena u cyuunmuzpadus
OJUHO3UHUOHHAA KOCmell)

J PexomengoBano rmpoBeneHue cUUHTHUTpaduu KOCTe Bcero Tena/ cuUUHTUTpaduu
MOJIMMIO3UIIMOHHOM KocTelt feTsim ¢ HO amst BbIsiBIIeHUSI METa0OIMYECKH aKTUBHBIX 0YaroB KOCTHOM

tkanu [99,100].
(VI 4; VYP — C)

KomMmenTapuii: naxonnenue ouaznocmuueckux paouo@apmayesmuieckux cpeocme 2080pum o
AKMUBHOM NpoYyecce KOCMHO20 PeMOOeIUPO8aAHUsl, 8 MOM YUCTe 8 MeCmax nepeiomos, KOmopwle He
ObLIU  BbIAGIEHbL CIMAHOAPMHLIMU Memodamu OuacHocmuky. Hanuuue maxux ouacos modcem
ceUdemenbecmeosams 0  HeobXoouMocmu Hadaia uiu 0Oonee nposedeHus 0olee aKmueHouU

anmupezopomugHou mepanuu. Modxcem npumeHAmvbCs KAk 6CHOMO2AMeNbHbIU MemoO.

2.5.9 KoHcyJIbTauMM CHEUATNCTOB

J PexoMeH10BaHO: AMarHOCTMKa M BeJeHHe mnanueHToB ¢ HO MynbTuaMcuuIuimHapHON
KOMaH/I0i crienuanictoB (mpueMbl (OCMOTpPBI, KOHCYJIBTAI[MM) MEPBUYHBIC M IOBTOPHBIC Bpaya-
TeHEeTHKa, Bpaua-neAnaTpa/Bpadya-HeoHaToIora/Bpaya-TepaneBra/Bpaya  o0meld  NpakTUKU

(CCMCIZHOI‘O Bpaqa), Bpaqa-3HI[oKpHHonora/Bpaqa-z[eTcxoro OHAOKPHUHOJIOTa, Bpaqa-He(bponora,

Bpava-TpaBMaroJora-opTorne/a, Bpaya-CTOMAaTOJI0ra/Bpaya-IeTCKOro CTOMATOJIOT, npu
HEOOXOJMMOCTH - Bpaya-HEBpOJIOTa, Bpavya-HEWPOXUpPYpra, Bpava-MyJbMOHOJOra, Bpadya-
KapuoJiora/Bpavya-IeTCcKoro KapJImoJiora, Bpaya-oTOPHHOJIAPHHT0JIOTa/Bpava-Ccyp1oiora-

OTOPUHOJIAPUHTONIOTA, CHEIUAINCTAa 0 MEIUIMHCKOW peadunuTanuu (Bpaya MO METUIIMHCKON
peabmnHTau/Bpada (PU3MUECKOW W peadbWIUTAlMOHHON MEAUIIMHBI-pEadMINTONIOTa/Bpada 1o
neyeOHor (GU3KyIbTYype W Ip.), IpHeM (TeCTUpPOBAaHUE, KOHCYJIbTAIUS) MEAUIIMHCKOTO TMCHUXO0JIOTa
MEPBUYHBIII M TOBTOpPHBIE, a TAaKXE Bpayedl NAPYrux CHEHUAIbHOCTEH NalMEHTaM, HMEKLUM
HapyHIeHus GYHKITHI COOTBETCTBYIOLIUX OPTaHOB U CUCTeM. KpaTHOCTh KOHCYIBTAIIN ONpeaensieTcs
WHIUBHIYAIbHO C Y4ETOM BO3pacTa M TSKECTH 3a00JIEBaHUS) C IEIbI0 JTHATHOCTUKHA M OKa3aHHUS
KayeCTBEHHOU MeauIuHckoi momomw [81,10,101,102].

(VI3 YYP B)
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KommenTapuii: 6 6udy mozo, umo 3abonesanue xapakmepusyemcs nopajiceHuem MHO2Ux op2aHos u
cucmem, mpebyem KOMNJIEKCHOU Mepanuu, 4mo OUKmyem HeoOX00UMOCMb COBMECMHO20 BeO0eHUs.
nayueHma  CReyualucmamu  pasHelx npoghunei. Heobxooumocmv  yuacmus — cneyuanucmos
onpeoensiemcst KIUHUYECKOU cumyayuetl.

J PexomengoBaHo mnpoBeneHue TmpuemMa (OCMOTpa, KOHCYJIbTAI[MH) Bpaya-cTOMaToJora
MEPBUYHOTO U MpHeMa (OCMOTpa, KOHCYJIbTALMM) Bpauya-CTOMATOJIOra MOBTOPHOTO WM MpueMa
(ocMoTpa, KOHCYJAbTAIlMM) Bpada-CTOMATOJIOTa  JETCKOTO  MEpPBUYHOTO/TpHeMa  (0CMOTpa,
KOHCYJIbTAIMH ) Bpa4a-CTOMATOJIOTa JIETCKOTO MOBTOPHOTO MAIIMEHTaM C KIIMHHYECKUMU IPU3HAKAMU
HO nauunas ¢ nepBoro roja >ku3HH, B JaJibHEHIIEM, IIPU BBISIBICHUH MPU3HAKOB HECOBEPILIEHHOTO
JICHTUHOT'€HEe3a WJIK PUCKOB €ro Pa3BUTHUS B CPETHEM, 2 pa3a B IO/ - C IIeJIbI0 AMATHOCTUKH HIIU OILICHKU
pUCKa pa3BUTHUsS HAPYIICHWN EHTHHOTCHE3a M MPOBEACHUS MPOPUIAKTHUCCKUX H/WIH JIeYeOHBIX
meponpustuii [101,102,103,104].

YIA4YYPCO)

. PexomenaoBaHo, Ipyu BO3MOKHOCTH, IIPOBEICHUE UHTPAOIIEPALIHIOHHOTO HEHPOMOHUTOPHHTA
npu npoBefeHuH mnanueHtaM ¢ HO XUpyprudeckux KOPPUTHUPYIOLIUMX BMEIIATEIbCTB Ha
no3BoHouHuKe (MHTpaomepannoHHOe 3IEKTPOPU3HOIOrHYECKOS HCCIICAOBaHNE Tepr(epHIecKuX
HepBoB/, OnucaHre U UHTEPIPETALUS JAHHBIX SJCKTPOPHU3HOTOIHISCKUX METOIOB HCCIICIOBAHUI) C
[ENbI0 MPEAOTBPAIICHUS W/WIA CBOCBPEMEHHOW JUArHOCTHKU OCJIOXHCHHA OIEPATUBHOTO
BMerarenscTa [105,106,107].

YIAAS; YYPO)

2.5.10 Tudhpepenuuanvnuiii ouaznos

ugpgpepenyuanvnan ouaznocmuxa no éo3pacmy
J /Jlemu pannezo eo3pacma:

1. 7Kecmoxoe oopawienue ¢ oemomu.

JIro6oii THN meperoMa MOXKET ObITh BBI3BAH JKECTOKHUM OOpaIleHHEeM C PeOEHKOM, B TaKHUX
cllyyasiX, 4Jale BCEro BCTPEYarOTCs MePeIoMbl B 00J1acTh MeTahu30B KOCTEH U 3aJHEH MOBEPXHOCTU
pebep. Ilpu momo3peHuM Ha JaHHYIO NPUYMHY TOBPEXKAEHUS KOCTEH HEOOXOIUMO MpPOBEACHUE
THIATEJILHOTO aHaJN3a UCTOPUHM OOJIE3HM W OLIEHKH COCTOSIHHS peOeHKa, ONpeaeNieHUs Haludus
JIPYTUX TMPU3HAKOB KECTKOTO 00palieHHsl.

2. Ocmeonenus HeOOHOUIEHHBIX .

OcrteoneHns HEJOHOIIEHHBIX Pa3BHBAETCS B pe3ynbTaTe Aeduuura Kanublus, ¢ocdopa, B

MEHBIIEH CTENEeHW BUTaMHHA D, MOpOSBISETCS CHMKEHWEM MHUHEpalnu3aluu Kocted. B mepuon
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BHYTPHUYTPOOHOTO pa3BUTHsl peOeHKa HaWOOJbIIas CKOPOCTh HAKOIUICHHS KajibIus U ¢ocdopa
npoucxonut B Il Tpumectpe 6epemenHocTH. YeM MeHbIIe CPOK TeCTallMd K MOMEHTY POJIOB, TEM
BBIIIIE PUCK U CTEIEHB MOCIENYIOMIEro pa3BuTHs AeduuunTa Kanpuus u Gocdopa. Y HeTOHOMIEHHBIX
JIeTe MUHEpau3alusi KOCTe IO OTHOLICHHWIO K IOCTKOHIENTYyajdbHOMY Bo3pacTy 38-40 Hen.
octaercsi cHIbKeHHOH. Kak mpaBuio, orMmevaercs runodocdareMuss B COUETaHUU C MOBBIIICHHEM
aKTUBHOCTH MIETOYHON (pocdarazpl. MoryT HaOIOgaThCs THIIEPKATBIUYPUS U THIIEPKATbLUEMHUS,
pa3BHBAIOLIMECS B pe3ylibTare neduuuTa noctymienus dpocdopa [108,109].

3. Paxum.

B pesynbraTe nedunura BuTaMrHa D pa3BUBalOTCs B IEPBYIO OU€peib CUMITOMBI TOPAXKEHUS
HEPBHOW CUCTEMBI (HapyIIEHUs CHA - IOBEPXHOCTHBIIN UM IPEPHIBUCTHIN; TOBBIILIEHHAS IJIAKCUBOCTh
U pa3apakUTENbHOCTD; MOTIMBOCTh U 3aThUIOYHOE oObiceHue). [1o3xke - paXxuTudeckue u3MeHEHHs
CKeJeTa: «OJIMMITUHACKHIHA 00», paxuTuyecKue «IETKUY,
nedopmarusi TpyAUHB (HampuUMep, BOPOHKOOOpa3Has WM KWUJIEBUAHAs AepopManuu TPyTHOU
kietkn), X- win O-o0pa3Has aehopManus HIKHUX KOHEYHOCTEH. MOTyT Tak)Ke 0TMEUaThCsl 4acThIe
CPBITUBAHHMSI M pBOTA, OOJIH B )KUBOTE, TOHOCHI WIIH 3aII0PbI, YBEIIMYCHUE Pa3MEPOB ITEYECHHU, OJICTHOCTD
KOXH BCJIEJICTBHE aHEMHMH. XapaKTepHbI MOBBIINICHHE AKTUBHOCTU IEIOYHOU Qocdaraszpl, MOTYT
OTMEYaThCsl TUMIOKANbIIMEMUS U TUIIO(hochaTeMus.

4. ipyrue peakue CHHAPOMBI U 00JIe3HH.

Tunogpocpamazun - HacnencTBeHHasT 00JE3Hb, XaPAKTEPUIYIOMIASICS HU3KOH aKTUBHOCTBHIO
TKaHeHecIenuuyeckon menoyHoi ¢ocdaraspl B CHIBOPOTKE KPOBH B pe3y/IbTaTe MyTAllUU B FE€HE
ALPL, xomupyromeM Hecnenuuueckuii TKaHeBOM wu3odepMeHT mienoyHor  ¢ocdarassl.
ConpoBoskJ1aeTcsl TMIOMUHEpaIU3ale KOCTHOW TKaHU, C Pa3BUTUEM MEPEIOMOB U MOCIEAYIOLIUX
nepopManuii KOCTE€H M MOJIMOPraHHBIMU OCHOXHEHUsAMHU. KitoueBbiMH audQepeHnupyonmmu
IpPU3HAKAMU SIBIIIIOTCS HU3Kasg AaKTHBHOCTb INEIOYHOM (ocdara3bl M BBICOKUH  ypOBEHb
nupuaokcanbdocdara (akTUBHON (opMbl BUTaMUHa Be) B KpoBU Ha (OHE paxUTHUECKUX U3MEHEHUI
KOCTEH.

X-cuennennwlit cunogochamemuueckuii paxum (ycmapesuiee Hazeanue - ocpam-
Oouabem) —Tpylla HACJIEACTBEHHBIX 3a00JE€BaHUN, CBS3aHHBIX C HapyIIeHHEeM peadbcopOIuu
¢dochaToB B IpOKCUMANIBHBIX KaHAJIbIaX nodyek. MaHudecraus IpouCcXoauT yaile B Bo3pacte 9-12
MecsieB. PassuBarorcs ¢docdarypus, runodocharemusi. YPOBEHb CHIBOPOTOYHOTO KaJbIUs B
OOJIBIIMHCTBE CIIy4aeB B HOPMeE (3a UCKIIIOUEHUEM PEIKOI (POPMBI C THUIOKAJIbIUEMHEH ), aKTUBHOCTD
1ea04Hol (ocdaraspl MOBBIIEHA, YPOBHU BUTaMuHa D M mapartropMoHa, Kak ImpaBuio, B HOPME.
XapakTepHbl 3aJepXkKKa POCTa, BBIPAKEHHBIE PAXUTHUECKHUE U3MEHEHHS KOCTEH, pEe3UCTEHTHBbIE K

0oOBIYHBIM J03aM BUTamMuHA D u ero anamoroB. [Ipope3biBaHue 3y0OB MPOUCXOAMT C OIMO3JaHUEM,
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OTMEYarOTCs Ie(heKThI YMAIM U MHOKECTBEHHBIN Kapuec. Jledenue: koppekuus nedunura dpocdopa,
aKTUBHBIE POpMBI BUTaMUHA /| 1 €ro aHaJIoroB | JIp..
J JleTH cTapiuero Bo3pacra:

1. Cunopom Inepca-/lanno sBusiercs 3a00J1€BaHUEM COSAMHUTEIBHOM TKAHU HACIEICTBEHHOTO
xapakrepa. CHMIITOMBI CUJIBHO BApUPYIOT B 3aBUCUMOCTH OT TUIIA 0oJie3HU. TeM He MeHee, B KaKI0M
cllydae OHM BbI3BaHbl HapyIIEHUEM CTPYKTYPHI WM HegocTaTkoM Kosutarena III tuma. XapakTepHbl
THIIEPMOOMIIBHOCTh CYCTaBOB (B HEKOTOPBIX CIy4asX CTENeHb TI'MIEPMOOMIBHOCTH HACTOIBKO
BBICOKAsi, YTO HEBO3MOXKHO JIeNIaTh KaKUe-TUOO JBWKEHMS); THIIEPITACTUYHAS KOXKa, CKIOHHAS K
MOBPEKACHUSIM, TJIOX0E 3a)KUBJICHHUE paH U (OPMHUPOBAHUE PYOLIOB; XPYIKHE KPOBEHOCHBIE COCY/IbI
(Bru10TH 10 aHeBpu3M cocyaoB mpu |V tune). Tunst VIIA u VIIB, xapaktepusyroTcsi HeCTaOUIbHBIMU
CBSI3KaAMU M TUMEPIOBIKHOCTBIO CYCTaBOB C IMPEAPACIIONOKEHHOCTBIO K TIEPEIIOMAaM.

2. Kocmnule onyxonu. Omyxony, Kak JOOPOKauYeCTBEHHBIC, TaK W 3JI0KAYECTBEHHBIC, MOTYT
BBI3bIBaTh NMATOJOTHYECKHE MEPEIOMBI, BpacTas U 3aMEHssl HOPMAIbHYIO KOCTHYIO TKaHb. Y JeTei
NOOpOKAYeCTBEHHbIE OMYXOJIM KOCTEH BCTPEYAIOTCS YacTo, KaK MpaBWIO, OECCUMIITOMHBI H
BBISIBJISIIOTCS CITy4aifHO IOCIIe TieperioMa Wiin TpaBMbl. THOTIa HAaOII0Jar0TCs TOKAIM30BaHHbIE 00N,
oTeK, JeopManus KOCTeH WM MaToJIoTHIecKue nepenomsl. K 100pokadecTBEHHBIM OIYXOJISIM, MIPH
KOTOPBIX Pa3BUBAIOTCS MIEPETIOMBI, OTHOCSATCS HEOCCHUPHUIHpPYIomIast GuOpoMa 1 OCTEOUIHASI OCTEOMA.
3110Ka4eCTBEHHBIE OMYXOJM KOCTEH COCTaBIAIOT 5% BCEX MEIUATPUUECKUX 3JI0KAYECTBEHHBIX
OIyXOJIEH, C MMKOM BO3HUKHOBEHHMS B Bo3pacte 10-24 net. M3 3710KaueCTBEHHBIX ONyXO0JIEH KOCTEH Yy
nereil Hambojee pacHpoCTpaHEHBI capkoMa M ocreocapkoma FOwHra, KOTOpble B COBOKYITHOCTH
coctaBisitoT 90% TmeauaTpuvecKux 3J0Ka4eCTBEHHBIX omyxoJiel kocted. Capkoma FOunra yamie
BCTpeYaeTcss B TedeHue mepBbIx 10 5eT »KU3HM, cpeAau JeTel crapiuiero Bo3pacTa Ooljee
pacripocTpaHeHa ocreocapkoma. IlepBuuHbIe ouaru 4acTo BOZHHUKAIOT B 00J1aCTH KOcTei Taza, befpa,
TOJICHEH W TUIEYEBBIX KOCTSIX. MOTYT OTMEYaThCsi OO M OTEK, YCHIIMBAIOUIMECS MPH (HU3UICCKOIM
Harpy3Ke Wih B HOYHOE BpPeMsi, HHOT/Ia IEPBBIMH MIPHU3HAKAMH MOTYT OBITH MEPEIOMBI.

3. Houonamuueckuil 106enunvhulii ocmeonopo3. OcTeonopo3 y AeTel, BBIIBIECHHBIH 0e3
COIMYTCTBYIOIIEH MATOJOTUU WM MpHEeMa IMpernapaToB, OTPULIATENHHO BIMSIONIMX HAa METa0OIM3M
KOCTHOH TKaHM, OTHOCAT K HIUOINATHYECKOMY IOBEHHIIFHOMY OCTEONOpo3y. 3a0oseBaHHE dalle
BBISIBIISIETCSI B TIPEyOepTaTHOM repuojae wim myOeprare. [IposiBisieTcss HU3KOOHEPTeTHUECKUMHU
neperoMaMM IMO3BOHKOB B COUeTaHMU ¢ HM3KuUMH mokazatensmMu MIIK. TlepBeiM mposiBieHuEM
UAMONATUYECKOH (OpMBI FOBEHWJIBHOTO OCTEOIIOpO3a 4Yalle BCero sBiseTcs 0ok B CIIMHE,
BO3HUKAIOMIAs TPpH (PU3NIECKON HArpy3Ke, IITUTEIHHOM peObIBAaHUH B OJTHOM ToJIoKeHHU. Hepenku

Ka00bI Ha 00JIM B KOJIGHHBIX CyCTaBaX, BO3HUKAIOIINE MTPU HArpy3Kax, U3peaKa v B Tokoe. Yarre 3ToT
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CUMITOM HaOJII0faeTcs B mepuoi ObICTPOro pocTa MaurueHToB. Jlnarno3 MoXeT ObITh YCTAHOBJIEH ITPU

uckimoueHn HO MouieKynsipHO-reHeTH4eCKMMH METO1aMuU

CHH}IpOMbI C mpe- /WM NOCTHATAJIbHBIMH q)eHOTI/IlII/I‘{e(:KI/IMI/I CUMIITOMAaMH, CX0KUMHU C

HO, npencrasiens! B Tabauie 3.

Tabnuma 3. CHHAPOMBI C Tpe- U /WU MOCTHATATLHBIMEA (DEHOTUMHYECKUMHA CUMIITOMAMHU, CXOKHMH

c HO.
IlaTosorus OMIM |Ten Jlokyc IIporenn Hacaeno
BaHue

I'maronuaduszanpHas #166260 | ANOS 11p14.3 AHOKTamMuH -5 Al

nuciiasus (osteopenia

with radiolucent lesions

of the mandible)

Xaiiny-UYenu cunapom #102500 | NOTCH2 1p12-pll Hetiporennsiit AJl
JOKYC
TpaHCMEMOpPaHHO
r'0 PEUENTOPHOTO
Oelka yernoBeka

W anonatuyeckuii 259750 | Hemussecren | HemsBecren | HensBecren Hewusgec

FOBEHUJIbHBIH THO

0CTEOIIOpPO3

['unodocdarazus #241500 | ALPL 1p36.12 Hecnennguueck | AP
Uil TKaHEBOU
U30(epMeHT
HIEJIOYHOH
docdarassl

HO ¢ BpoxxieHHBIMU #259450 | FKBP10 17921.2 I'en sspepHoro AP

KOHTpakTypamu | Tuma ¢akropa kanrmna 3

(Bpyk cunapom | Tum) (FKBP10)

HO c BpoxneHHbIMEI #609220 | PLOD2 3024 [Ipokomnaren- AP

KOHTPaKTypaMH 2 THIIa JU3UH, 2-

(bpyx cunapom |l Tum) OKcoriyTapar 5-
JTMOKCUTEHa3a

HO ¢ kpannoctenoszom, 112240 | Hemssecten | HemsBecten | Hem3BecTen Al

OKYJISIPHBIM TIPONITO30M,

ruapouedanueit, u

XapaKTepHBIMH

W3MEHCHHUSMHU YepT JINIA

(cunapom Koyuna-

Kapnentepa)

Cunnpom octeonopoza- | #259770 | LRP5 11q13.4 oenok peuentop- | AP

TICEBJIOTITHOMBI CBSI3aHHBIH JIUITO
MPOTENH HU3KOMN
IJIOTHOCTH S

CHnoHAUIOOKYIISIPHBII #605822 | XYLT?2 17921.33 Kcunozunrpancd | AP

CHHJIPOM (0OCTEO0II0pO3, epasa
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KaTapakTa
peTUHAIbHAS JUCTLIA3Hs)

KnuHuueckue nmposiBJI€HUs U 3THOJIOIMUYECKH 3HAYMMbIE TeHETUYECKHUE BApUAHThI HACIEICTBEHHBIX
HapyIIEeHUH KOCTHOTO MeTabonu3ma npeacrasieHsl B [Ipunoxennn A3.5.

3. Jleuenne, BKJIIOYASI MEINKAMEHTO3HYI0 H HEMEIUKAMEHTO3HYI0 Tepanum,
AHETOTEpPANuIo, 00e300,1MBaHUe, MEIUIMHCKHE MOKA3aHUS U IPOTUBONOKA3AHUS

K IPUMEHCHHUI0O METOAO0B JICUYCHUA

3.1 KouncepBaTuBHOE JieueHHe

3.1.1 Bucghocchonamur

Mexanuszm oeticmsusi oucghocponamos (bP@) 3axnouaemcs 6 uHeUOUPOBAHUU AKMUBHOCTIU
ocmeokniacmos.  bucgocghonamer  nanpamyio  610KUpYIOM  CBA3bIGAHUE  OCMEOKAACMO8  C
NOBEPXHOCMbIO KOCMU, 4MO NPUBOOUM K YMEHbUIEHUIO UX NOOBUICHOCMU U, KAK cledcmeue, K
CHUdcenuio pezopoyuu (paspyuienus) xocmu. Taxkum obpasom obucghocgornamer cnocobcmsyrom
COXPAHEHUI0 KOCMHO20 8ecd, 3aMe0JIss NPOYECCyl pa3pyuleniss KOCMHOU MKAHU U NPeoomapayds ee
nomepio.

Cmpykmypno B® senaiomcs xumuuecku cmaOUIbHbIMU HPOU3BOOHBIMU HEOPLAHUYECKO2O0
nupogocpama (HIID), npupooHozo coedunenus, 8 komopom 08e gocghammuvie epynnvl C643aHbl C
UeHmpanibHLIM He2uoponuzyemvim yearepooom. Kax uzeecmno, HIID cnocoben uneubuposams
Kanvyuukayuro nymem  C6A3bI8AHUA € KPUCMALIAMU  2UOPOKCUANAMUMA, IMO  NO380IUNO
npeononodHcums, umo pezyasyus yposusa HIID mowcem 6vbimos Mexanuzmom KOHMpOJs MUHEPATUIAYUU
Kocmell.

b® ob6naoarom ouenv 8vbICOKUM CPOOCMEOM K KOCMHOMY MUHEPANLy, HOCKONbKY OHU
CBA3BLIBAIOMCA C KPUCIALLAMU SUOPOKCUANAMUMA U NPEUMYUeCMBEHHO BKII0UAOMC 8 YUACMKU
AKMUBHO20 PEMOOENUPOBAHUSL KOCMU, YMO 0ObIYHO NPOUCXOOUM 8 YCIOBUSX, XAPAKMEPUZVIOUJUXCSL
VCKOpeHHbIM 00OHo81eHUuem ckenema. Ilomumo cnocobHocmu cuudcams xanvyugurayuio, bD
UHeUOUPYIOM pacnaod 2uopoKcuanamuma, mem camvim 3QP@Hexmuerno nooasiss pe3opoyuro KOCMHOU
mKauu. Imo yHoamenmanvroe ceolicmeo b® npuseno k ux KIuHUYeCKOMY UCHONb30BAHUIO.

Takoice onyonuxosamvl danHvle, ymo bB®@ mocym oepanuuusame anonmo3 ocmeoo6LACMO8 U

ocmeoyumos [110,11111% 112412 113113,114114, 115115].

L BOJ’IBHH/IHCTBy ManMMEHTOB C HECOBCPHICHHBIM OCTCOICHE30M PEKOMEHAYETCH JICUHCHHC

oucdochonaramu (bD) («3omotoit cranaapt» Tepanuu HO) ¢ 11enb10 MOBBIIIEHUS MIIOTHOCTH KOCTHOM
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TKaHW, CHI)KEHUS PUCKA BO3HUKHOBEHHUS NEPEIOMOB, YMEHBIICHHS BBIPAKEHHOCTU XPOHUYECKOTO
00JIEBOTO CHHAPOMA.

[TokazaHust K HavaJly Teparuu ONPENEISIIOTCA C YUETOM TSHKECTH 3a00JI€BaHUs: YaCTOTHI IIEPEIOMOB,
CTENeHHU HapyIICHHUs] MUHEPAIbHON TUIOTHOCTH KOCTHON TKaHU (OCTEOINEHHUs/0CTE0N0po3), HATUUUS
nedopmaiuii ckenera M 3aAepKKU (PU3MUECKOTO Pa3BUTHUA C YUETOM COMATHYECKOT'O COCTOSIHHS
narMenTa, ¢ yuetom nporuBonokasanuii (IIpunoxenue A3.6). MccnenoBanus 10 U BO BpeMsl TEpaiu
— B [Ipunoxxennn A3.7 [116,118,119,51,120,46].

YAA1YYPA)

KommenTapuu: Eouroco mHeHuss 06 onmumanvHOU 003¢ U NPOOOINCUMETbHOCTIU JleYeHUs.

oucgpocponamamu npu HO 6 nacmoawee epems mem. Ilpu smom npuznamo, umo HaAuOOIbULUL

aghpexm moxncro noryuums 8 demckom eospacme [121].

e PexomeHaoBaHO mepen HadajaoM JieueHus Ouchochonatamu manumeHtram ¢ HO mposenchme
uccnenoBanus yposus 25-OH Butamuna /| v 00111€T0 ¥ HOHU3UPOBAHHOTO KAJIBIUS B KPOBHU C LIEJIBIO
MPUHATHS CBOCBPEMEHHBIX MEp 10 KOPPEKIMH THIOKAIBIIMEMHH - Ha3HAYCHHE JIEKAPCTBEHHBIX
CPE/ICTB, COACPIKAIIMX KaIbIIUi, KaK B U30JUPOBAHHOM BH/IC, TaK U B BUJIC KOMOMHAIH )(HaIprumep,
npernaparbl KajablMsg B KOMOWHAIIMK C BUTAMHUHOM J| U €ro aHajgoraMu/wid JIPYTHMH CPEICTBAMHU:
HaIpuMep mpenapaTamMu BuTamuHa D 1 ero aHamoroB mepej JiedeHreM | B poriecce Tepamnuu bd Bo
n3bexxanue runokanpiuemun [50,121,122,123,124].

YIAa4YYPC)

KommeHTapuu: xoppexyus ux deguyuma obs3amenvHvl y 6cex nayueHmos nepeo nedenuem bd.

Heobxooumo cobnodenue obocawennoti karoyuem u sumamurom D ouemoi.

e PexomennoBaHo npu BepuduuupoBaHHoM aeduunre ButamuHa D y mannentos ¢ HO - HazHauath
JIC B 1o3ax, MpeBBIIIAOIINX PEKOMEHIOBAaHHBIE B OOIIEH 3/10pOBOM MOIMYJISINH C HENbI0 KOPPEKITHH
TUIOKAJIbIUEMUN: #KojeKanbuudepon™™ (mpu U30bITOUHON Macce/0KUPEHUH MallUeHTa MPUMEHSIOT
7103b1, OJIN3KHME K BEPXHUM I'PAaHHUIIAM YKa3aHHOTO JUala30Ha):

o HoBopoxaéHHsle (10 1 mecsma) — 1000 ME/cyr;

o geru 1-12 mecsmie — 1000-3000 ME/cyr;

o geru 1-18 ner — 3000-5000 ME/cyT.

JUTUTENbHOCTh JIEYeHUsI cocTaBisieT 1-3 Mecsa B 3aBUCMMOCTH OT CTENEHM TsKecTH Aeduuura

ButamuHa D. HccinenoBanust 1o u Bo BpeMms Tepanun — B [Ipunokennn A3.7 [125,126].

(VI 5 VYP C)
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Kommenmapuu: Ilpu yposne 25-OH eumamun D cymmapnwiii menee 30 ne/mn
Ilocne oocmudicenusi 1a60pamopHo NOOMBEPIHCOEHHBIX YeNe8blX KOHYeHmpayuii obecneuenHocmu
sumamurnom D (30-50 wue/mn) ycmawnasnusaemcsi  noooepocusarowas 0o3a.  Ilpumensiiom
3ape2ucmpuposantvle 8 CmMpaHe U30aUposaHuvlie HamusHvle hopmel sumamuna D u eco ananozos.
Konmponvhnwvie uccieoosanus 0o u 6o epems mepanuu — 6 Ilpunosxcenuu A 3.7 u 6 pasoene 2.3.
e Bspocneim ¢ HO Ha ¢done neuenuss b pekomeHayercs auera, oOoramieHHas KalblMeM, WIH
Ha3HAYCHHUE MPEmapaToB Kbl W IMPENnaparoB TPYIIbl BUTaMUH D M ero aHamoroB ¢ LEIbIO
BOCIIOJIHEHHS JIe(UIMTA U MTOACPKAHUS aiekBaTHOrO obecnieuenus [50].
YAA5YYPC)
e [lpu runokanmpimemun nanueHTaM ¢ HO npuMeHSIOT H30JMPOBAaHHBIE IMpernapaThl KajbIUs C
MaKCHMaJbHBIM AJIEMEHTapHBIM €ro COAepKaHHeM (HampuMmep, Kalblidg KapOOHAT, BXOASIIUN B
coctaB BA/] k nume B noze 400-1000mr/cyT, a Takxe komOuHupoBanHbie JIC, cogepxaiine KanbIHii
1 BuTaMuH D c 11e11610 BOCTIONTHEHHS JeHIIUTA U TTOAIEPKaHus afekBaTHOro odecrnieuenus [50, 127].
YAA5YYPC)

KommenTapuu: sgrssice nponexapcmeom, eumamun-D akmusupyemcs 8 neyeHu u opyaux opeaHax-
MUWEHAX, 8 MOM 4uuclie 8 KOCMHOU mKauu, nosmomy oeduyum D-2opmona modcem 0Ovimo
aghpexmueno socnonnen 6 06x00 NPUPOOHOU NOYUEUHOU CUCEMbL Pe2YTaYUl.

. PexoMeH10BaHO TIPOBEICHUE PEHTTCHOJACHCUTOMETPUN TIEPe]l HAYajJoM Tepariu

oucdochonaramu manuentam ¢ HO ¢ 1enbio OICHKU MCXOJIHOM MHHEPAILHOM IUIOTHOCTH KOCTEH

[121,50].

YAA2YYPA)

KommenTapuu: pecuonsvt unmepeca — nosicnuunsiti (L1-L4) omoen nozeonounuka, npoepamma «total
body less head»

o PexoMeHnaoBaHo TpoBeneHHEe TmpHemMa (OCMOTpa, KOHCYJIBTAllMM) Bpada-CTOMATOJIOTa

MEPBUYHOTO W TpHeMa (OCMOTpa, KOHCYJBTAIMH) Bpada-CTOMATOJIOTa IMOBTOPHBIX HIIM TpHUeMa
(ocMoTpa, KOHCYJNbTAIlMM) Bpada-CTOMATOJIOTa  JETCKOTO  TEepBUYHOro/mpuemMa  (OCMOTpa,
KOHCYJIbTAIlMM) Bpaya-CTOMATOJIOra IETCKOro NOBTOpHBIX manueHTaMm ¢ HO nepes HayanoM Tepanuu
oucdochoHaTamMu ¢ I[ENBIO OLCHKH COCTOSHHUS HIDKHEH 4YeNoCTH U 3y0OB (IPOBOIUTCS BCEM
nangueHTam — 2 pasa B rof (BHe yiedenust b®), nepen nepsoii undysueit bd, nanee — perynspHo (B
nporuecce yedeHus: b®), yacrora onpeaenseTcs MHAUBUAYaAIbHO, B cpeaHeM, 1 pa3 B 3-6 mec, npu
HAJIMYMM TIaTOJIOTHMM — 4Yallle), MpoBeJAeHud 10 Havana jeyeHus b® maumentam ¢ HO: canamum
aKTHUBHBIX OYaroB HH(EKIUH, OYaroB BBICOKOTO pHCKa pPa3BUTHA HHQEKIMOHHOTO Ipolecca,
HEOOXOJUMBIX OOIIECTOMATOIIOTUYECKUX M OPTOJOHTHYECKUX XHPYPTUYSCKHX BMEIIATEIHCTB B

IIOJIOCTHU pTa, HpO(bI/IJ'IaKTI/IKI/I IMaTOJIOTrMYECKUX IIPOLCCCOB B pOTOBOﬁ IIOJIOCTH, KOTOPBEIC MOI'yT
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nOTpeOOBaTh XUPYPTrHUECKOT0 WIIN TEPAIEBTUYECKOT0 JICYSHHUS B IIEPUO/] INTAHUPYeMOro JieueHust b®
(oOyueHHe TUTHEHE, TEXHUKE YUCTKU 3y0OB, oa00p 3yOHO# mETKM U ap.). [128,248].
YAA2YYPA)
Kommenrapuii:. /lpubnrusumensno 6 50% ciyuaes necoepuieHHOMY OCMeo2eHe3y, CONnymcmeyem
HeCco8epUIeHHbIIl OeHMUHO2EHE3, CONPOBONCOAIOWULICA CIMOMAMONOUYECKUMU U OPIMOOOHMUYECKUMU
npobremamu. B ceéazu ¢ smum nevenue BD nauunaemcs ne panee 00beKMUBHO2O NOOMBEPIHCOEHUS]

3A2€NCUBNIEHUA 6 30HE eMeulameilbCniea.

e PexoMEH/IOBaHO IJIaHUPOBAHUE TPABMATOJIOTO-OPTONEAUYECKOTO XUPYPTUUECKOTO JICUCHUS Y
nereir ¢ HO ¢ yuyerom Hauana tepanuu b® c 1enpio BbIOOpa ONTHUMAIbHOTO CPOKa MPOBEICHHS
OIIEPATUBHBIX BMEIIATEILCTB (BO3AEpKaThCsl OT puMeHeHust b Ha npotshkeHnn 4 Mecsies 1o u 4
MECSIIEB TOC/IE OIIEpaTHBHOIO BMemmareapcTsa) [129,130].
yYaa4vyYypQC)
Kommenrapmii: ocywecmensemes ananuz anammecmuyeckux OaHHuIX, OOKYMEHMAyuy 6 OMmHoueHul
NPOBEOEHHO20 paHee ONEePamuHO20 OPMONeOUHecKo2o leyeHus (Koppusupyrowue ocmeomomuu u
op.). [Ipumenenue b conposodcoaemcs 3amedneHuem 3anCusieHUst OCie XUpypeuueckol KoppeKyuu
KOCmHubIX Oehopmayuil (HO He nepeiomos), umo mpedyem 6030epicanus om npumenerus bBD na
npomsadicenuy 4 mecayes 00 NIAHUPYeMOo20 Ui Nocie NPo8edeHHo20 emeuamenvcmea (nevenue b@
Modcem Oblmb 60300HOGIECHO/HAYAMO U paHee — NOCIe PEHMEEHOI0SUYECKO20 NOOMEEPIHCOCHUs.
sancusnenus) [130].
J PexomeH10BaHO WCKIIOUYECHUE/TIOATBEPKACHUE OepeMeHHOCTH (y IHUI[ JKEHCKOTo IoJa
dbeptunbHOro Bo3pacta ¢ HO) mepen pemienueM o HasHaueHHH b® ¢ IeIbI0  YTOYHEHHS
OTCYTCTBHSI/HAIMYHKS POTUBOIOKa3aHu# K Jeuenuro [131,132,133].
yYaa4vyYypQC)
Kommenrtapuii: HO ne conposodicoaemcs napywieHuem ¢hepmunvHocmu. Y nuy dceHckoeo nona
GpepmunrbHoco  go3pacma,  KOMOPuLIM — NAAHUpYemcs — HasHayenue — B®,  neobxooumo
noomeepicoeHue/UCKioueHue OepemMeHHoCmu neped Hadyaiom (U 8 npoyecce) nedeHus 66UV
NOMEHYUATbHO20 MmepamozeHHo2o énuanus bD. Ilpu noomseepocoenuu bepemennocmu neverue bD ne
Hauunaemcs (npekpawaemcs). Ha nepuoo neuenuss B® nayuenmam ciedyem npunumams mepol
npeooxXpaneHusi om HACMynieHus bepemeHHOCm.

B cayuae orcusneyepodscaroweco 01 OepemMeHHOU HCeHWUHbl COCMOAHUL Modcem Oblmb
paAccmMompeno 8 UHOUBUOYATbHOM NOPSAOKe NPOOOaXCeHue eyeHus bd.
Hmeromes coobwenus o npumenenuu b@ y bepemennvix 6e3 cepbe3uvblx 0CI0MHCHEeHUU 015 Mamepu u

pebenxa [133,134].
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B 65 6epemennocmsx HabI00ANOCH CHUMNCEHUE 2eCIAYUOHHO20 803DACA, CHUJICEHIUe MACCd
mena npu poxcoeHuu, SUNOKaIbyuemus u cunepgocgamemus ObiiU CEA3AHBI C NPU NPUMEHEHUU
oucgocghonamos 0o uru 6o epems bepemennocmu [135]. Basicno ommemums, wmo HU OOHO
UCCne006anue Ha ce200HAWMNUL OeHb He BbIABUN0 KAKO20-TUOO0 YEeNUYEeHUsl YaACHOMbl 8PONCOCHHBIX

oechexmos unu 00120CpounbIX NobouHbIX d¢hphexmos [121].

3.1.1.1 Ilpumenenue duchochonamos y oemeii ¢c HO

. IIpu neyenuun nereir ¢ HO mpemapatamu u3 rpynmbl 6uchochoHATOB PeKOMEHJI0BAHO B
KauyecTBE CpeJICTBa TIEPBOM JIMHUM TPUMEHATH #30JICIPOHOBYIO KUCTOTY* *  (#3nK**) ¢
TepaneBTHUECKOW menbto. Hambonee mmpoko y nmereir ¢ HO mpumeHsieTcss CleayrOIMi pexum
nosupoBanus #3n1K**, Hanbonee mmpoko y aereit ¢ HO npumensiercst pesxxum 1o3upoBanust #3mK**,

yKa3aHHbII B Ta0nuie 4, pa3BeieHUE npenapara — B Tadbiuue 5:

Tabnumna 4.
Jo3upoBanue JIC Ha ocHOoBe #3n1K** y nereii ¢ HO
y
[5049]
Bospacr Jo3upoBka Yacrora BBeJeHUA

<2 5er, mepBOE BBEJICHUE B/B 0.0125 mr/xr maccel Teia,
oudochonaTon OJIHOKPATHOE BBEJICHHE

<2 ner, MoCIeAYIONINe 0.025 mr/kr Maccel Tea, OTHOKpaTHOe | 3 mMecsna
BBe/IcHHS B/B Oudochonaron BBEIECHUE

>? JeT, epBOe BBEJICHHE B/B 0.0125 mr/xr maccel Tena,
oudochonaTon OJIHOKPATHOE BBEJICHHE

>2 JeT, NOCIAeAY0IINe 0.05 Mr/kr mMacchl Tena, OJJHOKpaTHOe | 6 MecsIeB
BBeJIeHUS B/B OMpochoHATOB | BBEIEHUE

Ecii o maHHBIM PEeHTTEHOICHCUTOMETPHH MOSICHUYHOTO OT/IeNIa TIO3BOHOYHHUKA 3HAYCHUS
MIIKT z-score >-2:

>2 et 0.025 Mr/kr macchl Tena, 6 mMecsieB
OJIHOKPATHOE BBEJICHHE

Ecnu o JaHHBIM PEHTI€HOAEHCUTOMETPHUH MOSICHUYHOTO OTJE] TO3BOHOUHKKA 3HaueHust MITKT
z-score >0:

>2 ner 0.025 mr/kr maccel Tena, 12 mecsieB

OJHOKPATHOE BBEJCHUE

BHyTpI/IBCHHBIC BBCACHUA MpCriapara IMpoBOAATCA KAlICJIIbHO MEIJICHHO, B TCUCHUC 50-60 MUHYT.

Tab6mumna 5.
Pa3Benenue npenapara Juist IpoBe/IeHUs] BHYTPUBEHHON HHDY3UN
Jo3a #301en1poHoBoit kKUCTOTE**, Mr | O6beM 0,9%-ro pacTBOpa HaTpus | Mil/4ac

xjopuga®*, mi

0-0,05 10 12,5
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0,051-0,125 10 15
0,126-0,25 15 25
0,251-0,375 20 30
0,376-0,5 30 40
Bonee 0,5 50 65
Bonee 1,0 100 130

HpI/IMe‘-IaHI/IeI MaKCUMaJibHad KOHOCHTpalu IperapaTra Ha OJHO BBECACHHUEC HC NOJIKHA IMPCBLIIATD

0,022 mr/mir.

[127,136,137,138,139,140,141].
YAA2YYPA)
KommenTapuu: npenapam umeem naubonee OnumenbHulll ONbLM UCNOTIb30BAHUSL, NOOMBEPAHCOATOWUL
aghhexmuernocms, 6€30NACHOCMb U YOOOHBLU PEAHCUM 86€0EHUSL.

IIpenapamul #301e0ponoeotl kuciomul ** mpebyrom menvuteti OumMenbHOCMU UHQY3UU U
KPamHocmu 86e0eHusl.

3.1.1.2 IIpumenenue o6ucgocthonamos y é3pocavix ¢ HO

Jleuenue 63pociblX nAUUEHMO0B:

J I[To pocrmxenum 18 smer mamuwentam ¢ HO  pekoMeHI0BaHO  IIPOBECTH
pentrenoneHcuromerputo (m3mepenne ypoBus MIIKT B cranmaptHbix Toukax). IIpu ypoBhe Z-
KpUTEpHs MEHee -2, C TeparneBTUYECKOH 1eJIbI0 peKOMEHI0BaHO HavaTh Tepanuio 6uchochonaTamu.
bucdocdonars! - mpenapaTsl epBoii TMHUU. BO3MOXXHO MpUMEHEHHE B IOPSAKE TPHOPUTETHOCTH:

o #3o05eapOHOBON KUCIOTHI™* B BUJIE BHYTPUBEHHOH HMH(Y3UU B TO3UPOBKE 4 MI KaxKible 6

mecsiieB [147]

(YOO 4 YYPC)

o #AJNEHIPOHOBOI KUCIOTHI** epopaibHO B 1o3upoBke 10 mr B nens [150450] @

o buchochonars u #anbdakaneiumon** 1 MKr/cyT exeanesHo — a0 9 ner [151, 152].
YAA2VYYPA)
Kommenrapun: Oowas onumensnocms mepanuu He peilameHmupo8and, npu 00CMUICeHUuu ypoeHs.
Z xpumepus menee -2,0 603MONCHbI «JleKAPCMEEHHbIE KAHUKYIbLY. B nabmodenusx coemecmmuoe
npumenernue #anvpaxarvyuoonra™** u bucgocghonamos — oo 9 nem.

* OZPpAHUYEHO 6 C6A3U C pa3eumuem noOOYHbBIX

Hcnonvzosanue #anenoponogou xuciomur™
9hexmos, C8A3AHHBIX C HCENYOOUHO-KUUEUHBIM MPAKIMOM . UMEIOMCA CO0OUujeHUs 0 6oiee 8bICOKOL
yacmome  HeNCeNAMeNbHbIX  ABNEHUNl CO  CMOPOHbL  JHCENYOOUHO-KUUEYHO20 MpPaKma npu

UCNONIb308AHUU NEPOPATIbHBIX (hopm bucghocghonamos (#anedponosas kucioma™*), oonako oauHvie
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Ha ce200HAWHULL Oenb npomusopeyusst [144,145,146,153]. Psoom cneyuanucmos pacmampusaemcsi
6 Kauecmee 8peMeHHOl Mepbl.

. PexomennoBano nmpumMeHeHHe B3pocibiM nanueHTam ¢ HO #16anapoHOBON KUCIOTHI B BHJIC
BHyTpHBeHHOH nH(DYy3un B 103upoBke 0,3—2 mr (0,016-0,2 Mr/kr Macchl Tena) Kaxkable TPH MecsIa C
MOCTETIEHHBIM MOBBIIICHUEM JI03bI C TEPAIeBTUYECKON 11esb0 [16].

NYIASYYPCO)

Kommenrtapuu: onvim npumenenus y nayuenmos ¢ HO ne ouenv 6onvuioi

3.1.1.3 Tepanus b® Bo BpeMs1 0epeMeHHOCTH V nanueHTok ¢ HO

J [TanenTke mpHU TIJIAHUPOBAHMH OEPEMEHHOCTH peKoMeHayeTcsl (IpU  BO3MOYKHOCTH)
npekpanieHue Tepanuu OuchochoHaTaMu MO KpalHEW Mmepe 3a 6-12 MecsAleB A0 HACTYIUICHUS
6epemennoctu. Eciu sxe GepeMeHHOCTh HacTynmiIa Ha (poHe mpoBeaeHus Tepanuu ouchocdonaramu,
TO Ha BCE BpeMs OEPEeMEHHOCTH pPEKOMEHJOBAaHO pPACCMOTPETh MPEKpPAIlICHUE Tepanuu
[154,155,156,157].

yYaAa4YYyPpPO)

KommenTapuu: 6 cnyuae swcusneyzpodrcaioujeco 01 6epemMenHou HCeHWUnbl COCMOAHUSL - MOACEm
ObLIMb PACCMOMPEHO 8 UHOUBUOYATLHOM NOPSAOKe NPOOoadNCeHUe nederus bD

Hmeromces coobwenus o npumenenuu B y bepemennvix 6e3 cepbesHblX OCIONCHEHUL O Mamepu u
pebenxa [133,134].

B 65 b6epemennocmsax Hadn00anocy cHudicenue 2eCmayuoHHO20 803pAcmd, CHUNCEHUEe MAcchbl meud
npu  podHCOeHUulu, 2UnoKanvbyuemus u unepgochamemus OvlIU CEA3AHLL C NPU NPUMEHEHUU
oucgocghonamos 0o unu 6o epems 6epemennocmu [135]. Baosicno ommemums, 4mo HU OOHO
uccie0osanue Ha ce20OHAUHUL 0eHb He BblABUN0 KAKO20-TUOO YEeIUudeHUs Yacmoma 8PO#COEeHHbIX

Oeghexmos unu 00120CpounbIX N0OoYHLIX d¢hPpexmos [121].

3.2 Xupypruueckoe JieueHne

J PexomennoBano mamueHtaMm ¢ TsokenbMH nposiBieHusMu HO, ocobeHHO eciu omepanust
TpeOyeT CI0XKHOTO MO3UIMOHUPOBAHMS OOJBHOTO MPH IUIAHUPOBAHUM ONEPATUBHBIX BMEIIATEIbCTB
noJ o01ell aHecTe3nell BBIOJHUTh PEHTIeHOTrpaduio MEHHOro oT/ena Mo3BOHOYHMKA (B OOKOBOM
MPOEKIIMH) C IETbIO OLIEHKH PHUCKa 0a3MIsIpHON MHBAarMHAIIMK M aTJIAHTO-3aThUIOYHOTO BbIBHXa [268].
YYPC; YIAA5)

KommenTapumn: B ciyuae nooospenuti na namono2uro npou3eo0samces COOmeemcmsyouue cCumyayuu

obcnedosanusl.
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o PexoMeHI0BaHO TpH HEOOXOAMMOCTH TPOBEACHHS aHeCTe3un (AHECTE3HMOJIOTHYECKOES
nocobue (BKJIIOYAsh paHHEE TIIOCICONEPAMOHHOE BEICHKE)) TMPU XHUPYPTHUYECKOM JICYCHUH Y
narueHToB ¢ HO yaenats uM ocoboe BHUMaHUE, BKIIIOYas 00eCreueHrne MPaBIIIbHOTO MOJIO0XKEHUS,
MHTPAOTIEPALIMOHHOE BEJCHHWE M TIOCICONEPANUOHHYI0 AHAITE3HI0 C LENbI0 IMPEIOTBPAIICHUS
OCJIOXKHEHHH, B T.4. TpaBMHpoBaHue [269].

YYPC; YIA5)

KommenTapuu: anecmesuonocuueckue npobremvl (nanpumep, mpyoHocmu ¢ obecnedeHuem
NPOXOOUMOCMU ObIXAMENbHBIX NYMell, HeCNOCOOHOCMb 8bINOIHUMb OJI0KADY nepughepuiecKux Hepeos
u Heupoaxcuanvhyio anecmesuro (Onuoypanvuas anecmesus/ Cnunanvnas anecmesus/ CnuHaibHo-
INUOYPATbHASL aHecme3us) 8 yeiom ecmpeyaromces peoko. Oonako y demeti ¢ msaxcervim HO moecym
HaO00amvcsi maxkue NposeieHUsi KAk, Hanpumep, 3HAYUMENbHAS KPOBONomeps, MpyOHOCMU C
Kamemepusayuei KyoumanbHol u opy2ux nepughepuieckux eer/xamemepuszayuetl NOOKIOUUYHOU U
Opyeux YeHmpaibHulX 6ew). H3-3a Xpynkocmu Kocmei 6 NepuonepayuoHHoM nepuode ciedyem

NPOABJIANTb OCMOPOINCHOCDb, ymoowl npedomepamumb nepejomsl npu USMEHEHUU NOJIOHCEHUA meld

3.2.1 Opmoneouueckoe u xupypzuueckoe ieqenue.

OcHOGHBIMU NOKA3AHUAMU K XUpypeuueckomy nedenuro nayuenmos ¢ HO sensiomces yenosovie
oegopmayuu HudCHUX KoHeunocmeti bonee 20° nubo Odepopmayuu, umeroujue npocpeccupyroujull
xapakmep, peyuousupylowue nepeiomvl Ha ypoeHe Oepopmayuil, mMopcuonHvle Oepopmayuu
Ce2MeHmMo8 HUMNCHUX KOHeuHOoCcmell, 6leKywue (QYHKYUOHANbHbIE HAPYUIEHUS, JIOJNCHblEe CYCMmAasbl
ONIUHHBIX MpPYOUamvix Kocmell, 6apycHas oOegopmayus weluku O0eOpeHHol Kocmu (ueeuHo-
ouaguzapnviii yeon 95° u menee), omcymcmeue HABLIKOE CAMOCMOAMENbHOU UMU NACCUBHOLL
BEPMUKANUZAYUU U XOObOLL 68UOY UACMBIX NEPEOMO8 0dddce Npu Omcymcmeuu oepopmayuii
KOHeuHocmell, Koe0a opmoneouieckoe jeyeHue (0pme3uposanue) okazovleaemcs Hea@pdekmusHvim, a
maxoice nepeioMbl NO360HOUHO2O0 CMON0A, CMEHO3bl U HeCcmadUulbHOCMb HA YPOBHE KPAHUO-
sepmebpanvHo2o nepexooa [158158,159,160,161].

Ilenv xupypeouueckozo neuenusn nepenomos npu HecoOGEPUIEHHOM OCHMe02eHe3e — yCmpaHeHue U
npedomepaujenue cmeweHus: OmioOMKO8, yMenbuleHue 601e6020 CUHOPOMA U COKpaujeHue CpoKos
UMMOOUIUZAYUU C BOZMOICHOCNBIO PAHHEl AKMUBU3AYUU NOCTIe NePeloMOs.

I]ens xupypzuueckozo neuenusn 6poOHCOCHHBIX U ROCMMPABMAMUYECKUX Oehopmayuil - 2100a1bHOU
3a0ayet OpMONeouUyecKko2o  Xupypauyecko2o  JleyeHus oeghopmayutl Kax yacmu
MYTbMUOUCYUNTIUHAPHO20 — NOOX00A  A81Aemcsi  Nnodoepicanue  08UeamenvHou  aKmueHOCMU,
A6MOHOMHOCMU, CHOCODHOCMU K NPUOOpEmeHUur0 U pazeumuio MOMOPUKU, OOle2deHue yxood.
Hocmuzaemca smo uepe3 ygenruuenue MexaHuueckou NpOYHOCMU KOCMel HA 68cem NpPOmAiCeHUlU

Xupypeuueckum nymem, HnpeoomsepaujeHuem peyuougos o0ephopmayuti U CHUNCEHUEeM YaACmOombl
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nepenomos [162,163]. Xupypeuueckoe neuenue npusooum 6 KOHEUHOM UMO2e K YEeIUdeHUro
08U2aAMENbHOU AKMUBHOCMU, CO30AHUIO YC08UL OJIsL YOPMUPOBAHUS UTU YIVHUULEHUS ABIMOHOMHOCMU
U nosvluteHus: kKawecmea dcusnu nayuenma. [164164,165165,166].

OnmumanvHeiM MOMEHMOM O/l ONEPAMUBHOU KOPPEeKYUU SBISAEmcs 603pAchm, Ko20d peOeHOK
Puzuonocuuecku 20mos k sepmukanuzayuu u xoovoe [167,168,169].
e PexomMeHI0BaHO pEHICHHE O HEOOXOIMMOCTH MPOBEICHUS XUPYPTUUYECKOTO BMEIIATEIILCTBA
narueHTaMm ¢ HO B MHIMBHIYaTbHOM TMOPSIKE MYJIBTUIUCIUIUIMHAPHON TPYIIION CIEIUATHCTOB,
MMEIOIUX 3HAaHUS M ONbBIT B JICUCHWH JAHHOW MATOJOTHH C IENBI0 MPOBEICHUS ONTHMAIBLHO
KayeCTBEHHOIr0 BMeInaTenbeTBa [166166,170470,171474,172,173173,174174,175,176,177,178].

Yaa4vyYYypPCQO)
KommenTapuii: o6sa3amenvHo  yuacmue 8paya-mpaemamonoza-opmoneoa U — CHeyuanucma,

umerowe2o onvim 6 sederuu nayuenmos ¢ HO (nanpumep, 8pau-nedponoz/epay-snookpunonoe/spay-
0emcKUtl IHOOKPUHOL02/8PAYU-NeOuUamp).

. XUpYpPrudecKyro KOppekiuio nedopmanuii HIDKHUX KOHEYHOcTedl mnamueHTam ¢ HO B
OOJIBIIMHCTBE CIIyYacB PeKOMEHAYyeTCsl TIPOBOJIUThL, HAYMHAS C MOMEHTA, KOT/1a PeOCHOK HAauYMHACT
BCTaBaTh W/WJIM TMPH JTOCTHIKCHUU KOCTHOTO KaHaia JOMYCTUMBIX Pa3MEPOB C IEIBIO MOJTYYCHHUSI
ONTHMAJIbHBIX Pe3ysbTaToB Jeuenus [179,180].

YYPC; YAA5)

Kommenrapmii: credyem ommemums, umo y nayuenmos ¢ NOSMOPAIOWUMUCHT NePeloMaMil U
npoepeccupyiowumu 0eopmayusimu, He noOOArWUMUCS TeYeHUI) KOHCEePEAMUBHbIMU Memooamu
(euncosanue, opmesuposanue), peuterue 06 ONePamueHOM MEUAMENTbCMEe MONCEM NPUHUMAMbCS
be3 yuema 6o3pacma u CNOCOOHOCMU K camocmosmenvHomy nepeosudicenuio [181181,182182].
JocmosepHuvix uccredosanutl 3HaveHull yeno8 degopmayuu u 4ucia nepeiomos, onpeoensiiouux
NOKA3aHUsL K ONEPAMUGHOMY BMeulameibCmey, He ONUCAHO 6 OMEYeCMEEHHOU U 3apyOedCcHOl

Jaumepamype.

3.2.2.0cobennocmu npogedenusn Xupypeuieckux 6MeuiamensCcme Ha KOHEYHOCMAX U 6blO0p
KOHCmMpYKyuii

J [Ipy HecoBepIICHHOM OCTEOreHe3e y JeTel peKoMeHAyeTcsl MPUOPUTETHO (B KauecTBe
oreparii BhIOOpA) MCMOIB30BAHUE OCTEOCHHTE3a (MHTPAMENYJUISIPHBIN CTEP)KHEBOW OCTEOCHHTE3)
TEJICCKONMMYSCKUMH  MMIUTAHTaTaMu  (MIpUMEpbl  HAWUMEHOBAaHUIM MEIUIIMHCKUX —U3JCITUH - B
[Mpunoxennn A3.8), M3MEHEHUE [UIMHBI KOTOPBIX MPOMCXOJUT CHHXPOHHO C POCTOM CErMEHTa
KOHEYHOCTH 3a cueT 0co0oro cmocoba (ukcanum B 3mudu3ax, mjsg 00ECTICUeHHS] TOCTOSHHOTO

BHYTPUKOCTHOT'O apMUPOBaHMUs Ha OOJIBIIOM MPOTSHKEHUH JUTMHHBIX TpyOuaThix Kocteil [183,184] .
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Yaa4VYYPCQO)
KommenTapuii: ocobennocmu npoeedenusi ocmeocunmesa y oemeti ¢ HO npedocmasnenvt 6

Ipunooscenuu A3.9

o W30aupoBaHHOE TPUMEHCHHE HAKOCTHOTO  OCTeOCHHTe3a  (IutacTHHamMu  (IIpUMEpBI
HAaMMEHOBAHMS MEAMIMHCKUX m3aenuii — B [Ipunoxenuun A3.8), Bunramu (IIpumepsl HAUMEHOBAHMS
MeIUUMHCKUX u3aenuit — B [Ipunoxxennn A.3.8), kak criocoda Koppekiuu aedopMaruii uiam JedeHus
MIEPEIOMOB PEKOMEH/IOBAaHO HCIIOJB30BaTh OUYCHb OTPAHMYCHO W, B OOJBIIMHCTBE CIIy4acs,
HEXKeJIaTeJIbHO Y NAIlMeHTOB C HECOBEPILIEHHBIM OCTEOI€HE30M BCIIEICTBUE CO3aHMSI 30HBI BHICOKOTO
HAIPSDKCHUS ¥ MOBBIIIEHUIO PUCKA ITepejioMa Ha rpanuiie Kocts/umiuiantar [200,183183]. Oxanako, B
Ka4yecTBE JIOMOJHUTEIBHOTO CPEACTBa (PUKCAIMM K TEJICCKONMWYECKUM HMIUIaHTaTaM (IpUMEpHI
HAaUMEHOBaHMsI MeIUUMHCKUX u3nenuid — B [lpunoxenun A3.8) juid KOppeKUUH pPOTALMOHHBIX
CMEILEHUH WM MPU MOBBIIICHHOW HECTAaOWUJIHLHOCTU B 30HE OCTEOTOMHHM MOXET OBITh MPUMEHEHO
WCIOJIb30BaHUE TUIACTUH C YIJIOBOM CTa0MJIBHOCTHIO M MOHOKOPTHKAIbHOU (uKcanuen (mpumepsl
HAaMMEHOBAHMS MEIUIMHCKUX u3nenuii — B Ipunokennn A3.8) [201,202,203].

Y144 YYPCO)

KommenTapmii: B mo orce pemsa makoti nooxoo mpebyem 0OnOJIHUMENbHOU onepayuu no Y0anieHuo
niacmuH (npumepsbl HAUMEHOBAHUS MeOuyuHckux uzoeauu — B Ilpunoowcenuu A3.8) nocne
00CMUdICEHUSL CPAUujeHUss OCMeomoMUuY U He Npeonojiazaem pawHell HAepy3KU HA ONepUpoBaAHH)IO
koHeunocmsb Couemanue menecKonudecKko2o UMniaumama (npumepvl MEeOUYUHCKUX U30eTull — 8
Ipunoosicenuu  A3.8) u oepanuyenno2o no epemeHu U 00veMy BHEUHe20 O0CmeoCUHmesd
(Pexoncmpyxkyus kocmu. Ocmeomomus KOCMU C UCNIb308AHUEM KOMOUHUPYEMbIX Memo0o8
Quxcayuu) nozeonsiem obecneuums 0Cesyr0 HAPY3KY HA ONEPUPOBAHHYIO KOHEYHOCMb 8 medeHue
nepeoll Hedenu nocie onepayuy U NOJIHOCMbIO UCKTIOYUMb 8MOPUYHbIE MOPCUOHHbIE U NPOOOJIbHbLE
cMeujenuss KOCMHbIX (pazmenmos u He mpedyem UHBA3USHOU onepayuu OJisl CHAMUA annapama

BHeWH el urcayuy, makice UCKII0Uas Hedocmamku guxcayuu cuncosot nossskou [184,259].

3.2.3. Ieuenue nepejiomos 'y nauéHnoeé ¢ HeCOBePULeHHbIM OCHE02eHe30M

Hecmomps na mo, umo y nayuenmog ¢ Heco8epuieHHbIM OCMe02eHe30M NOBbIUEHA XPYNKOCHb
Kocmell, CpOKU CpaujeHus neperomos He omauuaiomesa om obweti nonyaayuu. Oouaxo ecieocmeue
NI0XOU CNOCOOHOCMU K DPeMOOeNUPOSAHUI0 KOCMHOU MKAHU 6 30He 00pa308aHusi MO30IU YACMO
NPOCNENHCUBAIOMCS NPOCCEMIECHUS HA PEHMEHOSPAMMAX, MO 80CNPUHUMAEMCS KAK HeCPOCULUCS
nepenom. Cnedyem nomMHums 00 3mMom U He NPeblamb CPOKU UMMOOUIUIAYUL, OPUEHMUPYACL HA

603PACMHbLE HOPMbL CPAWEHUS NEPETIOMOE.
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. PexomennoBano nns manuentoB ¢ HO opromeanyeckoe corpoBoxaeHue (mpuem (ocMoTp,
KOHCYJIbTaIlMs) Bpaya-TPaBMaTOJIOra-opTolNea MEPBUYHBIM M TOBTOPHBIE), B CBSI3U C OOJIBIIUM
pUCKOM pa3BuUTHs JAedopmanmii KOCTe KOHEYHOCTEH BCJICICTBUE TICPEIOMOB U Pa3BUTHS
TUINEPIUIACTUYECKUX KOCTHBIX MO30JIeH, TOTOMY YTO 3TO MPUBOJIUT K HAPYIIEHUIO OCU KOHEYHOCTH U
HapyLICHUIO MEXaHUKH paboThl KOHEYHOCTU C LEJbI0 COXPAHEHHS/IOCTHKHUS MaKCHUMAalbHO
BO3MOJKHOT'O KadecTBa sku3Hu [184,197,198,204].

Yaa4VYYPO)

KommenTapuu: Bwvibop memooa neuenus 3agucum, 6 nepeyio ouepedb, Om Muna u msidxcecmu
meueHust HeCOBEPULEHHO20 0CMeo2eHes3d.

. PexomennoBano mnamuentam ¢ HO wu mnepemomamMum KOCTEM MHUHHUMHM3UPOBATh BpeMs
UMMOOUIM3alMu U mepuoa 0e3 (QYyHKIMOHANBHOM HArpy3Kd KOHEYHOCTH C IeNblo H30exarb
BTOPUYHOTO ocTeonoposa [207207,208208,209209]:

[Ipu Tune I HO kocTHas KoHCOIMAAIMsS MPOUCXOIUT B OObIYHBIE CpPOKH. M ecnu Xupyprudyeckoe
JICYCHUE, TMpeArojarapmee BHYTPCHHHM OCTEOCHHTE3, HE TpeOyercs, TO JJIUTCIBHOCTH
MMMOOUTU3AIIMU TUIICOBOM MOBS3KOM HE JI0JKHA OBITh BBIIE, YEM Yy 3/I0pOBBIX Aeteii [167].
Yaa4vYyYpPO)

KommenTapuu: npu msocenvix munax necogepuieHno2o ocmeoeeneza (mun I, 1V) nosviwennas

yacmoma nepeiomos ommedaemcs 8 OOUKOIbHOM U WKoAbHOM 8o3pacme [205,206].

. PexomennoBano namuentam ¢ HO u mepenomamu KOCTeil MPOBOAMUTH MPAKTUUYECKU MOTHOE
yCTpaHEHHE CMEIIEHUS OTIOMKOB SIBIISIETCS, TaK KaK KOHCOJHUAALMS TEPENIOMOB C YTJIOBBIMH
nedpopmarusimu 6osee 20° u Gonee mpeapacoiaraeT K MOBTOPHBIM MAaTOJIOTMYECKUM MepeioMaM — €
IEJTBIO TTPEYITPEkKACHUS TIOBTOPHBIX mepeiomon [210210,211211 212212].

Y144 YYPCO)

o [Tpu nedyenun nepenomoB y aeteit ¢ HO, B OONBIIMHCTBE ClydaeB PeKOMEHAYETCSI IPUMEHSTh
KOHCEPBATHBHYIO TaKTUKY (HAJOXXEHUE TUTICOBOM TOBSI3KH MIPH TEPEIOMaX KOCTCH WIIM HAJIOXKCHHE
MMMOOUITU3AIMOHHON MOBA3KY TPU MEpeioMax KOCTel, HaIOKEHUE IIHUHBI NP MepeioMax KOCTel,
CHSITHE THUTICOBOH MOBS3KH (JIOHTETHI)) C LETBI0 JOCTHKEHUSI KOCTHOTO CPAIllEHUs ¥ TTPEIOTBPALIICHHS
HE0OOCHOBAHHOTO XMpyprudeckoro Bmemareascrsa [207, 208, 209, 262].

YIAA5YYPO)

KomMmenTapuu: 6 xupypeuueckom neueHuu Hem HeOOXOOUMOCMU NPU HEOCIOHCHEHHOM MmedeHUul

nepeiomos.
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. [Ipu neyeHuu mepenoMoB, MPOU3OLIEANIMX Ha (OHE YK€ CYIIECTBYIOIIMX aedopMaiui,
pexoMenayercsi 'y naereii ¢ HO BBINOJHATE HMHTpAMEAYJUIIPHBIA CTEPKHEBOM OCTEOCHUHTE3
(TenecKOnMYecKUii MHTpaMEAYIUIIPHBIA OCTEOCHHTE3) B COYETAHUU C XUPYPIMUECKON KOppEKLHEH
YIJIOBBIX M TOPCHOHHBIX Jedopmaumii [192192197197 7213213,214]. IlepBuyHOoe NpUMEHEHHUE
MHTPAMEIyJUSIPHOTO OCTEOCHHTE3a CTEP)KHEBOTO TEJIECKOMUYECKMMH HMIUIaHTaTaMHu (TIpUMepbl
MEIUIMHCKUX m3aenuii — B Ilpunoxkennn A3.8) CHMKaeT 4acTOTY BMEINIATEILCTB B OydyIEeM IO
CPaBHEHUIO C OCTCOCHHTE30M TPAUIIMOHHBIMH, HETEJICCKOITMYECKUMU cpeacTBamu [169169].
YIa4YYPCO)

3.2.4 Ocobennocmu opmoneouueckoil xupypeuu KoneuHocmeil y e3pocivix ¢ HO

Tunuunvle opmoneduueckue npoobiemsl y 83pOCIbIX C HECOBEPUIEHHBIM OCME02eHe30M: NepeloMbl,
oechopmayuu, pantue oecenepamushvie usmenenuss ¢ cycmaesax [215,216216,217217].

Koncepsamuenoe neuenue nposooumces npu 3akpvimulx nepeiomax ez cmeuwjenus [215215].
. [Tpu newyenuu mnepenomoB y B3pocibix ¢ HO, B OONBIIMHCTBE CllydaeB, PEKOMEHIYETCS
IIPUMEHSTh KOHCEPBAaTUBHYIO TAaKTUKY (HAJIO)KEHHUE TMIICOBOM MOBA3KU IpU MEpesoMax KocTed Win
HAJIOXKEHHEe HMMOOWIM3AIIMOHHON TOBSI3KM TpU MepelioMax KOCTeW, HaJlOXKEHHe IIMHBI MpU
nepenoMax KOCTeH, CHSITHE TUIICOBOM MOBS3KH (JIOHTETHI)) C LENbI0 TIOCTHKEHUSI KOCTHOTO CPAIICHUS
U MIPEIOTBPAIICHHSI HCOOOCHOBAHHOT'O XUPYPTrUUECKOro BMearenscrea [215, 216].
NYIASYYPO)
KommenTapuu: 6 xupypeuueckom neueHuu Hem He0OXOOUMOCMU NPU HEOCIONCHEHHOM meyeHUU
nepenomos
J [Ipy HEOOXOAMMOCTH MPOBEACHUS XUPYPrHUECKOrO JICUEHHUs IEPEIOMOB KOHEYHOCTEH Yy
B3pocibIX ManueHToB ¢ HO pekoMeH10BaHO MpeANnoYTeHHE OT1aBaTh MHTPpaMeayJUISIpHON (uKcauu
(MHTpaMenyJJISIpHBIA ~ CTEPXKHEBOW  OCTEOCHHTE3), MO3BOJIAIOIIEH apMUpOBaThb KOCTh Ha
MaKCHMaJbHOM MPOTSKEHUU HO, BO3MOKHO M KOMOMHHPOBAHHOE HCIOJIb30BAHHE HAKOCTHOTO,
BHYTPUKOCTHOTO M YPECKOCTHOTO OCTEOCHHTE3a, pEIICHWE IPUHUMAETCS WHIUBUIYAIbHO B
3aBUCHMOCTH OT XapaKTepa IEpesioMa, COCTOSHUS KOCTHOM TKaHM M pa3Mepa KOCTHOMO3IOBOTO
kaHana [215,216].
NYIASYYPO)
KommenTapuu: npumepst MeOuyuHckux uzoenutl, npuMeHsIOWUxXcs npu Xupypeuueckom JjledyeHuu

nepenomos mpyouamsix KOCmell HUMCHUX KOHeyHocmell u nieyegou kocmu - 6 Ilpunoscenuu A3.8

. Pexomenayetcs B3pocibiM nanueHTam ¢ HO ¢ nepenomamu TpyOUaThiX KOCTEH € LENbIO MX
KOPPEKIMH TpU BBHIOOPE MEAMIIMHCKOTO H3JENIUs OPUEHTHPOBATHCS Ha pa3Mep KOCTHOMO3TOBOTO

KaHaia:
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o Ilpm mMamoM pa3Mepe KOCTHOMO3TOBOI'O KaHajla BO3MOXXKHO HCIOJIB30BAHUE JTFOOBIX

UHTpaMEYJUISIPHBIX KOHCTPYKIUH, MOIXOAAIIMX MO JUAMETPY, B TOM YHCIIE€ TEIECKOMUYECKUX
HUMIUIAaHTATOB (IIPUMEpPbl MEAUIMHCKUX u3aenuii — B [Ipunoxenun A3.8), ¢ JTOMOIHUTEIBHOM
(bukcaryell HAKOCTHOM MJIACTHHON (IIPUMEPHI MEIUIUHCKUX u3aeauil — B [Ipunokenun A3.8)

WM amlapaToM BHEIIHEH (ukcauu (IpuMepbl MEIUIMHCKUX u3zAenunii — B [Ipunoxernn A3.8).

O IIpu O6JII/ITCDI/IDOB3,HOM WM O4YCHBb Y3KOM KOCTHOMO3IOBOM KaHaJIE OCTCOCHHTC3

MOKET OBITh BBHIIOJIHEH IIACTUHOMN (IPUMEPHI MEAMIIMHCKUX u3zenuii — B [Ipunokenun A3.8)
WIM amnmapaToM BHeEUIHe ¢ukcanuu (mpuMepbl MEAUIMHCKUX u3aenuii — B llpunoxenun
A3.8) [215, 216216].

NYIASYYPO)

KommenTapun:

Ilpu evinonneHuu pexoHCMpPYKMUGHOU XUpypeuu 6blCOK PUCK HeCpaujeHull uiu 3ameoleHHOU
konconuoayuu [215, 216216]. [lpumenenue KOMOUHUPOBAHHBIX MEMOOUK CHUMNCAEM PUCK
HecpawjeHul.

Crnedyem ommemumy, umo npu u301UPOBAHHOM OCMEOCUHMEe3e HAKOCMHbIMU KOHCMPYKYUAMU -
naacmuHamu (npumepvl MeOuyuHckux uzoeiuil — 6 Ilpunoscenuu A3.8) onu 0ondwchsl Obims yoaneHvl
nocne cpaujeHusi nepenoma OJisk CHUNCEHUs BHeuHe20 0asleHUsl Ha KOCMb U YMEHbUEHUS HANPANCEHUs]

Ha cparnuye Mema]l]l/KOCI’nb, Komopoée mooaicem npugodumb K NOBMOPHBIM neperomam.

o PexomennoBano B3pocibsiM marnueHntam ¢ HO mpoBeneHue SHAOMPOTE3UPOBAHMS CycTaBa/
apTPOIUIACTHKH KOJEHHOTO CYCTaBa/apTPOIUIACTHKH Ta300€APEHHOTO CyCTaBa TOJIBKO MPHU HAIMYHU
MOKa3aHUI U ¢ OCTOPOKHOCTHIO B CBSI3U ¢ 0OCOOCHHOCTSIMH OCHOBHOTO 3aboneBanus [263, 264, 265].
yYaAa4YYPCO)
KommenTapun:

Apmponnacmuxa 0cHO8AHA HA NPUMEHEHUU COOMEEMCMBYIOUUX MEOUYUHCKUX U30enUull (npumepbl

npedcmasnenst 6 Ipunoscernuu A3.8)

Vuumeias 603mo0cHoe MHO2000pasue uzmenenuti cycmasos y nayenmos ¢ HO, moocem
nompebosamuvcsi  UHOUBUOYATbHOE — U320MOBIeHUe KOMHOHEHMO8 HSHOONpome3o8  (Hanpumep,
9HOONPOmME3bl CYCMAB08 UHOUBUOYAILHOO U320MO6NeHus U Op.). B ocnosHoli macce modcHO
UCNONb306aMb CMAHOAPMHbBIE SHOONPOME3bl CYCMABO8, HO NPU IMOM 005A3aMeNbHO MujamenbHoe
nposedeHue npedonepayuoHHoco oociedosanus (Penmeenocpaghus nopasiceHHol uacmu KOCMHO20

ckenema, Komnviomepnas momoepaghus cycmasa (cm. noopazoen 2.4)) u nianuposanue, a maxice
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3a20MOBKA 8Ce20 OUANA30HA HEODXOOUMbBLX PA3ZMEPO8 KOMHOHEHMO08 IHOONpome308 cycmaegos [167,

263, 266].

3.2.5. Xupypzuueckoe neuenue oepopmayuit n0360HOYHUKA

I[ens xupypeuueckozo neuenusn oepopmayuu n0360HOYHUKA — NPEOOMBPAUEHUE NPOSPECCUPOBAHUS
u Koppexyus oeghopmayuu NO360HOYHUKA O/ 80CCMAHOGNEHUA 2N100ANLHO20 (BPOHMAILHO20 U
cacummanvHo2o banawca. Bo mnocom smo o0bycnoeneno OeghekmHOCmbI0O KOCMHOU MKAHU U
pucuoHocmu degopmayuu.

L4 PexomengoBano tmamumeHTaM ¢ HO  Xupyprudeckyio  KOPPEKIIHIO KI/Id)OCKOJ'II/IOSa

(Kudomnactuka/Koppekius aedopmarii M03BOHOYHHUKA) paCCMAaTPUBATh MPH:

o BenuuuHe aedopmaru 6omee 45° o Cobb,

O TmporpeccupoBaHuu Oojiee 4° B o1

o HedpPEeKTUBHOCTH KOHCEPBATHBHOM Teparnuu ¢ jieueOHoi 1enpio [218].
YAA5YYPC)
. PexomengoBano s Koppekiuu kudockomuosa nanueHtam ¢ HO ucnonbs3oBaTh HAOOPHI
MMIUIAHTATOB JJIsl TPaHCHEAMKYISIPHON (HUKCAallMd MO3BOHOYHHKA M HAOOpbI MHCTPYMEHTOB JIJIS
TPaHCIEAMKYJISIPHOW  (PUKCAI[MM  TO3BOHOYHHMKA  (CHCTEMbI ~MHOTOOIOPHON  (UKcanuu ¢
TPAHCIEAUKYJIIPHBIMH OIMTOPHBIMU TOYKAMH HITH UX KOMOMHAITUEH ¢ KproKamu (THOPHIHBIC CHCTEMBI))
B COYETAaHWU C KOCTHOM IUIACTUKOW JOPCAIBbHBIX CTPYKTYp IO3BOHOYHHMKA B 30HE (HUKCAIUH
ayTOKOCTbHIO, aJUIOKOCTHIO M UMIUIAHTAT KOCTHOTO MaTPUKCa, KOMIO3UTHBIN, KOMIUIEKT WU3JEIHIA U3
TUIpOKCHANaTUTa C KOJJIJAT€HOM W AaHTUMUKPOOHBIMHM CpEICTBAMHU JUISl 3allOJIHEHHUS KOCTHBIX
MIOJIOCTEH, CTEPWJIbHBIN; MaTepuaibl JUIsi BOCCTAHOBIEHHUS LEJIOCTHOCTH M pPEreHepaluu KOCTHOM
TKaHH, CTEPIIIbHBIN (MMIUIAHTAaT KOCTHOTO MAaTPUKCa, CHHTETUYECKHM, He aHTHOAKTepUAIbHBII) T.II.
Taxxke HCMONB3YIOTCS CHUCTEMbl JWHAMUYECKOW (UKcAllMU C TPAHCHEIUKYISPHBIMH OMOPHBIMU
TOYKaMH WJIM UX KOMOMHAIMel ¢ Kprokamu (TuOpuHbIe CUCTEMbI) (Ha0Op UMIUIAHTOB AJIi CUCTEM
TPAHCIIETUKYISIpHOU (ukcanuu guameTpoM OT 3,5 10 5.5 MM C KOHHEKTOpaMH M UX aHAJIOTH)
[107,140,130,220]. [219]
YYPC; YA 4)
KommenTapuii: yenecoobpaszno ucnonv3osanue MakcuMaibHO20 KOIUYeCmM8a mouex @uxcayuu ¢
Yenvio PACUUpenst 803MONICHOCMell Koppekyuu u ycunenuss npounocmu guxcayuu [38]. Tazosas
urcayusi nOKa3ana npu bIPANCEHHBIX U pUUOHbIX nepekocax masa (koncencyc asmopog KP).
. PexomennoBano naruertam ¢ HO 1 kuhockonno30M TarHble TUCTPAKIIMA CUCTEM KOHTPOIIS
pocra no knaccudukanuu Skaggs (2014) BIMONHATE B cpeHEM pa3 B 6-12 MecsiieB B 3aBUCUMOCTHU

OT BO3pacTa M CTENEHH MporpeccupoBanus jaedopMmaru ¢ jJeueOHOoM 1enbio [221]. AGCONMIOTHBIM
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MOKa3aHWEM K MPUMEHEHHUIO AMCTPAKTOpa KOCTHOTO OPTOIEAMYECKOro BHYTpPEHHEro (pedepHo-
MMO3BOHOYHOTO JTUCTPAKTOPa) (BO3MOXHO B KOMOMHAIIMH C TUCTPAKTOpPA KOCTHOTO OPTOMEIUYECKOTO
BHYTpEHHEro  pebepHO-peOepHBIM  TUCTPAKTOPOM)  Habopa  WMIUIAHTOB  JJII  CHUCTEM
TpaHCIIeTUKYISApHON Ppukcanuu quamerpom oT 3,5 10 5.5 MM ¢ konHekTopamu VEPTR u ux anamoru
SIBJSIETCS] CHHJIPOM TOpaKaibHOM HemocTaTouHoCTH [222].

(YYP C; YU 5)

J B kauectBe anprepHaTUBHBIX omuui manueHtam ¢ HO mpu nedopmanusx mo3BOHOYHUKA
PEKOMEH/I0BAHO CEICKTHUBHOE MPHUMEHEHHE CHUCTEMbl KOCTHOTO LIEMEHTAa MOBBINICHHOW BSI3KOCTH
(mnacTMka TO3BOHKA), @ TakKXKe MCIOJb30BaHHE BAPHAHTOB MHOTOYPOBHEBOH OCTEOTOMHHU
no3BoHo4HMKa Tuna Schwab 1-2 (Pekonctpykiusi koctu. OCTEOTOMHS KOCTH C HCIOJIb30BaHUEM
KOMOMHHPYEMBIX METOA0B (ukcarn/PexoncTpykuus koctr) [219219].

YA44VYYPC)
3.2.6. Xupypeuueckasa KoppeKyus cnoOHOUN0IUCHE3A

Knunuueckas snauumocmv u ecmecmeennoe meveHue CnoHOUIOAU3A U CHOHOUIONUCIESA Y
nayuenmog ¢ HO ne sicnvl 6 aumepamype, a un@opmayus 0 NOKA3AHUSIX K XUPYPSULECKOMY JeHEeHUIO
U Memooax OOCMYNHA MOAbKO 6 eOUHUUHBIX NYOIUKAYUAX C ONUCAHUEM OMOelbHbiX cayuaes. [lpu
9MOU  HO30702UU  NPUMEHSIOMC  CMAHOApPMuble Memoobl U ONYUU JeYeHuss UCMMUYECKO20
CHoHOUNOUCTmESA.

o PexomenoBano mnanmentam ¢ HO mnpu crnoHOumoimcTe3e CENEKTHBHOE IPOBEICHHE
JIMHAMHYECKOH (uKcaiuu mo3BoHouHuKa (TpaHcneaukymsapHas GUKcanus MOSICHUYHO-KPECTIIOBOTO
OT/eNa TO3BOHOYHHMKA, OTKPBITHIM JOCTYIIOM) M MEXKTEJIOBOro croHawnonesa (Aptpozes
MMO3BOHOYHUKA/APTPO/1€3 TO3BOHOYHHKA (CIIOHIUIIO/E3) C UCTIOIB30BAaHUEM BUICOIHIOCKOITMYECKHIX
TEXHOJIOTHI) ¢ 1enbto Koppekimu/ Axipnutocnonauiones3) [130,220].

YYPC; YO 4)

KommenTapuii: Boi6op docmyna u mexunonoeuu mesxicmenosozo cnonounooesa (PLIF — Posterior
Lumbar Interbody Fusion (3aonuii nosicnuunsiii mesxcmenosoii cnonounodes), TLIF — Transforaminal
Lumbar Interbody Fusion (Tpangopamunansusiii noschuunwlii mexcmenosou cnonounodes), ALIF —
Anterior Lumbar Interbody Fusion (Tlepeonuii nosicnuunsiii mexcmenosou cnoHouno0es), a makice
30HbL  UHCMPYMEHMAYUU ONpeoenstomcs BpaA4OM-XUPyPeoM/8pauom-0emcKuUM Xupypeom/epaiom-

mpaemamwzozom-opmonedom.
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3.2.7. Xupypzuueckoe 1euenue namoozuu KpaHuo-uepeuKaibHoz0 nepexooa

Ilokazanuem K onepamueHOMY Ne4eHUO AGNAIOMCA CUMNMOMAMUYECKUe 6apuarmvl O0a3uIAPHOU
UHGAZUHAUUU

. PexomengoBano 1pu OasunspHOl wumnpeccur y mnauveHtoB ¢ HO  BwinmosiHeHue
KPaHHOLICPBUKAIbHON HMHCTPYMEHTAJIbHOM (UKCAMM C BapuaHTaMWd TpaKIud Wi 0e3
(dexomnpeccuss ~ KpaHHOBepTeOpaipHOrO  mepexona//lekoMipeccusi  MMO3BOHOYHOrO  KaHaja
MHUKpOXHUpyprudeckas//lexkoMiipeccusi MO3BOHOUHOIO KaHaja ¢ MMIUIAHTAlMed CTaOuIM3UpyroLeH
CHCTEMBI) C LENIBI0 KOPPEKIMU Oa3misgpHoit umnpeccuu [39,224].

YYPC; Y1 4)

. Pexxe mpu OasmnspHoit mmmpeccuu y mnanueHToB ¢ HO pexomenayercsi BBITOJTHEHHUE
3agHei/iepeiHe-3aIHe  IEKOMIIPECCUU  CTBOJAa M cnMHHOro  Mo3ra  (Jlekommpeccust
KpaHHOBEpTEOpaIbHOTO nepexona/Jlexomipeccus II03BOHOYHOTO KaHaja
MHUKpOXHpyprudeckas/JlekoMipeccusi MO3BOHOUYHOIO KaHaja ¢ MMIUIAHTAlMed CcTaOuiIM3upyrolei
CUCTEMBI) C OKUMIUTOCHOHAMIOAE30M (Akuunurocnonaunoznes) Ilepennuit  MexTenoBoit
CIHOHJWJIOJE3 ILIEHHOro0 OTJeNa IO3BOHOYHHMKA, OTKPBITBIM JOCTYIOM, OKIMIMTOCHOHIUIOES,
OTKPBITBHIM JOCTYIIOM).

[IpuMeHsIIOTCS CTaHAApPTHBIE JOCTYIBI, B TOM 4YMCIE C TPAaHCHA3aJIbHOW BHJEOACCUCTEHLMEH. B
KayecTBe (UKCUPYIOIIUX KOHCTPYKLIMH HCIIONB3YIOTCS CTaHIAPTHBIC TOJIHMAKCHAIBHBIE BUHTHI, a
TaK)Ke KPIOYKHU M MIPOBOJIOKA XUPYPTrUUECKasl CTallbHAsl CTepUIIbHAS (VIS CyOJIaMUHAPHON (HUKCAIIHH)
[39,224].

YYPC; YA 4)

Kommenrapuu: Mueemcs puck 603HUKHOBEHUSI HEBPONIO2UYECKUX OCIONCHEHUU y NAYUEHMO8 C
HEeCOBEPUIEHHbIM OCME02eHe30M Ha (POHe Namono2uu KpaHuo-yepeuKaibHo20 nepexooa npu

unmybayuu.

3.2.8 Xupypzuueckue emewamesibcmea no n0600y HApyuieHus ciyxa

. PekoMeH/I0BaHO CENEKTUBHOE MPOBEICHHE OINEPATUBHOIO BMENIATENIbCTBA MO TOBOIY
CHMWXeHus cnayxa mnauueHtram c¢ HO cranegoromuro MUIATUHOTOMUIO/TNIATUHAKTOMUIO €
MHTEPIIO3UIIMEN BEHO3HOTO IIYHTA 33 CUET MOJAHOXHOMW IMJIACTHHBI C IENbI0 YITYUIIeHUs/COXPaHEHHS
ciyxoBoii ¢yHKImn [225]

Yaa4VYYPCQO)

KommenTapuu: umeemcsa neborvuioe uucio coodbujenuti o6 onepamueHom emeuamenbcmee no
nosody namonoauu JIOP-opeanos y nayuenmos ¢ HO.

Y nayuenmos ¢ HO obnapysicusanuce maxkue namoao2uyecKue UsMeHeHus Kaxk: Qukcayus cmpemeHu,

ymonwenue Cmonsl U XpynKkue uiu CIOMaHHvle Hoxcku cmpemenu [225].
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Tem He meHee, CO2NACHO NPOBEOEHHOM) CUCMEMAMUYECKOMY 0030pY U MEemAaananiu3y mexkyuwux
Memo0o08 nevenus nomepu cayxa npu HO, s¢pgpexmuernocms onepayuii Ha cmpemeuxe umeem HU3KUU
ypoeenw ycnexa 59,08%, a opyeue memoouwl newenusi nomepu cayxa npu HO (nanpumep, xoxneapHvie
UMNIGHMAamul, CIyXo8ble annapamsl ¢ KOCMHOU NPOBOOUMOCbIO U UMNIAHMUPYeMble UMNIAHMbL)
CILYX08ble annapamvl) NOKA3anu ceds 0CyWecmeumMblMu U YCReWHbIMU 8 YIVYULeHUU NOMeEPU CIYXA Y
nayuenmos ¢ HO 6 ouenv nemmocux cayuasx. Heobxooumwvl oanvheliwue ucciedosanus 0.
nonumanusa mexanuzma(os) HO, npugooawezo Kk nomepe ciyxa, pazeumus CyWecmeyiouux u
Paspabomxu HO8bIX cmpame2utl iedenus 01 NPpe0OmMEpaujeHus Uil yMeHbUeHUs nomepu cryxa npu

HO [226, 227,228].

3.3 Uuoe JeuyeHne

3.3.1 Ilpumenenue #comamponuuna™**

. Hersm ¢ HO, y KOTOpBIX OTMEYaeTcsl 3aJepXKa pocta ¢ JAeHUIIMTOM TOpMOHA POCTa,
pexoMenaoBaHo #comarpornuna** 0,1 ME/kr/cyt 6 aHeil B Henenmto — mepBble 6 MecC. JEUEHUs C
MOCTETIICHHBIM TIOBBIIICHUEM JIO3bl JI0 JIOCTHXKCHHUS YBEIUYEHUs CKopocTtd pocta Ha 50% ot
UCXOHOTO. [IeTsM, y KOTOPBIX HE OBLIO JOCTUTHYTO HITU HE COXPAHSIETCS TIOBBIIICHUE CKOPOCTH POCTa
gyepe3 6 mecsues, BrnociencTBun HazHavaercs 0,2 ME/kr B cyTku ¢ 1enpio yimydiieHuss oOMeHa B
KOCTHOH TKaHHU, B TOM YucClie, MeTaboyim3Ma koiuiareHa, yBenuuenuto MIIKT u ckopoctu pocra,
MCCIIeIOBaHMs 710 ¥ BO Bpems Tepanuu — B [Ipunoxenun A3.7 Jleuenue #coMmaTponuHoM™** BOZMOXKHO
COBMEIIATh C TPUMEHEHHEM TMpenaparoB W3 Tpymmbl b®d C 1enpi0  B3aUMOJIOTIOIHSIONIETO
MOJIOKUTEITFHOTO BO3JICHCTBUS HA YBEIMYEHUE TUIOTHOCTH KOCTHOW TKAaHH, CTUMYJISAIUIO POCTa
naruenTa [229,230,231231,-232232].
YYP A; Y 2)
KommenTapmii:
Ilpumenenue #comamponuna** wne cuudicaem pucku nepenomos xocmeti y nayuenmos c¢ HO.
[231,232].

eticmsue npenapama HanpasieHo, 8 MOM YUcie, Ha CIMUMYISAYUIO KOCIHO20 MemaboIusma u
HOpMAIU3ayu0 MUHEPAIbHO20 YNIOMHEHUs. Kocmell y Oemell ¢ 0epuyumom copmona pocma. B cessu
¢ 9mum ObLIO BbICKA3AHO MHeHue, umo Hcomamomponun** moocem 6vimo 3¢hghexmusern u 'y oemeii ¢
mscenvim HO. Oonako 2opmon pocma nokasan Iuulb 0SpanudenHoe YayuuieHue HAOMHOCMU
KOCMHOU Maccvl U, 6 Hacmoswee 6pems, OH He UCHOIb3Yemcs pPYMUHHO 6 Kadecmee

mepanesmuyuecko2o cpeocmea y oemetii ¢ HO [37].
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3.3.2 Tepanus 60.1u

¢ PexomenoBano nanuentam ¢ HO npoBeieHre Tepanuu, HarpaBJIeHHONW Ha YMEHBIICHUE O0JIEBBIX
OIIYIICHUH, P HEOOXOAMMOCTH: MPUMEHSIOTCS METObI (PU3NOTEPANEBTUICCKOTO BO3ICHCTBHUS
(Ha3Ha4yalTCs B paMKax npuema (OCMOTpa, KOHCYJIbTAallMM) Bpada IO MEAMIMHCKOM
peabunuranuu/Bpada (U3HUECKOH U peabMIMTAIIMOHHOW MEIMIIMHBI-PeaOMINTONIOTa/Bpadya 1o
ne4eOHoN (PU3KYIbTYype MEPBHYHOIO M TOBTOPHBIX/ MpueMa (OCMOTpa, KOHCY/IbTAI[MU) Bpada-
¢busnorepanesta u aAp.) [8888,233233,234,235]. [Ipr HEOOXOIUMOCTH MOKET OBITH PACCMOTPEHO
HA3HAYCHHE IMPermapaToB, OONATAIONIMX 00€300JUBAIOIIMM JEHCTBUEM IO OOIIMM MPUHIIUIIAM
tepariui  Oomu  [1010]. Hanpumep, onuvougHble aHAIBICTUKU W/WiaM 1mapaneramon™*[234].
[88,233233,234,235].
YAOAS5YYPCO)
Kommenrapmii: yvenvwenue 6onu y nayuenmose c¢ HO ommeuaemcs Ha ¢pone mepanuu

oucgocghonamamu, 6 pside ciyuaes — nocie Xupypeuiecko/opmoneouyeckol KOppeKyuu.

J [Tpu Hanmuuu 60JIEBOTO CUHAPOMA, HE CBA3aHHOTO C IIEpEIOMaMHU, PeKOMEH/I0BAHO IPOOHOE
Ha3zHaueHue B3pocibiM nanueHtam ¢ HO OucdochoHaToB B CTaHIAPTHBIX JO3MPOBKAX C LEJIbIO
KynupoBanusi 6osieBoro cunjapoma [120], npu HemoctarouHoM 3¢ dekTe - Ha3HAYeHHE Ipernapara
rpynnbl ATX INabanentunounsr NO2BF (#I'abanentun 900 mr/cyt) wim mpemnaparta rpymmbi ATX
HecenexktuBHbie ”HTHOUTOPBI 0OpaTHOTO 3axBaTa MOHOAMUHOB NOOAA #Amutpuntuiun 10 Mr/cyr)
[236].

YIA-4;YYP-O)

3.3.3 BozmooicHble sapuanmul mepanuu npu 0cooOblxX Cumyayusx

o [Ipy HamU4YMM MEpPENOMOB B TEUEHHE MPEIBIIYIIEr0 roja PeKOMEHJA0BAHO CEIIEKTUBHOE
MpUMEHEHHE B3pocibiM marnueHTaM ¢ HO Ha3HaueHue clenyronux TPYII MpenapaTroB C IENbIO
yIyUIIeHUS] MUHEPATbHON TUIOTHOCTH KOCTEH:

o #Tepunaparun™* B nozupoBke 20 MKT MOJKOXKHO €KEIHEBHO, JJIUTEIBHOCTh OKOJIO 18 mec.

[237].

YIA4YYPCO)
KommenTapum: onybnukoeanvl oamnHvle no OaumenbHocmu npumeHenus 0o 18 mec. Hmeromcs
coobwenus 06 r¢pexmusHocmu cuHmemuyecko2o napamupeoudrHo2o 20pmona (¥mepunapamuo**)
v e3pocavix ¢ HO. Ilpenapam 6 pymunHou npakxmuke ucnonvb3yemcs Ois JiedeHus: 0OCmeonopo3a 8

nocmmenonayse u npueodum K yeejluveHuio niomHocmu Kocmuou maccol. Hceneoosamus
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npodemoncmpuposanu yeeaudernue MIIKT y 6orvnvix ¢ HO, 6 nepsyro ouepeow | muna. Iloxkazano,
umo y e3pocavix ¢ HO cunmemuueckutl napamupeouonsiii 20opmMon (#mepunapamuo™*), xomopulil
MakKodce UCNONL3Yemcs Npu JedeHuu OCmeonopo3da 6 NOCMMeEHOndayse, NpUusooum K YEeIudeHuro
nromuocmu kocmuou maccel [38,39,40]. #Tepunapamuo™* wue uccineoosancs y oemeil uz-3a
NOBLIUEHHO20 PUCKA OCMEOCAPKOMbL, O KOMOPOM COOOWANOCH 8 UCCIeO08AHUAX HA dHcusomHbix [41].
. #Jlenocyma0™** B 1o3upoBke 60 MT ITOJKOKHO KaxIble 6 MecsIeB. JJTUTeNbHOCTh IPUMEHEHUS
He orpaHuueHa [238,239].

Y144 YYPCO)

. PexoMeH10BaHO ceJIeKTHBHOE IIpUMEHEHHE #IeHocymaba™* mmamueHTaMm TIpU  TSHKEITOH
dbopme HO — VI tume, y B3pocisix npu kotopoMm, HO pa3BuBaeTcsi B pe3ysibTare MyTallukd B T'e€HE
SERPINF1, ¢ 1ienpt0 yMeHbIIEHHsT KOCTHO# pe3opOumu [239].

YAa4VYYPCQC)

KommenTapumn: #//enocymab™™ — nonnocmoio uenoseyeckoe pekombunanmuoe MoHokionanvhoe 1gG2-
anmumeno k RANKL (Receptor Activator of Nuclear Factor Kappa-B Ligand) yumoxuny cemeiicmea
gakmopa Hekpoza onyxoau. Imo OCHOBHOU 0el0K KOCMHOU pe30opoyuu, KOmopwlii npooyyupyemcs
ocmeobnacmamu. B pesynemame ezo ceazvisanus ¢ RANK mna ocmeoxknacmax uHOYYuUpyiomes ux
oughpepenyuposxa u akmueayus, nosviuiaemcs evidxcueaemocmv. Ilomumo RANKL ocmeobracmol
cekpemupylom Opy2otl 0eloK — ocmeonpomezeput, KOMopbwlil A6IAemcs eCmecmseHHbiM UHSUOUMOPOM
RANKL. Fnazooaps ocmeonpomezeputy nodoepicusaemcs oaianc pemooenuposarnus kocmuou mxanu. C
2012 2 umeromca nyboaukayuu o npumeHneruu #Hoenocymaba™* npu msocenou gopme HO — V| mune, y
83POCbIX NPU KOMOPOM, KaK YKA3blBANOCH blule, pazsusaemcs 6 pesynvmame mymayuu 6 cene SERPINFL,
umo eedem Kk akmueayuu ocmeokiacmos uepes RANK/RANKL nymu. [Ipumenenue #oenocymaba™* npu
OAHHOM mune A1Aemcs NAMo2eHemuiecku 0O0CHOBAHHBIM, 8e0en K YMEHbUEHUIO KOCIHOU pe3opoyuu u
yayuwernuro MIIK. Bedymcs Kiunuuyeckue uccied08anus no npumeHeruro #oemocymadb™* npu opyeux
munax HO.

OCHOBHBLIM NOKA3aHUeM K NpumeHeHuro #oenocymaba™™ sensemcs ocmeonopos 6 nepuooe
meHonay3vl. OOHako, OaHHOe UCCIed08anue NPOOEeMOHCHPUPOBANO XOPOouie pe3yibmamsl
npumeHenus #oenocymaba™* y nayuenmos u ¢ HO, 6 mom uucie u omHoCUMENLHO BbICOKYIO
bezonacnocmo [33,34].

o PexoMeH10BaHO ceJIEKTHBHOE TIpUMEHEHHE #pomoco3ymMala mMalueHTaM TMPpU  THKEToH
dhopme HO ¢ nienpro yMeHbBIIIEHHST KOCTHOW pe30pOIuu B 103upoBke 210 Mr/mMec MoaKoXKHO KypcoM
12 mec [240].

yYaAa4YYyPO)

KomMmenTapumn:
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U3-3a pacxooicoenus ungpopmayuu o nobounsvix 3¢hgexmax smozo npenapama HeoOX0OUMbL
oanvHeluue ucciedo8anus ¢ boaee orumenvhuvim Hadooenuem [45].Takoce mpebyrom omoenvbHo2o

AHAnU3a U 6ONPOCHL KIUHUKO-IKHOMUYECKO20 0O0CHO8AHUS npumeHenusi npenapama [242].

B mupe npooondicaromes knunuueckue ucciedosanus 3HeKmusHoOCmu HO8bIX apmaKoiocudecKux

MOeKy

4. MequumnHcKasi peadMIMTAIUA U CAHATOPHO-KYPOPTHOE JieYeHUEe,MeIUIIMHCKHIe
NMOKA3aHNS U MPOTUBONOKA3AHUS K NIPUMEHEHHUIO METO/I0B peaduaIuTaAllul, B TOM
YyHcJie, OCHOBAHHBIX HA MCIOJb30BAHUM NPUPOAHBIX Jie4eOHbIX (PAKTOPOB.

Ha cospemennom smane pazeumusi meouyunsl, sadavamu mepanuu HO sgnsaiomces He moabko
00CMuUdICeHUe MeOUKAMEHMO3HOU PEMUCCUU, HO U MAKCUMAIbHAL uU3UYEeCcKas, NCUXOL0UYecKas u
coyuanvhas peaburumayus nayuenmos. Ilpu ce0e8peMeHHOM A0eK8AMHOM MEOUKAMEHNMO3HOM
JledeHuy U NpasuibHOl peabUuIUMayuoHHOU NPOSPAMME B03MONCHO 6 3HAYUMENbHOU CMeneHu
KOMNEHCUpo8amv (YHKYUOHANbHLIU Oepuyum U O00CmMUdb NOJHOYEHHOU COYUATUAYUU MAKUX
nayuenmos. Ilayuenmuvl OondicHbl nonyuams 00paA306aHue, NOCEWams CHOPMUBHbIE CeKYUU
[Deoepanvrviii 3axon om 01.12.2014 N 419-D3 (peo. om 12.12.2023) «O enecenuu usmenenuil 6
omoenvhble 3aKkoHodamenvbHble akmvl Poccutickou Dedepayuu no 0npocam coOyuarbHOU 3aujumol
UHBAIUO08 6 ces3u ¢ pamugpurayuei Konsenyuu o npasax uneanuoosy, PedepanvbHulil 3aKkoH om 24
Hosops 1995 2. Ne 181-®@3 «O coyuanvhou 3awume unsaiuoos 6 Poccuiickoi ®Dedepayuuy,
Deoepanvnvii 3axon om 29 oexabpa 2012 2. Ne 273-@3 «06 obpazosanuu 6 Poccuiickoii
Dedepayuuy]. Yuumeieas, umo 3¢hhexmusHocmy JieueHusi HeCO8EpULeHHO20 0CMeo2eHe3d 3a8UcCum Ha
50% om npumenenus meouxamenmo3snou mepanuu u 50% om peadburUMayUOHHLIX MEPONPULMUL
KpatiHe 8adCHbIM MOMEHMOM ABIAEMCs SPAMOMHBIU U UHOUBUOYATbHDIL NOOOOP peadulIumayuoHHOl
nPOCPAMMbL OJisl KAACO020 PeOEHKA U 83DOCI020 C HECOBEPUIEHHBIM OCMEO2EHE30M.

Hokaszano, umo nayuenmvl, o0O1aOQIOWUE XOPOWUM YPOBHEM OBUSAMENLHOU AKMUBHOCMU,
NepPeHOCAm MeHblle XUPYPIULECKUX BMEeUamenbCme 8 meyeHue HCU3HU (8 OCHOBHOM IMO NAYUEHMbL C
| munom HO) [246,249,250].

Cnedyem nomuums, 4mo OOILUWUHCMBO NAYUEHMO8 C JIecKUM U ymepeHHnviM medeHuem HO
CNOCOOHBI X0OUMb CAMOCMOAMENbHO C NOMOWbIO 6CHOMO2AMENbHBIX CPEOCME OJisl NEPEOBUIHCEHUS UL
0e3 HUX, OOHAKO CHUJICEHUE MbIUEYHOU CUTbl, YIMOMAAEMOCMb W/uiu 0016 MO2Ym 02SPAHUYUBAMb

8LIHOCIUBOCMb U/UNU yuacmue 8 3auamusx cnopmom [270].
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. PexoMeH10BaHO TIpOBEeHNE PEaOUIUTAIIMOHHBIX MEPONPHUATHN BceM mamueHTam ¢ HO ¢
MOMEHTa YCTaHOBJICHUS [UarHo3a Ha TMPOTSDKEHHMH BCEW JKM3HU C IeNbI0 BEPTUKAJIU3AlIUY,
YKPEIUIGHUH  MYCKYJaTypbl, —TPHOOPETEHHsI HABBIKOB  CAMOCTOSITEILHOTO  IEPEIBHKEHUS,
yMeHbIIeHus: 0011 (YCIIyTH MepevnciieHbl B KoMMeHTapun) [233,243,244,245,246].

(YYP-C; YOI -5)

KommenTapmii: /lokazano, umo 6 pesyibmame HeNpepvléHbIX PeaOUIUmMAayuoHHbIX 3aAHAMUL 6
meuenue 12 nedenv y oemeti ¢ HO ysenuuueaemcs mvluleunas cuia u pacuiupsaemcs 08ueamesibHulil

pearcum [247].

OcHosHbIMU yenamu peadurumayuoHuslx meponpuamuii npu HO saensromcs: ygeenuuenue maccol
KOCMHOU MKAHU, pA36UMUe MbIUEYHOU CUTbl, KOHMPOTb 001€8020 CUHOPOMA U MAKCUMALbHOE
nosvlueHue MOOUILHOCTU NAYUEHMOB.
OcHo6HbIMU 3a0auamu peaduIumayuu, K Komopou omuHocamcs. ieyeonas guskysomypa (Jleveonas
SUMHACIUKA NpU 3a00]1e8AHUSAX ONOPHO-08ULAMENbHO20 annapama y Oemeti/ YnpasxcueHus O0ns
VKpeneHus mvluy auya u weu/ieyednas usKyismypa ¢ ucnoiv3ogaruem mpenaxcepa/Tpenuposxa
¢ buonoeuueckol 0OpPAmMHOU CB:3b10 NO ONOPHOU pearkyuu/Annapamuvie cmamo-KuHemudecKue
Haepysku, Jleuwebnas uskyrbmypa ¢ UCnoib308aHUeM AnNAapamos u MmpeHaxicepos npu nepenome
Kocmell), obyuyeHue pooumeneli HABbIKAM oOpawjeHusi ¢ Ooemvmu ¢ ouaznocmuposanHvim HO,
npuMmeHeHue opme3so8 u 00y8u OPMoOneoudeckoll (MarLOCIONCHOU/20mo6ot) 06yeu, Kunesuomepanusl
euopoxkuneszomepanusi npu nepeiome rocmeul Jlewebnoe nnasanue 6 bacceiine/Jlewebnas
Quskyromypa 6 obacceiine//leuebnas mexanomepanus 6 60de/, banrancmepanus, MexaHomepanus,
pobomusuposannas mexanomepanus, maccaxc (Obwuii maccaxc meouyunckut/ Maccaxc npu
nepenome Kocmetl), 1020ne0UYecKue 3aHamusi (KOHCYIbmayust U 3aHAmMust ¢ MEOUYUHCKUM 1020Ne0OM:
MeOUKo-1020neoudecKkoe UCCie008anue npu Ousapmpuu MeouxKo-1020neoudeckas npoyeoypa npu
ouzapmpuuL), 3peomepanusi, A6IAOMCA:

O ycunenue MUKPOYUPKYIAYUU 8 MbILUYAX U ONOCPEO0BAHHO 8 KOCTNSX;

O  KOppeKyus MbluedHO-CYCMAGHOU CIaboOCmu U CO30aHUe (MbIUUEYHO20 KOPCemay,

O yMeHbuleHUe 6071e6020 CUHOPOMA,

O cmumynAYyus 0essmeIbHOCmMU 0CmeooIacmos MexaHuyecKkoll Hazpy3Koll ¢ Yenvio yeenudeHus

MUHEPATbHOU NIOMHOCIU KOCMell,
O yayuuienue pabomvl cepOeyHO-cOCYOUCMOU cucmembvl U ObIXAMENIbHOU CUCMeMbl 3ad cuem
003UPOBAHHBIX AIPOOHBIX HASPY30K U PECRUPATMOPHO20 MPEHUH2A,

O yayduienue KoopduHauuu O0BUDICEHUS U NOBbIULEHUE O8U2AMENbHOU Jlo6KoOCmu,
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O MNposedeHue NOIMANHOU  GEPMUKAIUZAYUU — NPU  OMCYMCMBUU — NPOMUBONOKAZAHUL
(6epmuxanuzayus NOKA3AHA NPU OMCYMCMBUU BbICOKO2O PUCKA NEpeloMd, KOMOopblil
paccuumvléaemcs, npu OyeHkKe MUHEPAIbHOU NIOMHOCMU KOCmell U Xapakmepa KOCHHbIX
Ooepopmayuii HUMNCHUX KOHeUHOCmell),

O 0byueHue nayueHma u e2o OIUNCAUUUX POOCMBEHHUKO8 PENCUM) O8USAMENbHBIX HACPY30K C
MUHUMATLHBIM PUCKOM MPASMAMU3AYUU,

O ncuxono2uyeckas paboma ¢ NAYUeHMoOM U e20 OIUNCAUUUMU POOCMBEHHUKAMU.
Kommenmapuii: npu peadbunumayuu nayuenmog ¢ HO oondicnvl yuumuvieamocsi ¢paxmopul,
GIUAIOWUE HA COYUATUIAYUIO U KAUECMBO JHCUZHU (OUHOe noceweHue 0emcKo2o cadd, KOl

(npu 803MOANCHOCIU), PusULECKAst AKMUSHOCMb, 0OUeHUe, noIHOYeHHoe obpazosanue [270]

OCHOGHBIMU CILONHCHOCMAMU PeadUIUMAUUU A6TIsIemcs. MpYOHOCMb 003UPOBAHUS HAZPY3KU U
CNLOJACHO-KOMOUHUPOBAHHbIE HAPYUIEHUS CIAMUKU U OUOMEXAHUKU OBUINCEHULl 8 COYEeMAaHUuu Cco
CMPAxom 08UAMENbHBIX HAZPY30K Y NAYUEHMO8 U UX POOCHBEHHUKOS.

Peabunumayuonnsie npozpammsl 3asucam om gospacma nayuenma ¢ HO, cmenenu msscecmu
3abone6anusi U QYHKYUOHATbHO2O Oeduyuma, Komopwlil oyenueaemcs no MedcOyHapooHol

Kraccugpuxayuu GyHKYUOHUPOBAHUS, 02PAHUYEHUL HCUZHEOEeSMENbHOCTNU U 300POBbSL.

J B cmyuae, ecnu QuarHo3 yCTaHOBJEH B IEPHOAE HOBOPOKICHHOCTU (I€TH C TSDKEIBIMH
dbopmamu HO), peabmnranyio peKOMEHIOBAHO HAMPaBIATh HA 00y4eHUE POJUTENCH Oe30macHOMY
oOparnieHuto ¢ pebeHKOM, 00EeCTICUeHNEUaCTO CMEHBI TIOJIOKEHHS TeJla, BHIKJIAbIBAHUS HA KUBOT U
T.J. C LETbI0 NPOQUIAKTUKMA TaKUX COCTOSHUM Kak miaTuiiedanus, KpUBolles U CrudaTelbHbIE
KOHTPAaKTYyphl B Ta300€IpEHHBIX CyCTaBaX, 00yCIOBJIEHHbIE HCIIOJIb30BAaHUEM MATKUX IMOBEPXHOCTEH
TSl YKJTaZKK peOCHKa, KOTOPBIE CHIIBHO OPAaHUYMBAIOT €r0 B MBIDKeHUU [244, 245, 246].

(YYP - C; VI - 5)

o PexomennoBano nersim ¢ HO oOyueHne yxoay 3a co0oif 0003Ha4yaTh B HEAX peaObuiuTanuu 1
COI'JIACOBBIBATh C pEOEHKOM M CEMbEH C I1eITbI0 JOCTHUKEHUS HAaMITYUIINX U3 BO3MOXHBIX JUIS TallUeHTa
pe3ynbraToB peadbunuraruu [246, 270].

YYP-C; YA -5)

. 3aHATus JeyeOHOM ¢u3mueckoil KyabTypoil mammentam ¢ HO pekomMeHI0BaHO HauWHATh C
KOHTPOJISl TOJIOKEHHUs TOJIOBBI M IlIed, OajJaHCUPOBAaHUS CHJAS M TOJTATHOW BEPTUKAIU3ALMHU

(JIeuebHast rumMHacTHKA IPU 3a00JI€BAaHUSX OIMIOPHO-BUTATENBLHOTO anmapara y fereit/ YnpaxHeHHs
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IS YKPeIJIeHWS MBI JHOa ¢ mew/JedeOHas — (QU3KynbTypa € HCIOJIB30BaHHEM
TpeHaxepa/ TpeHHpOBKa ¢ OMOJOTMYECKOW OOpaTHOM CBS3BIO MO OMOPHOM peakuuu/AnmnapaTHble
CTaTO-KMHETHYECKUE HATrpy3KH, JIeueOHas GU3KyabTypa ¢ HCIOJIb30BAaHUEM allapaToB U TPEHAXKEPOB
[IPH TIEPEIOME KOCTEH) C LENbI0 MPeaypexaeHus Tpasm [244, 245, 246].

(YYP - C; VI - 5)

J PexomennoBano peaOwiuranuio 0Oonee CTapmux JeTeld HampaBlsaTh HAa yBEITUYCHHE
MBIIIEYHONW CHUJIBI, MOTOPHOW JIOBKOCTH, (DYHKIIMOHATBHOE pa3BUTHE U (HopMHpOBaHHE
CaMOCTOSITEIIFHOCTH C LENBbI0 00ECledeHUs] MaKCHMAaJIbHO BO3MOXKHOTO KauyecTBa KH3HH U
(bopMHpPOBaHMS/COXPaHEHHS HABBIKOB CaMOOOCTyKuBanus [244244, 245, 246].

(YYP - C; VI - 5)

. PexomennoBano nerssm ¢ HO u mpobnemamu ¢ )keBaHHEM U TJI0TaHUEM HM3-3a CIa00CTH MBI —
3aHATHS C MEIUIIUHCKAM JIOTOMEIOM (MEIUKO-JIOTONEANYSCKOe WCCIICIOBAaHUE TpH Jucdaruu,
MEIUKO-JIOTONEANYECKas MPOIeypa Mpu qucharuu) ¢ mMeabio YKpEeIIeHns MbIil [246].

(YYP - C; VI - 5)

. PexomenpoBano B3pocibiM mamueHTam ¢ HO mpoBeneHHe MEIUIIMHCKOW peaduiIuTaIu,
peabuUIUTAIIMOHHAsT TIpOrpaMMa JIOJDKHA OBITh aJalnTHPOBaHAa K (YHKIIMOHATBHBIM HAPYIICHHUSIM
KOKIOTO0 OTIENBHO B3ATOTO TMAaIlMEHTa C MEIbI0 JIOCTH)KCHHUS MAaKCUMAIBHO BO3MOXHBIX
peabUIMTAIIMOHHBIX [1eJIeil B COOTBETCTBHH C COCTOsIHUEM marmenTa [270, 271].

YYP-C; YA -5)

J PekomengoBano y mamueHToB ¢ HO, yke TOABEPTIINXCS KOPPHTHUPYIOIIUM OICPAIIHSIM,
HECMOTPSI Ha OMOPOCHOCOOHOCTh HIDKHMX KOHEYHOCTEH HMEIOIIMX CTpax OMOpbl Ha HOTH U
BEePTHKAIHM3AIMN  HCIIOJIb30BATh BEPTHUKAIH3ATOPHl  (MPUMEPHl  MEIUIMHCKAX W3ACTUH — B
[Mpunoxennn A3.8),_opte3(sl) (mpuMepbl MeAMIUHCKUX u3aenuit — B [Ipunoxkennn A3.8) ¢ 1enbio
MPEOJIONICHUST CTpaxa OMOpPBI, BEPTUKAIM3AIMU W OOECHeueHUsT MaKCUMalbHO BO3MOXKHBIX IS
nanueHTa GU3MIECKUX BO3MOKHOCTEH U KauecTBa xu3Hu [246, 270, 271].

YYP-C; YA -5)

KommenTapuii: nocie nepenomos y nayuenmos ¢ HO nepeoko gpopmupyemcs cmpax onopul Ha Ho2u

u eepmuxkaiuzayuu

. PexomennoBano mnanmeHram ¢ HO mnpoBeaeHue  OCEBBIX HArpy3oKk M YOPaKHEHUH Ha

yKpeIruleHue MbIII B Bojie (Hanpumep: JleueOHoe niaBanue B Oacceiine, JleueOHas ¢puskynpTypa B
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Oacceitne, MHnuBuayanpHOEe 3aHsATHE JieueOHOW (DU3KYIBTYypoil B Oacceline, I'pymmoBoe 3aHsTHE
neuebHOM (u3KynbTypoii B Oacceiine, Jleuebnas mexanotepanus B Bojae, [ uapokuHe3orepamnus mnpu
nepesioMe KOCTeH U Jp.) € IEJbI0 JTOCTHKEHHS PeaOMIMTAIIMOHHBIX LIEJIeH NMPU CHUKCHHOM pPHUCKE
MOJIyYeHHSI TpaBMbI [ 248248, 270,-272].

YYP-C; YA -5)

. PekomengoBano marmentam ¢ HO mociie koppeknuu aeopmaruii HIDKHUX KOHEYHOCTEH
CEJICKTUBHO (10 PEIICHHUIO JICHAIllero Bpayda) MHTPAONEPAIIMOHHO CHUMATh CJICTIKW C MalleHTa U
W3rOTaBIMBATH OPTE3bl (MHANBUAYATIbHbIC IAPHUPHBIC) IS TOCTH)KECHHS PEaOMITUTAIIMOHHBIX eI
[251].

YYP-C; YA -5)

. PexomennoBano manuwentamMm HO mocne mepenoma WM ONEPaTHBHOTO JICYEHHS IMOBTOPHO
OIICHUBATh AKTUBHBIN TUAINA30H JIBJKCHUM B CYCTaBe, MBIIICUHYIO CHIIY U (DYHKIIUIO TIOPAXKEHHOU
KOHEYHOCTH (B paMKax mnpuema (0CMOTpa, KOHCYJIbTAIMK) Bpaya-TpaBMaToJIora opTorie/ia MepBUIHON
U TOBTOPHBIX W/WIM CIEUHUATUCTa MO MEAUIMHCKOM peabumuTanuu (Bpaya MO METUIIUHCKOM
peabunmurarnyu/Bpada (QU3NYECKOW W peabMIMTAIIMOHHON MEIUITMHBI-PEaOMINTONIOra/Bpada 110
nedeOHOM (U3KYIBTYpe U JIp.) C UENbI0 YTOYHCHHSI COCTOSHUS M COCTaBJICHHS/KOPPEKIINU
peabuIMTAIMOHHOM TOrpaMMBbI (OIpeieieHne peabuINTalHOHHOM criocoOHOCTH) [246, 270]
YYP-C; YA -5)

Kommenrapuu: pannee nauano peabunumayuu nocie nepeioma  6adCHO  Oas  OYeHKU
@DYHKYUOHANBHBIX NOCIEOCMBULE NepeNiomMd, NPO8eOeHUs OONOTHUMENbHbIX BMeuamenscms npu

HeobXxooumocmu u NPoGUIAKMUKY uKcayuu namoio2uieckux nos.

o PexomennoBano marmentam ¢ HO mpoBejeHre ynpakHEHUH, HAIIPABICHHBIX HA YKPEIUICHUE
MBI TYJOBHINA U yBeNTUYeHHS o0beMa Jierkux (JleueOHasi riMHACTHKA TTPU 3200JI€BaHUSIX OTIOPHO-
JIBUTATENIFHOTO amnmapara y JeTeid W Jp.) € IeNbl0 yIy4IIeHUS CIIOCOOHOCTH TalMeHTOB
MO3UITMOHUPOBATh CeOS M XOJUTh, & TAKIKE YMCHBIIUTh XPOHUYECKYIO 0OJIb B CIIMHE U YBEIIMYUTH
pecrupaTopHbie BO3MOXHOCTH TaitenTa [246, 270, 271].

(VYYP - C; YIII - 5)

L4 PexoMmeH10BaHO MalMEeHTaM C HO npu pea6I/IJII/ITaLII/II/I INPUMCHATH KOMIICHCAIIMOHHLIC

CTpaTeruu, aJlanTauio okpyxarouei cpeast (IIpomenypsl Mo aganTanuu K yCIoBUsIM MaKpOCPEbl) U
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BCIIOMOTaTelIbHbIC YCTpOiCTBa (aganTHBHOE OOOpYAOBaHME), HAMpUMeEp: KpoBaTh (MPHUMEpHI
MeIUIMHCKUX u3aenuit — B [Ipunoxennu A3.8), , THEBHbIC/HOUHBIC IIUHBI (TOJEHOCTOITHBIC TYTOPHI)
(mpuMepbl MeTUIMHCKUX u3nenuii — B [lpunoxxenun A3.8) wim opte3nl (IpUMEphl MEAUIIMHCKUX
m3nenui — B [lpwnoxenun A3.8), nuHHBIE UHBI J11 HOT (IPUMEPHl MEIUIIMHCKUX W3JICTUN — B
[Mpunoxennn A3.8.), opre3bl IS BepXHEH KOHEYHOCTH (IPUMEPHI MEIUIIMHCKHAX H3ICIHH — B
[Mpunoxennu A3.8), npucnocobieHue s TOMOIIM MPH BCTABAHUHU PYYHOE, MPUCIIOCOOICHUE IS
MIOMOIIIY [TPY BCTABAaHUH JICKTPUUECKOE, KPECIIO-KOJISICKA 3JICKTPUYECKas, BEPTUKATH3ATOP (IpUMEphI
MEIUIUHCKUX u3zaenuii — B [Tpunoxennn A3.8), mogbeMHuK (TU(T) 11t 6€30IaCHOTO IMEepEMEIIEHUS,
MAHIYChl, MOJBEMHUKH, B T.4. MPHUCIOCOOJICHHS /i1 BAHHBIX KOMHAT M TyaueToB (IpUMEpbI
MeIUIMHCKUX m3nenuil — B [Ipunoxennn A3.8) , crenuanbHbie KpoBaTd (IpUMEPhl MEIUIIMHCKUX
uznenuii — B [Ipunoxkennn A3.8) u marpacel (mpuMepbl MEAMUIMHCKUX u3aenuil — B [IpuoxeHun
A3.8) ¢ menp0 KOMIeHcAMUd (QYHKIMOHAIBHOTO AeduIMTa W OOCCleueHHs HAWIYYIIero |3
BO3MOXHBIX JIJISI MAIMEHTA KayecTBa KU3HU [246, 270]

(YYP - C; VI - 5)

o PexomMen1oBaHo npeaocTaButTh nanueHty ¢ HO coOTBETCTBYIOIIUE CPEICTBA MEPEABHKCHUS B
COOTBETCTBHH C TSDKECTHIO COCTOSHHMS M THIIOM IIOJBHXKHOCTH: TPOCTH (IIPHMEPHI MEIMIIUHCKUAX
uzzenuii — B [punoxkennn A3.8)/kocTbiiy (MpUMeEphl MEAUIIMHCKHUX M3aeuii — B [Tpunoxenun A3.8),
KpecIia-KOJISICKH, yIIpaBJsieMbIe HaIUEHTOM, Kpeciia-KOJISCKH, yIpaBisieMble
MAIMEHTOM/COMPOBOKIAIOIINM JIUIIOM (PUMEPHI MEAUIMHCKUX H3aenuii — B [Ipuioxkennn A3.8),
KPEClia-KOJSICKH, C 3JICKTPOJIBHUTATENIEM, YIPABISIEMbIE MAIIMEHTOM/COMPOBOKIAONIMM  JTHIIOM
(mpumepsl MeaUIUHCKUX u3aenuii — B [Ipunoxenun A3.8), mepeaHe- WM 3aHEOMOPHbBIE XOMYHKH
(mpumeps! MeaUIIMHCKKUX u3aenuii — B [Ipunokennun A3.8) [270].

(YYP - C; VI - 5)

PexomengoBano mamnuentam ¢ HO monOupaTe Kpecia-KOJSCKH, YIpaBisieMble MaIleHTOM,
KpECIIa-KOJISICKH, YIPABIIIEMbIC MAIMEHTOM/CONIPOBOXKIAIONIUM JIUIIOM WM Kpecia-KOJISICKH, C
AJIEKTPOIBUTATENIEM, YITPABJIIEMbIE MAIIEHTOM/COMIPOBOXKIAIONTUM JTUIIOM (TIPUMEPHI METUITUHCKUX
mnennii — B [lpunoxennn A3.8) HWHIAWBHUIYaTbHBIM TOTPEOHOCTSIM C MENbIO0 OOECTICUCHHS
MMOBCETHEBHON TOJIBIYKHOCTH, HO HCKIIOYas HEOMpPaBJaHHOE CHIDKEHUE (PU3NYECKOW Harpy3Kd
(rumoguuamuro) [270].

(YYP - C; VI - 5)
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KOMMCHTapHH: ucnojlib3oearue omux MQOML;MHCKMX uzoenull OOANCHO COOMBEMCHBOBANb

n0mpe6HocmﬂM nayuesma 6 ydacmuu u He O0JIJICHO 3AMEHIMb CIMOSIHUE U x00b6y.

5. lIpopuaakTuka u aAMcNaHcepHOe HADJII0leHHe, MeIUIIMHCKHE TOKA3aHNsI U

NMPOTUBONOKaA3aHUA K IPUMECHCHUIO METOA0B HpO(l)I/IHaKTl/IKI/I

5.1 Ilpogpunaxmuxa

J PexomenayeTcsi MEIMKO-TEHETHYECKOE KOHCYJIBTUPOBAaHUE (TIpHEM (OCMOTp, KOHCYJIBTAIINS)
Bpayva-TeHEeTHUKA MEPBUYHBIN U MpreM (OCMOTp, KOHCYJIbTAIIMS) Bpadya-TeHETHKA TIOBTOPHEIC) CEMbH C
OTATOIIEHHBIM aHaMHe30M 110 HO mipu miaHupoBaHUY AETOPOKICHUS C [ETbI0 MUHUMHU3AIUU PHCKA
pOXKIeHHsT OOJNBHOTO pebeHKa B CEMBSAX C BBICOKMM PHUCKOM poxaeHus pedenka ¢ HO Bo3MoxHO
WCIOJIb30BAHUE  BCIIOMOTATENIbHBIX ~ TEXHOJNOTUH  JUIsl  POXKACHUS  3JA0pPOBOrOo  pebeHka
(OkcTpakopropaibHOE OIIOOTBOPEHHE, KYJIbTUBUPOBAHUE U BHYTPUMATOYHOE BBEACHHE IMOpHOHA/
DKCTpakoprnopajbHOE  OIUIOJIOTBOPEHUE  OOLMTOB,  MPEAUMIUIAHTALMOHHOE  IE€HETHYECKOE
TEeCTUpOBaHWE HAa MOHOTeHHbIe 3abosieBanus (I1II'T-M) meromoM moaMMepasHOU IMEMHON peakiuu/
METOOM BBICOKOIIPOU3BOAUTEIILHOIO CEKBeHUpoBanus)) [75].

(VYII- 5 YPP - C)

Pexomenayercsi mpoBefcHUE €KETOJIHOM BaKIIMHAIIMU TMPOTHUB TPHUIINA B CBS3H C OIMACHOCTHIO
pecriupaTopHbIX HHpeknuil pis maiuentos ¢ HO ¢ npodumaktudeckoi mespio [81].
YIASYYPCO)

KommenTapuii: HO ne sensemcs npomugonokazanuem 0Jisk 6aKYUHAYUU THOObIMU BAKYUHAMU, 8

m.4., 6KJIIOYEHHbIMU 6 HaI/;MOHClJleblLZ KaneH()apb npod)uﬂakmuquKux npusuUBoK

5.2 lucnancepnoe nabdniooenue
Conpogoorcoenue nayuenmos ¢ HO noopazymesaem mynomuoucyuniuHapusiii nooxoo.
IIposooamcs  uccneooganuss Onisi KOHMPONA MeEpanuu, COCMOSAHUS KOCmell, 6blaslleHus
nepeiomos, OYeHKU U C80e8PEMEHHOL Mepanuil 0CI0HCHEHUL.
J PexoMeH10BaHO TOXM3HEHHOE JAMCIIaHCepHOe HaOmrogeHume manueHtoB ¢ HO
(AucnancepHblii mpueM (OCMOTpP, KOHCYNBTAIlMs) Bpadya-TpaBMarojora-opronena, JucraHcepHsIid

npueM (OCMOTp, KOHCYJbTallMs) Bpada-3HIOKPHUHOJIOra/Bpada-IeTCKOr0 3HIOKPHUHOJIOra/Bpaya-
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He(dpoora/Bpavya-reHeTrKa/Bpava-rneauarpa/Bpada-TepaneBTa/Bpaya 00IIe MpakTUKU (CEMEHMHOTO
Bpaua). YactoTa - B cpeniHeM — 1 p/6 mecsineB (Ipu HEOOXOAUMOCTH — Yallle).

[Ipy HEOOXOIUMOCTH TPOBOAATCS MPUEMBbI (OCMOTPHI, KOHCYJIbTAI[MN) TEPBUYHBIC U TOBTOPHBIC
Bpaua-TeHeTHKa, Bpaya-HEBPOJIOra, Bpaya-HEHPOXHUPYpra, Bpada-3HIOKPUHOJIOIa/Bpava-IeTCKOTo
SHJIOKPHUHOJIOTA, Bpada-He(dposiora, Bpava-TPaBMaTOJIOra-opToIe/a, Bpavya-CTOMATOJIOra/Bpaya-
JETCKOTO CTOMATOJIora, Bpaya-MyJIbMOHOJIOTA, Bpada-KapAuoJora/Bpada-IeTCKOro Kapauosora,
Bpaya-oTOPHHOJIAPHHTOJIOTa/Bpada-Cyp10J10ra-0TOPHHOIAPHHT0JI0Ta, Bpaua-meauarpa/Bpava-
HEOHATOJIOTa/Bpada-TepaneBTa/Bpadya oOOIIeH MpakTUKH (CEMEHHOro Bpada), CIEHHAIMCTa 10
MEIUIIMHCKOW peabuiauTanuu (Bpadya IO MEAUIIMHCKOW peadwimTanuu/Bpadya (Qu3nyeckod u
peadMIMTAlIMOHHON — MEAMIMHBI-peadUInTONOora/Bpadya 1o JjedyeOHoil  (usKynbType, Bpaua-
dbuanorepaneBTa W Jp. IMEPBUYHBIC W IIOBTOPHBIC), MPHEM (TECTUPOBAHHE, KOHCYJIBTAIHS)
MEIUIUHCKOTO TICUXOJIOTa TEePBUYHBIA M MOBTOPHBIC, a TAKXKE Bpadyel IPYrHX CHEIHMaTbHOCTEH,
MEIUIIMHCKOTO JIOTOIIe/Ia MTAlUEeHTaM, UMEIOIIMM HapyIIeHUs! QYHKIMI COOTBETCTBYIOIIMX OPTraHOB U
cucteM. KpaTHOCTh KOHCYJBTAIIUi OIpPENesSeTCs] HHIMBHUYaTIbHO C YY4ETOM BO3pPAcTa M TSKECTH
3a00JIeBaHMU.

OObeM u dacToTa J1A0OPATOPHBIX W HMHCTPYMECHTAIBHBIX HCCICIOBAHUN JIUISI JTUHAMHYECKOTO
HAOJIOZICHUST TIPEJCTABJICHBI B pasjene 2.) C LENbI0 KOHTPOJS COCTOSHHS, CBOCBPEMEHHOTO
BBISIBJICHHSI TIPOTPECCHUPOBaHUsI OOJIC3HM, OCIIOKHCHHI 3a00JICBAHMS/TCPAIUd U WX KOPPEKIUHU
[81,10,101,102].

YIA3YYPB)

5.2.1 Haobnwoenue depemeHHbIX HCEHUWUH U POOOPA3PEUIeHUE 6 CIyuae 8blasleHUs Y 0yoyuiezo
MIIA0EeHUa HeCOBEPUIEHHO20 0CMe02ene3a

o PekoMeH0BaHO OEpeMEHHBIM JKEHIIMHAM B CIy4yae BBISBICHHS Yy UX OYIYIIMX MIIaJEHIIEB
HECOBEPIICHHOTO OCTEOreHe3a WM C TIOJ03pEHHEM Ha HECOBEPIIEHHBIH OCTEOreHe3 Yy
BHYTPUYTPOOHOTO pebeHKa coOM0IaTh COOTBETCTBYIONIMM pPAllMOH THUTAaHUS M 3aHUMATHCS
(bU3MYECKUMU YITPAXKHEHUSIMHU BO BpeMsl OEPEMEHHOCTH C IIeNbI0 00eCIeYUTh ONTUMATbHOE 3J0POBhE
st ce0st ¥ cBoero Oyaymiero pebenka. [71,72,73].

NYIASYYPO)

Kommenrtapuii: Ha cecoonsawnuii 0enb uccie0o8anus noOKA3wvlearom, 4mo HeodXooumo npuHuMams
CMAanoapmHuoe KOIUYecmeo Npenapamos Kaivyus u eumamura D u eco ananoeos, 00Haxko He
cyujecmsayem Jiekapcme U OUon02UuecKu akmusHvlx 000a80K, Komopbie Mo2iu Obl NPeoomsepamums

pazeumue 3a001e8aHUs U/UIU cOelams e20 nposeierus mernee msxcenvim [71,72,73].
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° PexomenoBaHo B mipoiiecce Habto1eHusI 32 0epeMEHHOM KEHIITUHON WHIUBUTYAIbHO PEITUTh
BOIIPOC O criocobe poopaspeneHus (€CTECTBEHHBIM MyTeM WJIM ITyTEM KecapeBa CEYCHHS) C LEIIbIO
obecrnieueHrs MaKCUMaIbHO 0€30macHOro pojopaspemenus [71,72,73].

NYIAAS5YYPO)

KommenTapmii: cuumaemcs, umo Kecapeso ceueHue sA61AemMcs MeHee MPASMAMUUHBIM, YeM
ecmecmeenHbvle poobl (meopemudecku, Cyuecmayem NnoBbIUEHHBIL PUCK NOPAICEHUS. YEHMPAIbHOT
HEPBHOUL CcUcmembl HpU NPOXONCOCHUU Hepe3 pooosble NYymu, 6Cledcmsue HeO0CHamouHol
MUHepanu3ayuyu depena u e20 mpasmamusayui, a maxkxice 603HUKHOBeHUs nepenomos). OQoHako
UMEIOMCsl OaHHbLE, UMO Kecapeso cevenue He YMeHbulaem pucka nepeiomos Kocmetl npu podcoeHuu
Y HOBOPONCOECHHBIX C HeNeMmAanlbHbIMU (HOPMAMU HECOBEPULEHHOZO OCMeo2eHe3d, PABHO KAK U He
npooiesaem BvlJHCUBAHUE MeX, KOMOpbvle POOUNUCH C JeMATbHbIMU HOPMAMU HECOBEPUIEHHO20

ocmeoeenesa[ 11,253, 254],.

6. Opranusanus oka3aHusi MeIUIUHCKOH IMOMOIIH

[Tauuentam ¢ HO, B 3aBucHMOCTH OT HEOOXOAMMOCTH, MOXKET OBbITh OKa3aHa MEJUIIMHCKas
IIOMOIIlb J1I000r0 BHJA, YCIOBUSA, (OPMBI, MPETyCMOTPEHHBIX 3aKOHOAATENbCTBOM Poccuiickoii
denepanuu.

[Tocne mocTaHOBKM JMArHo3a MalueHT JO0JDKEH ObITh BHECEH B PETUCTP peAKHX (OphaHHBIX)
3abosneBanuii Mun3apasa Poccun.

[TatmenToB ¢ HO 06bI14HO BeAyT TakHe CIELUAIUCTBI KaK Bpay-TpaBMaToJOr-opTone i, Bpay-
SHJOKPUHOJIOT/Bpay-JeTCKUN SHIOKPUHOJIOT, Bpay-HEPpOJIOr, Bpady-r€HETHK, Bpau-lieauarp/Bpau-
TepaneBT/Bpay oOmIeld NpakTUKH (ceMeiHbI Bpay). Jlpyrue crnenuasucTbl NPUBJIEKAIOTCS IO
HeoOxoquMocTH (cMm. 11.2.5.9).

Benenune nanuentoB ¢ HO npoBoauTcss MEXIUCHUIUIMHAPHON KOMaHAOW CHELUAIHNCTOB C
COBMECTHBIM MPHUHATHEM peniennit u oocyxaenuem [10,81,101,102].

[Tocne ycTraHOBIEHHS JUarHo3a U MPOBEACHUS Kypca JICUEHUs B CTallMOHAape HAOJI0/IeHUE 3a
NAIMEeHTOM TPOJIOJDKAETCS Ha aMOYJIaTOpHO-NOJUKIMHUYECKOM JTame. [ocnuTanmuzanuu B
KPYIJIOCYTOYHBIHM WM JTHEBHOH cTallOHAp — [0 HEOOXOAUMOCTH.

PeabunuranmonHble MepONpHUATHS 3aBUCAT OT Bo3pacTa namuentra ¢ HO, crenenu Tsbkectu
3a0oneBaHns M (PYHKIMOHAIBHOTO JeduluTa, KOTOPBIM OLIEHHWBAaeTCs MO MeXIyHapoIHOM
Kiaccuukauuu (QyHKIMOHUPOBAHUS, OIPAaHUYEHHUM JKU3HEAEATENbHOCTH W 3JI0POBbSI M MOTYT
IIPOBOAMTHCS B YCJIOBUSAX MEIUIMHCKON OpraHU3allMM, B JOMAIIHUX YCJIOBUSX U JIp., TJ€ BO3MOXHA

opranusanus COOTB CTCTBYIOMCﬁ IIOMOIIHU.
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Crnenyer coOmoaaTh NPEEMCTBEHHOCTh MEXIY TNEAHATPUUECKOW W B3POCIOW CITY>KO00#
OKa3aHHs MeAUIMHCKOM momolu nanuentam ¢ HO.

6.1 IMoka3aHus K IJIAHOBOM rOCIMTAJIH3ANHA

Pemrenune Bompoca 0 HEOOXOAMMOCTH Havala aHTUPE30POTUBHON TepaTTHH;

[TpoBeaeHus Kypca MIaHOBOT'O BBEACHHS IIpenapaToB u3 rpymmbl ouchochonaron (bD)
[TnaanpyemMoe Xupyprudeckoe JICYCHHE MaTOIOTUH JITMHHBIX TPyOUYaThIX KOCTEH U (HITH)
MMO3BOHOYHUKA.

[Tpoenenue JIOK, puznorepanuu, KOHTPOIS COCTOSIHUSA KOCTHOM TKaHU U APYTHUX OPTaHOB U

cucreM (Ipu HEOOXOAUMOCTHU H/MIT HEBO3MOXXHOCTH MTPOBEACHHUS UX B aMOYIaTOPHBIX YCIOBHSIX).

6.2 Iloxka3zaHus K DKCTPEHHOH/HEOTJI0KHOM rOCIINTAJIN3 AN

[TepenoM KoCTE#l OTKPBITHINH;
ManudecTaiys iy IporpecCUpoBaHUe IbIXaTEIbHONH HETOCTATOYHOCTH.
[TosiBneHue umu TporpeccupoBaHre HEBPOJIOTHYECKON CUMIITOMATHKY JIepUuiiunTa.

6.3 Iloka3aHusi K BBINUCKE NnanMeHTa m3 cranmoHapa

OxoH4aHue IPOBENEHUS OYepeaHoro Kypca repanuu bd;

KynupoBanue mo6ounsix 3¢ppexron, pazBuBmIuxcs Ha (OHE BBEACHUS Mpenapara u3 rpymnmnst bd;
Croiikast crabunn3anus COCTOSHUS ManueHTa (mogdop 6a3uCHOM Tepanyy AbIXaTeIbHOMI
HEJIOCTaTOYHOCTH);

VYcnenHas perno3uiys OTJIIOMKOB C HaJIO’KEHUEM TUIICOBOM HMMOOUIIN3aLIUY.

3aBeplIeHHe dTana XUupypruyeckoro J€4eHHs MaToJOTUU JJIMHHBIX TPyOUaThIX KOCTeH n(Min)

MMO3BOHOYHHKA CO CTATYyCOM «YIIYUIICHUCH).

7. JonoanuTeabHasa nHGopManus (B TOM ynciie (PAKTOPbI, BJIUSIONIAE HA HCXO/

3200/1eBAHUA WIH COCTOSTHHS)

7.1 Ucxoabl 1 MPOrHo3

[IporHo3 /15 manMeHTa ¢ HECOBEPIIEHHBIM OCTEOT'€HE30M B 3HAUYUTENIbHOM CTENEHU 3aBUCUT OT
THMa 00J1€3HU, KOJMYECTBA NEPETOMOB KOCTEHM U CTENEHU BBIPAXKEHHOCTH (TSKECTH) CUMITOMOB.
JlpIxatenbHasi HeJOCTaTOYHOCTD SBJIsIeTCs HanOoJiee YacTol MPUYMHON CMEpTH MalUeHTOB C
HECOBEPIICHHBIM OCTEOT€HE30M B pe3yJibTaTe JedopMannii TpyAHOM KIeTKH.

CaMbIM HeOmaronpusTHEIM sBJsieTcs TporHo3 np |l tune HO — mpoaomkuTensHOCTh KU3HU
COCTABJISIET HECKOJIBKO HEJEJNIb, OOBIYHO CMEPTh HACTYIAET BCIEACTBUE CEPAECUHO-IbIXaTEIbHON

HEAOCTATOYHOCTH
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KpuTepuu oleHKM KayeCcTBa MeAUIUHCKOM MOMOIIH

Kpurepuii kayecrBa

Onenka
BBLINOJTHEHUSA
(1a/Her)

BeimonHeHo ucciaeoBaHie ypoBHs 00IIero 1 HOHU3UPOBAHHOTO
KaJibliud, Heopranuyeckoro gocdopa, yposHs 25-OH Buramuna /|
B KPOBH, HCCIIEIOBAHUE TTAPATUPEOUTHOTO TOPMOHA B KPOBH,
OTIpeieNIeHne aKTUBHOCTH IIEIOYHOM (pocdarassl npu

JUAarHoCTHUKE

Ha/Her

BoinosniHeHO MONEKYIISIPHO-TEHETHYECKOE 00CIe10BaHuE IpU
HaJIMYUU KIMHUYECKUX NMpu3HaKkoB quarnosza HO npu

JAUarHoCTHUKEC

Ha/Her

Brinonnena peHTFeHOFpa(I)I/IH nopax(eHHoﬁ YaCTHU KOCTHOI'O
cKejera - 00J1acThb HCCIICA0OBAaHMA OMPECACIICHA MHANBUAYAJIbHO HA
OCHOBAHMH BHEITHHMX U3MCHEHUN CKeJIeTa UJIN JKaJI00 npu

HCO6XOI[I/IMOCTI/I AUArHOCTUKHU IIEPCIIOMOB, z[e(bopMauHﬁ KoCTeHn

Ha/Her

BeInonHeHo nccieioBaHie HeCIIPOBOLMPOBAHHBIX JIbIXATEIbHBIX
00BeMOB U NMOTOKOB ((hYHKIUS BHEIIHETO JbIXaHUs) (IpH

OTCYTCTBHH NPOTHUBOIIOKA3aHU)

Ha/Her

BeImnonHeHbI TpreMbl (OCMOTPBI, KOHCY/IbTAINHN ) IEPBUYHbBIC H
MOBTOPHBIC Bpaya-reHETUKA, Bpayda-dHIOKPUHOJIOra/Bpaya-
JIETCKOTO 3HJIOKPHHOJIOTa, Bpaua-Hedposiora, Bpaya-
TPaBMAaToJIOra-opTore/a, Bpaya-0TOPUHOIAPHHTOJIOTa, Bpaya-

CTOMaTOJ'IOFa/Bpa‘{a-,[[eTCI(OTO CTOMATOJIOTa TP JUATrHOCTUKE

Ha/Het
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Beimonaeno KT wim MPT kocreii uepena (KommbrorepHas Ha/Her
ToMorpadusi roT0BHOr0 Mo3ra/ MarHUTHO-pe30HAHCHAS
ToMorpadust ocCHOBaHMs yepena /MarHuTHO-pe30HaHCHAs
TOMOTpadusi JTUIEBOTO OT/IeNa Yeperna, /MarHuTHO-pe30HaHCHas
tomorpadus roJioBHOro Mo3ra) naruentam ¢ HO (pu

MI0JI030€HIH Ha 0a3UIISIPHYIO MHBArMHAIIHIO)

BeimosHeHa Tepanus JiekapcTBEHHBIMU MpETapaTaMu |3 TPYIIITbI Ha/Her
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Cnucoxk aureparypsl

1. Pyott S.M., Schwarze U., Christiansen H.E., Pepin M.G. Mutations in PPIB (cyclophilin B)
delay type | procollagen chain association and result in perinatal lethal to moderate osteogenesis
imperfecta phenotypes. Hum Mol Genet. 2011;20(8):1595-1609. doi: 10.1093/hmg/ddr037.

2. Rauch F., Moffatt P., Cheung M., Roughley P., Lalic L., Lund A.M., Ramirez N., Fahiminiya
S., Majewski J., Glorieux F.H. Osteogenesis imperfecta type V: marked phenotypic variability despite
the presence of thelFITM5c¢.—14C>T mutation in all patients. J Med Genet. 2012;50(1):21-24. doi:
10.1136/jmedgenet-2012-101307.

3. Cho TJ, Lee KE, Lee SK. A single recurrent mutation in the 5’-UTR of IFITM5 causes
osteogenesis  imperfecta type V. Am J Hum Genet. 2012;91(2):343-348. doi:
10.1016/j.ajhg.2012.06.005.

4. Marini J.C., Reich A., Smith S.M. Osteogenesis imperfecta due to mutations in non-collagenous
genes: lessons in the biology of bone formation. Curr Opin Pediatr. 2014;26(4):500-507. doi:
10.1097/MOP.0000000000000117.

5. Marini J.C., Forlino A., Cabral W.A., Barnes A.M., San Antonio J.D., Milgrom S., Hyland
J.C., Korkko J., Prockop D.J., De Paepe A., Coucke P., Symoens S., Glorieux F.H., Roughley P.J.,
Lund A.M., Kuurila-Svahn K., Hartikka H., Cohn D.H., Krakow D., Mottes M., Schwarze U., Chen
D., Yang K., Kuslich C., Troendle J., Dalgleish R., Byers P.H. Consortium for osteogenesis
imperfecta mutations in the helical domain of type | collagen: regions rich in lethal mutations align
with collagen binding sites for integrins and proteoglycans. Hum Mutat. 2007 Mar;28(3):209-21.

6. Lindahl K, Astrom E, Rubin CJ, Grigelioniene G, Malmgren B, Ljunggren O, Kindmark A.
Genetic epidemiology, prevalence, and genotype-phenotype correlations in the Swedish population

58


https://www.researchgate.net/scientific-contributions/31517849_Melanie_G_Pepin
https://www.ncbi.nlm.nih.gov/pubmed/?term=Roughley%20P%5BAuthor%5D&cauthor=true&cauthor_uid=23240094
https://www.ncbi.nlm.nih.gov/pubmed/?term=Lalic%20L%5BAuthor%5D&cauthor=true&cauthor_uid=23240094
https://www.ncbi.nlm.nih.gov/pubmed/?term=Lund%20AM%5BAuthor%5D&cauthor=true&cauthor_uid=23240094
https://www.ncbi.nlm.nih.gov/pubmed/?term=Ramirez%20N%5BAuthor%5D&cauthor=true&cauthor_uid=23240094
https://www.ncbi.nlm.nih.gov/pubmed/?term=Fahiminiya%20S%5BAuthor%5D&cauthor=true&cauthor_uid=23240094
https://www.ncbi.nlm.nih.gov/pubmed/?term=Fahiminiya%20S%5BAuthor%5D&cauthor=true&cauthor_uid=23240094
https://www.ncbi.nlm.nih.gov/pubmed/?term=Majewski%20J%5BAuthor%5D&cauthor=true&cauthor_uid=23240094
https://www.ncbi.nlm.nih.gov/pubmed/?term=Glorieux%20FH%5BAuthor%5D&cauthor=true&cauthor_uid=23240094
http://www.ncbi.nlm.nih.gov/pubmed/?term=Lindahl%20K%5BAuthor%5D&cauthor=true&cauthor_uid=25944380
http://www.ncbi.nlm.nih.gov/pubmed/?term=%C3%85str%C3%B6m%20E%5BAuthor%5D&cauthor=true&cauthor_uid=25944380
http://www.ncbi.nlm.nih.gov/pubmed/?term=Rubin%20CJ%5BAuthor%5D&cauthor=true&cauthor_uid=25944380
http://www.ncbi.nlm.nih.gov/pubmed/?term=Grigelioniene%20G%5BAuthor%5D&cauthor=true&cauthor_uid=25944380
http://www.ncbi.nlm.nih.gov/pubmed/?term=Malmgren%20B%5BAuthor%5D&cauthor=true&cauthor_uid=25944380
http://www.ncbi.nlm.nih.gov/pubmed/?term=Ljunggren%20%C3%96%5BAuthor%5D&cauthor=true&cauthor_uid=25944380
http://www.ncbi.nlm.nih.gov/pubmed/?term=Kindmark%20A%5BAuthor%5D&cauthor=true&cauthor_uid=25944380

with osteogenesis imperfecta. Eur J Hum Genet. 2015 Aug;23(8):1042-50. doi: 10.1038/ejhg.2015.81.
Epub 2015 May 6.

7. Hackley, L., & Merritt, L. (2008). Osteogenesis Imperfecta in the Neonate. Advances in
Neonatal Care, 8(1), 21-30. doi:10.1097/01.anc.0000311013.71510.41.

8. Tyurin, A. et al. (2022) “Does the C.-14C&gt; T mutation in the IFITM5 gene provide identical
phenotypes for osteogenesis imperfecta type V? data from Russia and a literature review,”
Biomedicines, 10(10), p. 2363. Available at: https://doi.org/10.3390/biomedicines10102363

9. Zaripova AR, Khusainova RI. Modern classification and molecular-genetic aspects of
osteogenesis imperfecta. Vavilovskii Zhurnal Genet Selektsii. 2020 Mar;24(2):219-227. doi:
10.18699/VJ20.614. PMID: 33659802; PMCID: PMC7716575.

10.  Rossi V, Lee B, Marom R. Osteogenesis imperfecta: advancements in genetics and treatment.
Curr Opin Pediatr. 2019 Dec;31(6):708-715. doi: 10.1097/MOP.0000000000000813

11.  Osteogenesis imperfecta: An overview https://www.uptodate.com/contents/osteogenesis-

imperfecta-an-
overview?search=0steogenesis%20imperf&source=search_result&selectedTitle=1~69&usage_type=
default&display rank=1 (last updated: May 04, 2021)

12.  Kruse, Richard W. Osteogenesis Imperfecta [electronic Resource]: A Case-Based Guide to
Surgical Decision-Making and Care / Edited by Richard W. Kruse. 1st ed. 2020. Cham: Springer
International Publishing, 2020

13.  Marini JC, Forlino A, Bachinger HP, et al. Osteogenesis imperfecta. Nat Rev Dis Primers.
2017;3:17052,

14.  Ben Amor IM, Glorieux FH, Rauch F. Genotype-phenotype correlations in autosomal dominant
osteogenesis imperfecta. J Osteoporos. 2011;2011:540178, Maioli M, Gnoli M, Boarini M, et al.
Genotype-phenotype correlation study in 364 osteogenesis imperfecta Italian patients. Eur J Hum
Genet. 2019;27(7):1090-100

15.  Delmas, P. D., Eastell, R., Garnero, P., Seibel, M. J., & Stepan, J. (2000). The Use of
Biochemical Markers of Bone Turnover in Osteoporosis. Osteoporosis International, 11(0), S2—
S17. doi:10.1007/s001980070002.

16.  Ipach I, Kluba T., Wolf P., Pontz B., Mittag F. (2012). The influence of ibandronate treatment
on bone density and biochemical bone markers in patients with osteogenesis imperfecta. Orthopedic
Reviews, 4(3), 29. doi:10.4081/0r.2012.e29.

17. Barisic, Ingeborg & Turkalj, Mirjana & Primorac, Dragan. (2017). Osteogenesis imperfecta:
clinical assessment and medical treatment. Paediatria Croatica. 61. 97-105. 10.13112/PC.2017.14

59


http://www.ncbi.nlm.nih.gov/pubmed/25944380
https://doi.org/10.3390/biomedicines10102363

18.  Balasubramanian M, Hurst J, Brown S, Bishop NJ, Arundel P, DeVile C, Pollitt RC, Crooks L,
Longman D, Caceres JF, Shackley F, Connolly S, Payne JH, Offiah AC, Hughes D; DDD Study; Parker
MJ, Hide W, Skerry TM. Compound heterozygous variants in NBAS as a cause of atypical
osteogenesis imperfecta. Bone. 2017 Jan;94:65-74. doi: 10.1016/j.bone.2016.10.023

19.  Coccia F, Pietrobelli A, Zoller T, Guzzo A, Cavarzere P, Fassio A, Flodmark CE, Gatti D,
Antoniazzi F. Vitamin D and Osteogenesis Imperfecta in Pediatrics. Pharmaceuticals (Basel). 2023
May 3;16(5):690. doi: 10.3390/ph16050690

20.  Seibel MJ. Biochemical markers of bone turnover: part I: biochemistry and variability. Clin
Biochem Rev. 2005;26(4):97-122.

21. Misra M., Pacaud D., Petryk A., Collett-Solberg P.F., Kappy M. Vitamin D deficiency in
children and its management: Review of current knowledge and recommendations Pediatrics 2008;
122:398-417.

22.  Vasikaran S, Eastell R, Bruyere O, et al. Markers of bone turnover for the prediction of fracture
risk and monitoring of osteoporosis treatment: a need for international reference standards.
Osteoporosis Int. 2011;22:391-420. doi: 10.1007/s00198-010-1501-1.

23.  Eastell R, Walsh JS. Bone: microarchitecture of bone predicts fractures in older women. Nat
Rev Endocrinol. 2018;14(5):255-256. doi: 10.1038/nrendo.2018.27.

24.  Cundy T, Horne A, Bolland M, Gamble G, Davidson J. Bone formation markers in adults with
mild osteogenesis imperfecta. Clin Chem. 2007 Jun;53(6):1109-14. doi:
10.1373/clinchem.2006.083055

25.  Lund AM, Hansen M, Kollerup G, Juul A, Teisner B, Skovby F. Collagen-derived markers of
bone metabolism in osteogenesis imperfecta. Acta Paediatr. 1998 Nov;87(11):1131-7. doi:
10.1080/080352598750031112

26.  Marginean O, Tamasanu RC, Mang N, Mozos |, Brad GF. Therapy with pamidronate in
children with osteogenesis imperfecta. Drug Des Devel Ther. 2017 Aug 28;11:2507-2515. doi:
10.2147/DDDT.S141075

27.  Heike Hoyer-Kuhn 1, Mirko Rehberg 1, Christian Netzer 2, Eckhard Schoenau 1, Oliver Semler
3 4 Individualized treatment with denosumab in children with osteogenesis imperfecta - follow up of
a trial cohort. Orphanet J Rare Dis. 2019 Sep 18;14(1):219. doi: 10.1186/513023-019-1197-z. PMID:
31533771 PMCID: PMC6751648 DOI: 10.1186/s13023-019-1197-z

28.  Pabinger C, Heu C, Frohner A, Dimai HP (2012) Pregnancy and lactation-associated transient
osteoporosis of both hips in a 32 year old patient with osteogenesis imperfecta. Bone 51(1):142-144.
doi: 10.1016/j.bone.2012.04.013.

60



29.  Kerkeni S, Kolta S, Fechtenbaum J, Roux C (2009) Spinal deformity index (SDI) is a good
predictor of incident vertebral fractures. Osteoporos Int 20:1547-1552.

30. Sanfélix-Genovés, J., Arana, E., Sanfélix-Gimeno, G., Peiro, S., Graells-Ferrer, M., & Vega-
Martinez, M. (2011). Agreement between semi-automatic radiographic morphometry and Genant
semi-quantitative method in the assessment of vertebral fractures. Osteoporosis International, 23(8),
2129-2134. doi:10.1007/s00198-011-1819-3.

31.  Sam J.E., Dharmalingam M. Osteogenesis imperfecta. Indian J Endocrinol Metab. 2017 Nov-
Dec;21(6):903-908. doi: 10.4103/ijem.lJEM_220_17.

32. Genant HK, Wu CY, van Kuijk C et-al. Vertebral fracture assessment using a semiquantitative
technique. J. Bone Miner. Res. 1993;8 (9): 1137-48. doi:10.1002/jbmr.5650080915

33.  Stuppner S, Ramsey, MD A, Knipe H, et al. Genant classification of vertebral fractures.
Reference article, Radiopaedia.org (Accessed on 23 Dec 2022) https://doi.org/10.53347/rID-44227
34.  Sillence D, Senn A, Danks D: Genetic heterogeneity in osteogenesis imperfecta. J Med Genet
1979; 16: 101-116;

35.  Sillence DO. Craniocervical abnormalities in osteogenesis imperfecta: genetic and molecular
correlation. Pediatr Radiol. 1994;24(6):427-30. doi: 10.1007/BF02011910;

36. Arponen H, Mékitie O, Haukka J, et al: Prevalence and natural course of craniocervical junction
anomalies during growth in patients with osteogenesis imperfecta. J Bone Miner Res 2012;27(5): 1142-
1149

37.  Meyer S, Villarreal M, Ziv I: A three-level fracture of the axis in a patient with osteogenesis
imperfecta. A case report. Spine 11:505-506, 1986;

38. Rao S, Patel A, Schildhauer T: Osteogenesis imperfecta as a differential diagnosis of pathologic
burst fractures of the spine. A case report. Clin Orthop Relat Res 289:113-117, 1993

39.  Maegen J Wallace, Richard W Kruse, Suken A Shah The Spine in Patients With Osteogenesis
Imperfecta. J Am Acad Orthop Surg 2017 Feb;25(2):100-109. doi: 10.5435/JAAOS-D-15-00169

40.  Benson DR, Donaldson DH, Millar EA. The spine in osteogenesis imperfecta. J Bone Joint
Surg [Am] 1978;60:925-9

41.  Benson DR, Newman DC. The spine and surgical treatment in osteogenesis imperfecta. Clin
Orthop 1981;159:147-5

42.  Anissipour AK, Hammerberg KW, Caudill A, et al: Behavior of scoliosis during growth in
children with osteogenesis imperfecta. J Bone Joint Surg Am 2014;96(3): 237-243

43.  Verra WC, Pruijs HJ, Beek EJ, Castelein RM: Prevalence of vertebral pars defects
(spondylolysis) in a population with osteogenesis imperfecta. Spine (Phila Pa 1976) 2009;34(13):1399-
1401

61


https://www.ncbi.nlm.nih.gov/pubmed/?term=Sam%20JE%5BAuthor%5D&cauthor=true&cauthor_uid=29285457
https://www.ncbi.nlm.nih.gov/pubmed/?term=Dharmalingam%20M%5BAuthor%5D&cauthor=true&cauthor_uid=29285457
https://www.ncbi.nlm.nih.gov/pubmed/29285457

44.  Hatz D, Esposito PW, Schroeder B, Burke B, Lutz R, Hasley BP: The incidence of
spondylolysis and spondylolisthesis in children with osteogenesis imperfecta. J Pediatr Orthop
2011;31(6):655-660.

45, Adami, S., Gatti, D., Colapietro, F., Fracassi, E., Braga, V., Rossini, M., & Tato, L. (2003).
Intravenous Neridronate in Adults With Osteogenesis Imperfecta. Journal of Bone and Mineral
Research, 18(1), 126-130. doi:10.1359/jbmr.2003.18.1.126.

46.  Lafage-Proust MH, Courtois I. The management of osteogenesis imperfecta in adults: state of
the art. Joint Bone Spine. 2019 Oct;86(5):589-593. doi: 10.1016/j.jbspin.2019.02.001. Epub 2019 Feb
8. PMID: 30742929

47.  Offiah AC. Monitoring Skull Base Abnormalities in Children with Osteogenesis Imperfecta -
Review of Current Practice and a Suggested Clinical Pathway. Bone. 2022 Jan;154:116235. doi:
10.1016/j.bone.2021.116235

48.  De Nova-Garcia MJ, Sola RG, Burgueno-Torres L. Influence of the Severity of Osteogenesis
Imperfecta on Cranial Measurements. Children (Basel). 2023 Jun 8;10(6):1029. doi:
10.3390/children10061029

49.  Chougui K, Addab S, Palomo T, Morin SN, Veilleux LN, Bernstein M, Thorstad K, Hamdy R,
Tsimicalis A. Clinical manifestations of osteogenesis imperfecta in adulthood: An integrative review
of quantitative studies and case reports. Am J Med Genet A. 2020 Apr;182(4):842-865. doi:
10.1002/ajmg.a.61497,

50.  Simm PJ, Biggin A, Zacharin MR, Rodda CP, Tham E, Siafarikas A, Jefferies C, Hofman PL,
Jensen DE, Woodhead H, Brown J, Wheeler BJ, Brookes D, Lafferty A, Munns CF; APEG Bone
Mineral Working Group. Consensus guidelines on the use of bisphosphonate therapy in children and
adolescents. J Paediatr Child Health. 2018 Mar;54(3):223-233,

51.  Shapiro JR, Thompson CB, Wu Y, Nunes M, Gillen C. Bone mineral density and fracture rate
in response to intravenous and oral bisphosphonates in adult osteogenesis imperfecta. Calcif Tissue
Int. 2010 Aug;87(2):120-9. doi: 10.1007/s00223-010-9383-y. Epub 2010 Jun 11

52. Rolvien T., Stiirznickel J., Schmidt F.N., Butscheidt S., Schmidt T., Busse B., Mundlos
S., Schinke T., Kornak U., Amling M., Oheim R. Comparison of Bone Microarchitecture Between
Adult Osteogenesis Imperfecta and Early-Onset Osteoporosis. Calcif Tissue Int. 2018
Nov;103(5):512-521. doi: 10.1007/s00223-018-0447-8.

53.  Sakka SD, Cheung MS. Management of primary and secondary osteoporosis in children. Ther
Adv Musculoskelet Dis. 2020 Nov 2;12:1759720X20969262

62


https://www.ncbi.nlm.nih.gov/pubmed/?term=St%C3%BCrznickel%20J%5BAuthor%5D&cauthor=true&cauthor_uid=29946973
https://www.ncbi.nlm.nih.gov/pubmed/?term=Schmidt%20FN%5BAuthor%5D&cauthor=true&cauthor_uid=29946973
https://www.ncbi.nlm.nih.gov/pubmed/?term=Butscheidt%20S%5BAuthor%5D&cauthor=true&cauthor_uid=29946973
https://www.ncbi.nlm.nih.gov/pubmed/?term=Amling%20M%5BAuthor%5D&cauthor=true&cauthor_uid=29946973
https://www.ncbi.nlm.nih.gov/pubmed/?term=Oheim%20R%5BAuthor%5D&cauthor=true&cauthor_uid=29946973
https://www.ncbi.nlm.nih.gov/pubmed/29946973

54.  Diacinti D, Pisani D, D'Avanzo M, Celli M, Zambrano A, Stoppo M, Diacinti D, Roggini M,
Todde F, D'Eufemia P, Pepe J, Minisola S. Reliability of vertebral fractures assessment (VFA) in
children with osteogenesis imperfecta. Calcif Tissue Int. 2015 Apr;96(4):307-12

55. Diacinti D, Pisani D, Cipriani C, Celli M, Zambrano A, Diacinti D, Kripa E, lannacone A,
Colangelo L, Nieddu L, Pepe J, Minisola S. Vertebral fracture assessment (VFA) for monitoring
vertebral reshaping in children and adolescents with osteogenesis imperfecta treated with intravenous
neridronate. Bone. 2021 Feb;143:115608

56.  Kocijan R., Muschitz C., Haschka J., Hans D., Nia A., Geroldinger A., Ardelt M., Wakolbinger
R., Resch H. (2015). Bone structure assessed by HR-pQCT, TBS and DXL in adult patients with
different types of osteogenesis imperfecta. Osteoporosis International, 26(10), 2431-—
2440. doi:10.1007/s00198-015-3156-4.

57. Hald J. D., Hansen S., Gram J., Langdahl B., Abrahamsen B., Brixen K. (2012). Bone
geometry, density, and microarchitecture in the distal radius and tibia in adults with osteogenesis
imperfecta type | assessed by high-resolution pQCT. Journal of Bone and Mineral Research, 27(6),
1405-1412. doi:10.1002/jbmr.1592.

58. Pickhardt P.J., Lee L.J., Mufioz del Rio A., Lauder T., Bruce R.J., Summers R.M., Pooler B.D.,
Binkley N. (2011). Simultaneous screening for osteoporosis at CT colonography: Bone mineral density
assessment using MDCT attenuation techniques compared with the DXA reference standard. Journal
of Bone and Mineral Research, 26(9), 2194-2203. doi:10.1002/jbmr.428.

59.  Mikolajewicz N, Zimmermann EA, Rummler M, Hosseinitabatabaei S, Julien C, Glorieux FH,
Rauch F, Willie BM. Multisite longitudinal calibration of HR-pQCT scanners and precision in
osteogenesis imperfecta. Bone. 2021 Jun;147:115880. doi: 10.1016/j.bone.2021.115880

60.  Fiscaletti M, Coorey CP, Biggin A, Briody J, Little DG, Schindeler A, Munns CF. Diagnosis
of Recurrent Fracture in a Pediatric Cohort. Calcif Tissue Int. 2018 Nov;103(5):529-539

61. Sule G., Campeau P.M., Zhang V.W., Nagamani S.C., Dawson B.C., Grover M., Bacino
C.A., Sutton V.R., Brunetti-Pierri N., Lu J.T., Lemire E., Gibbs R.A., Cohn D.H., Cui H., Wong
L.J., Lee B.H. Next-generation sequencing for disorders of low and high bone mineral density.
Osteoporos Int 2013; 24:2253-2259.

62.  Stephen J., Shukla A., Dalal A., Girisha K.M., Shah H., Gupta N., Kabra M., Dabadghao P.,
Hasegawa K., Tanaka H., Phadke S.R. Mutation spectrum of COL1A1 and COL1AZ2 genes in Indian
patients with osteogenesis imperfecta. Am J Med Genet A. 2014 Jun;164A(6):1482-9. doi:
10.1002/ajmg.a.36481.

63


https://www.ncbi.nlm.nih.gov/pubmed/?term=Nagamani%20SC%5BAuthor%5D&cauthor=true&cauthor_uid=23443412
https://www.ncbi.nlm.nih.gov/pubmed/?term=Dawson%20BC%5BAuthor%5D&cauthor=true&cauthor_uid=23443412
https://www.ncbi.nlm.nih.gov/pubmed/?term=Grover%20M%5BAuthor%5D&cauthor=true&cauthor_uid=23443412
https://www.ncbi.nlm.nih.gov/pubmed/?term=Bacino%20CA%5BAuthor%5D&cauthor=true&cauthor_uid=23443412
https://www.ncbi.nlm.nih.gov/pubmed/?term=Bacino%20CA%5BAuthor%5D&cauthor=true&cauthor_uid=23443412
https://www.ncbi.nlm.nih.gov/pubmed/?term=Sutton%20VR%5BAuthor%5D&cauthor=true&cauthor_uid=23443412
https://www.ncbi.nlm.nih.gov/pubmed/?term=Brunetti-Pierri%20N%5BAuthor%5D&cauthor=true&cauthor_uid=23443412
https://www.ncbi.nlm.nih.gov/pubmed/?term=Lu%20JT%5BAuthor%5D&cauthor=true&cauthor_uid=23443412
https://www.ncbi.nlm.nih.gov/pubmed/?term=Lemire%20E%5BAuthor%5D&cauthor=true&cauthor_uid=23443412
https://www.ncbi.nlm.nih.gov/pubmed/?term=Gibbs%20RA%5BAuthor%5D&cauthor=true&cauthor_uid=23443412
https://www.ncbi.nlm.nih.gov/pubmed/?term=Cohn%20DH%5BAuthor%5D&cauthor=true&cauthor_uid=23443412
https://www.ncbi.nlm.nih.gov/pubmed/?term=Cui%20H%5BAuthor%5D&cauthor=true&cauthor_uid=23443412
https://www.ncbi.nlm.nih.gov/pubmed/?term=Wong%20LJ%5BAuthor%5D&cauthor=true&cauthor_uid=23443412
https://www.ncbi.nlm.nih.gov/pubmed/?term=Wong%20LJ%5BAuthor%5D&cauthor=true&cauthor_uid=23443412
https://www.ncbi.nlm.nih.gov/pubmed/?term=Lee%20BH%5BAuthor%5D&cauthor=true&cauthor_uid=23443412
https://www.ncbi.nlm.nih.gov/pubmed/24668929
https://www.ncbi.nlm.nih.gov/pubmed/24668929

63.  Bardai G., Moffatt P., Glorieux F.H., Rauch F.DNA sequence analysis in 598 individuals with
a clinical diagnosis of osteogenesis imperfecta: diagnostic yield and mutation spectrum. Osteoporos
Int. 2016 Dec;27(12):3607-3613

64. Ho Duy B., Zhytnik L., Maasalu K., Kédndla I., Prans E., Reimann E., Martson A., Koks S.

Mutation analysis of the COL1Al1 and COL1A2 genes in Vietnamese patients with osteogenesis

imperfecta. Hum Genomics. 2016 Aug 12;10(1):27. doi: 10.1186/s40246-016-0083-1

65.  Zhytnik L., Maasalu K., Reimann E., Prans E., Koks S., Mértson A. Mutational analysis of

COL1A1 and COL1AZ2 genes among Estonian osteogenesis imperfecta patients. Hum Genomics. 2017

Aug 15;11(1):19. doi: 10.1186/540246-017-0115-5

66.  Johnell O., Kanis J.A., Oden A., Johansson H., De Laet C., Delmas P., Eisman J.A., Fujiwara

S., Kroger H., Mellstrom D., Meunier P.J., Melton L.J., O'Neill T.,Pols H., Reeve J., Silman

A., Tenenhouse A. Predictive value of BMD for hip and other fractures. J Bone Miner Res. 2007

May;22(5):774. doi: 10.1359/JBMR.050304

67.  Nadyrshina D. et al Osteogenesis Imperfecta: Search for Mutations in Patients from the

Republic of Bashkortostan (Russia) (2022). Genes (Basel). 10;13(1):124. Available at: https://doi:

10.3390/genes13010124

68.  Rauch F., Lalic L., Glorieux F.H., Moffatt P., Roughley P. Targeted sequencing of a pediatric

metabolic bone gene panel using a desktop semiconductor next-generation sequencer. Calcif Tissue Int

2014; 95:323-331.

69. Palomo T., Vilaga T., & Lazaretti-Castro M. Osteogenesis imperfecta. Current Opinion in
Endocrinology & Diabetes and Obesity 2017, 24(6), 381-
388.d0i:10.1097/med.0000000000000367.

70. Steiner R, Adsit J, Basel D. COL1A1/2-Related Osteogenesis Imperfecta. Last Revision: May 6,
2021 https://www.ncbi.nlm.nih.gov/books/NBK1295

71. Cubert R., Cheng E.Y., Mack S., Pepin M.G., Byers P.H. Osteogenesis imperfecta: mode of
delivery and neonatal outcome. Obstet Gynecol 2001; 97: 66-69. doi: 10.1016/s0029-
7844(00)01100-5.

72. Nishimura G, Handa A, Miyazaki O, Tsujioka Y, Murotsuki J, Sawai H, Yamada T, Kozuma Y,
Takahashi Y, Ozawa K, Pooh R, Sase M. Prenatal diagnosis of bone dysplasias. Br J Radiol.
2023 Jul;96(1147):20221025. doi: 10.1259/bjr.20221025

73. Brons JT, van der Harten HJ, Wladimiroff JW, van Geijn HP, Dijkstra PF, Exalto N, Reuss A,
Niermeijer MF, Meijer CJ, Arts NF. Prenatal ultrasonographic diagnosis of osteogenesis
imperfecta. Am J Obstet Gynecol. 1988 Jul;159(1):176-81. doi: 10.1016/0002-9378(88)90516-9

74. Deguchi M, Tsuji S, Katsura D, Kasahara K, Kimura F, Murakami T. Current Overview of
Osteogenesis Imperfecta. Medicina (Kaunas). 2021 May 10;57(5):464. doi:
10.3390/medicina57050464. PMID: 34068551; PMCID: PMC8151368

64


https://www.ncbi.nlm.nih.gov/pubmed/27509835
https://www.ncbi.nlm.nih.gov/pubmed/27509835
https://www.ncbi.nlm.nih.gov/pubmed/?term=Ho%20Duy%20B%5BAuthor%5D&cauthor=true&cauthor_uid=27519266
https://www.ncbi.nlm.nih.gov/pubmed/?term=Zhytnik%20L%5BAuthor%5D&cauthor=true&cauthor_uid=27519266
https://www.ncbi.nlm.nih.gov/pubmed/?term=Maasalu%20K%5BAuthor%5D&cauthor=true&cauthor_uid=27519266
https://www.ncbi.nlm.nih.gov/pubmed/?term=K%C3%A4ndla%20I%5BAuthor%5D&cauthor=true&cauthor_uid=27519266
https://www.ncbi.nlm.nih.gov/pubmed/?term=Prans%20E%5BAuthor%5D&cauthor=true&cauthor_uid=27519266
https://www.ncbi.nlm.nih.gov/pubmed/?term=Reimann%20E%5BAuthor%5D&cauthor=true&cauthor_uid=27519266
https://www.ncbi.nlm.nih.gov/pubmed/?term=M%C3%A4rtson%20A%5BAuthor%5D&cauthor=true&cauthor_uid=27519266
https://www.ncbi.nlm.nih.gov/pubmed/?term=K%C3%B5ks%20S%5BAuthor%5D&cauthor=true&cauthor_uid=27519266
https://www.ncbi.nlm.nih.gov/pubmed/27519266
https://www.ncbi.nlm.nih.gov/pubmed/28810924
https://www.ncbi.nlm.nih.gov/pubmed/28810924
https://www.ncbi.nlm.nih.gov/pubmed/?term=Johnell%20O%5BAuthor%5D&cauthor=true&cauthor_uid=15940371
https://www.ncbi.nlm.nih.gov/pubmed/?term=Kanis%20JA%5BAuthor%5D&cauthor=true&cauthor_uid=15940371
https://www.ncbi.nlm.nih.gov/pubmed/?term=Oden%20A%5BAuthor%5D&cauthor=true&cauthor_uid=15940371
https://www.ncbi.nlm.nih.gov/pubmed/?term=Johansson%20H%5BAuthor%5D&cauthor=true&cauthor_uid=15940371
https://www.ncbi.nlm.nih.gov/pubmed/?term=De%20Laet%20C%5BAuthor%5D&cauthor=true&cauthor_uid=15940371
https://www.ncbi.nlm.nih.gov/pubmed/?term=Delmas%20P%5BAuthor%5D&cauthor=true&cauthor_uid=15940371
https://www.ncbi.nlm.nih.gov/pubmed/?term=Eisman%20JA%5BAuthor%5D&cauthor=true&cauthor_uid=15940371
https://www.ncbi.nlm.nih.gov/pubmed/?term=Fujiwara%20S%5BAuthor%5D&cauthor=true&cauthor_uid=15940371
https://www.ncbi.nlm.nih.gov/pubmed/?term=Fujiwara%20S%5BAuthor%5D&cauthor=true&cauthor_uid=15940371
https://www.ncbi.nlm.nih.gov/pubmed/?term=Kroger%20H%5BAuthor%5D&cauthor=true&cauthor_uid=15940371
https://www.ncbi.nlm.nih.gov/pubmed/?term=Mellstrom%20D%5BAuthor%5D&cauthor=true&cauthor_uid=15940371
https://www.ncbi.nlm.nih.gov/pubmed/?term=Meunier%20PJ%5BAuthor%5D&cauthor=true&cauthor_uid=15940371
https://www.ncbi.nlm.nih.gov/pubmed/?term=Melton%20LJ%203rd%5BAuthor%5D&cauthor=true&cauthor_uid=15940371
https://www.ncbi.nlm.nih.gov/pubmed/?term=O%27Neill%20T%5BAuthor%5D&cauthor=true&cauthor_uid=15940371
https://www.ncbi.nlm.nih.gov/pubmed/?term=Pols%20H%5BAuthor%5D&cauthor=true&cauthor_uid=15940371
https://www.ncbi.nlm.nih.gov/pubmed/?term=Reeve%20J%5BAuthor%5D&cauthor=true&cauthor_uid=15940371
https://www.ncbi.nlm.nih.gov/pubmed/?term=Silman%20A%5BAuthor%5D&cauthor=true&cauthor_uid=15940371
https://www.ncbi.nlm.nih.gov/pubmed/?term=Silman%20A%5BAuthor%5D&cauthor=true&cauthor_uid=15940371
https://www.ncbi.nlm.nih.gov/pubmed/?term=Tenenhouse%20A%5BAuthor%5D&cauthor=true&cauthor_uid=15940371
https://doi.org/10.1359/JBMR.050304
https://www.ncbi.nlm.nih.gov/pubmed/?term=Moffatt%20P%5BAuthor%5D&cauthor=true&cauthor_uid=25086671
https://www.ncbi.nlm.nih.gov/pubmed/?term=Roughley%20P%5BAuthor%5D&cauthor=true&cauthor_uid=25086671
https://www.ncbi.nlm.nih.gov/books/NBK1295/

75. Approach to prenatal diagnosis of the lethal skeletal dysplasias Phyllis Glanc, MD, FRCPC, FACR,
David Chitayat, MD, FACMG, FCCMG, FRCPC last updated: May 11, 2020
https://www.uptodate.com/contents/approach-to-prenatal-diagnosis-of-the-lethal-skeletal-
dysplasias?search=Approach%20t0%20prenatal%20diagnosis%200f%20the%20lethal%20skelet
al%?20dysplasias&source=search_result&selectedTitle=1~150&usage type=default&display ran
k=1

76. Cozzolino, M., Perelli, F., Maggio, L., Coccia, M. E., Quaranta, M., Gizzo, S., & Mecacci, F.

(2016). Management of osteogenesis imperfecta type | in pregnancy; a review of literature applied
to clinical practice. Archives of Gynecology and Obstetrics, 293(6), 1153-1159.
doi:10.1007/s00404-016-4012-2.

77. Lena L, Wekre LL, Kjensli A, Aasand K, Falch JA, Eriksen EF. Spinal deformities and lung

function in adults with osteogenesis imperfecta. Clin Respir J. 2014 Oct;8(4):437

78. LoMauro A, Fraschini P, Pochintesta S, Romei M, D'Angelo MG, Aliverti A. Ribcage deformity
and the altered breathing pattern in children with osteogenesis imperfecta. Pediatr Pulmonol. 2018
Jul;53(7):964-972;

79. Chaney H, Mekking D, De Bakker D, Beeri E, Eekhoff EMW, Franken A, Kamp O, Micha D,
Barreiros C, Tomlow B, van den Aardweg JG, LoMauro A, Folkestad L. Key4Ol
Recommendations for Lung Function Guidance in Osteogenesis Imperfecta: Based on an
Internationally Performed Comprehensive International Consortium for Health Outcomes
Measurement Procedure. Chest. 2023 May;163(5):1201-1213. doi: 10.1016/j.chest.2022.12.047

80. Osteogenesis Imperfecta Joan C. Marini, MD, PhD and An N. Dang Do, MD, PhD. Last Update:
July 26, 2020. https://www.ncbi.nlm.nih.gov/books/NBK279109/

81. Storoni S, Treurniet S, Micha D, Celli M, Bugiani M, van den Aardweg JG, Eekhoff EMW.

Pathophysiology of respiratory failure in patients with osteogenesis imperfecta: a systematic

review. Ann Med. 2021 Dec;53(1):1676-1687. doi: 10.1080/07853890.2021.1980819

82. Tam A, Chen S, Schauer E, Grafe I, Bandi V, Shapiro JR, Steiner RD, Smith PA, Bober MB,

Hart T, Cuthbertson D, Krischer J, Mullins M, Byers PH, Sandhaus RA, Durigova M, Glorieux FH,

Rauch F, Reid Sutton V, Lee B; Members of the Brittle Bone Disorders Consortium, Rush ET,

Nagamani SCS. A multicenter study to evaluate pulmonary function in osteogenesis imperfecta. Clin

Genet. 2018 Dec;94(6):502-511. doi: 10.1111/cge.13440,

83.  Folkestad L, Hald JD, Gram J, Langdahl BL, Hermann AP, Diederichsen AC, Abrahamsen B,

Brixen K. Cardiovascular disease in patients with osteogenesis imperfecta - a nationwide, register-

based cohort study. Int J Cardiol. 2016 Dec 15;225:250-257,

65


https://www.uptodate.com/contents/approach-to-prenatal-diagnosis-of-the-lethal-skeletal-dysplasias?search=Approach%20to%20prenatal%20diagnosis%20of%20the%20lethal%20skeletal%20dysplasias&source=search_result&selectedTitle=1~150&usage_type=default&display_rank=1
https://www.uptodate.com/contents/approach-to-prenatal-diagnosis-of-the-lethal-skeletal-dysplasias?search=Approach%20to%20prenatal%20diagnosis%20of%20the%20lethal%20skeletal%20dysplasias&source=search_result&selectedTitle=1~150&usage_type=default&display_rank=1
https://www.uptodate.com/contents/approach-to-prenatal-diagnosis-of-the-lethal-skeletal-dysplasias?search=Approach%20to%20prenatal%20diagnosis%20of%20the%20lethal%20skeletal%20dysplasias&source=search_result&selectedTitle=1~150&usage_type=default&display_rank=1
https://www.uptodate.com/contents/approach-to-prenatal-diagnosis-of-the-lethal-skeletal-dysplasias?search=Approach%20to%20prenatal%20diagnosis%20of%20the%20lethal%20skeletal%20dysplasias&source=search_result&selectedTitle=1~150&usage_type=default&display_rank=1

84.  Beydon N, Davis SD, Lombardi E, Allen JL, Arets HG, Aurora P, Bisgaard H, Davis GM,
Ducharme FM, Eigen H, Gappa M, Gaultier C, Gustafsson PM, Hall GL, Hantos Z, Healy et al.;
American Thoracic Society/European Respiratory Society Working Group on Infant and Young
Children Pulmonary Function Testing. An official American Thoracic Society/European Respiratory
Society statement: pulmonary function testing in preschool children. Am J Respir Crit Care Med. 2007
Jun 15;175(12):1304-45

85.  Graham BL, Steenbruggen I, Miller MR, Barjaktarevic 1Z, Cooper BG, Hall GL, Hallstrand
TS, Kaminsky DA, McCarthy K, McCormack MC, Oropez CE, Rosenfeld M, Stanojevic S, Swanney
MP, Thompson BR. Standardization of Spirometry 2019 Update. An Official American Thoracic
Society and European Respiratory

86.  Thiele F, Cohrs CM, Flor A, Lisse TS, Przemeck GK, Horsch M, Schrewe A, Gailus-Durner
V, Ivandic B, Katus HA, Wurst W, Reisenberg C, Chaney H, Fuchs H, Hans W, Beckers J, Marini JC,
Hrabé de Angelis M. Cardiopulmonary dysfunction in the Osteogenesis imperfecta mouse model Aga2
and human patients are caused by bone-independent mechanisms. Hum Mol Genet. 2012 Aug
15;21(16):3535-45].

87.  Bronheim R, Khan S, Carter E, Sandhaus RA, Raggio C. Scoliosis and Cardiopulmonary
Outcomes in Osteogenesis Imperfecta Patients. Spine (Phila Pa 1976). 2019 Aug 1;44(15):1057-1063
88.  Folkestad L. Mortality and morbidity in patients with osteogenesis imperfecta in Denmark. Dan
Med J. 2018 Apr;65(4):B5454. PMID: 29619932

89.  LoMauro A, Landoni CV, Fraschini P, Molteni F, Aliverti A, Bertoli S, De Amicis R. Eat,
breathe, sleep with Osteogenesis Imperfecta. Orphanet J Rare Dis. 2021 Oct 18;16(1):435. doi:
10.1186/513023-021-02058-y

90. LoMauro A, Lacca D, Landoni V, Aliverti A. Lung and chest wall volume during vital capacity
manoeuvre in Osteogenesis Imperfecta. Orphanet J Rare Dis. 2022 Oct 28;17(1):397. doi:
10.1186/513023-022-02535-y. PMID: 36307878; PMCID: PMC9617397

91.  Radunovic Z, Steine K. Prevalence of Cardiovascular Disease and Cardiac Symptoms: Left and
Right Ventricular Function in Adults With Osteogenesis Imperfecta. Can J Cardiol. 2015
Nov;31(11):1386-92

92.  Ashournia H, Johansen FT, Folkestad L, Diederichsen AC, Brixen K. Heart disease in patients
with osteogenesis imperfecta - A systematic review. Int J Cardiol. 2015 Oct 1;196:149-57

93. Liu W, Lee B, Nagamani SCS, Nicol L, Rauch F, Rush ET, Sutton VR, Orwoll E. Approach to
the Patient: Pharmacological Therapies for Fracture Risk Reduction in Adults With Osteogenesis
Imperfecta. J Clin Endocrinol Metab. 2023 Jun 16;108(7):1787-1796. doi: 10.1210/clinem/dgadO

66



94. Mei Y, Jiang Y, Shen L, Meng Z, Zhang Z, Zhang H. Echocardiographic abnormalities and
joint hypermobility in Chinese patients with Osteogenesis imperfecta. Orphanet J Rare Dis. 2024 Mar
12;19(1):116. doi: 10.1186/513023-024-03089-x

95. Zhao D, LiuY, LiuJ, Hu J, Zhang Q, Wang O, Jiang Y, Xia W, Xing X, Li M. Cardiovascular
abnormalities and its correlation with genotypes of children with osteogenesis imperfecta. Front
Endocrinol (Lausanne). 2022 Oct 20;13:1004946. doi: 10.3389/fend0.2022.1004946

96.  Swinnen FK, Dhooge IJ, Coucke PJ, D'Eufemia P, Zardo F, Garretsen TJ, Cremers CW, De
Leenheer EM. Audiologic phenotype of osteogenesis imperfecta: use in clinical differentiation. Otol
Neurotol. 2012 Feb;33(2):115-222.5.2

97. Kuurila K, Grénman R, Johansson R, Kaitila I. Hearing loss in children with osteogenesis
imperfecta. Eur J Pediatr. 2000 Jul;159(7):515-9

98.  Wadanamby S, El Garwany S, Connolly D, Arundel P, Bishop NJ, DeVile CJ, Calder AD,
Crowe B, Burren CP, Saraff V; Highly Specialised Service for Severe, Complex and Atypical
Osteogenesis Imperfecta (NHS England)

99.  Yurekli Y, Erdogan S, Cullu E. Unusual bone scan of a child with osteogenesis imperfecta. Clin
Nucl Med. 2003 Feb;28(2):156. doi: 10.1097/01.RLU.0000048945.41029.88. PMID: 12544144,

100. Jain A, Chauhan MS, Kumar R, Sharma A. Tc99m MDP bone scan in fragilitas ossium. Indian
J Nucl Med. 2016 Jan-Mar;31(1):85-6. doi: 10.4103/0972-3919.172378. PMID: 26917910; PMCID:
PMC4746857.

101. Kiselnikova L.P., Tsymlyanskaya V.V. Comparative characteristics of the morphological
structure of teeth in children with | and Il types of osteogenesis imperfecta (in vitro). Pediatric
dentistry and dental prophylaxis. 2020;20(4):271-274. (In Russ.) https://doi.org/10.33925/1683-3031-
2020-20-4-271-274

102. Urnarouu O.H., HamazoBa-bapanosa JI.C., Mapruesa T.B., fIxsseBa I'.T., XKypkosa H.B.,
CaBoctesinoB K.B., IlymkoB A.A., & Kporos H.A. (2018). HecoepuieHHbIif oOCTeOreHes:
ocobenHocTH nmuarHoctuku. [legumarpuueckas papmaxornorus, 15 (3), 224-232

103. Gazzotti S, Sassi R, Aparisi Gomez MP, Moroni A, Brizola E, Miceli M, Bazzocchi A. Imaging
in osteogenesis imperfecta: Where we are and where we are going. Eur J Med Genet. 2024
Apr;68:104926. doi: 10.1016/j.ejmg.2024.104926

104. Tauer JT, Robinson ME, Rauch F. Osteogenesis Imperfecta: New Perspectives From Clinical
and Translational Research. JBMR Plus. 2019 Feb 20;3(8):e10174

105. Piantoni L, Noel MA, Francheri Wilson 1A, Tello CA, Galaretto E, Remondino RG, Bersusky
ES. Surgical Treatment With Pedicle Screws of Scoliosis Associated With Osteogenesis Imperfecta in
Children. Spine Deform. 2017 Sep;5(5):360-365. doi: 10.1016/j.jspd.2017.03.002

67


https://doi.org/10.33925/1683-3031-2020-20-4-271-274
https://doi.org/10.33925/1683-3031-2020-20-4-271-274

106. Ono Y, Miyakoshi N, Hongo M, Kasukawa Y, Misawa A, Ishikawa Y, Kudo D, Shimada Y.

Growing Rod Surgery for Early-Onset Scoliosis in an Osteogenesis Imperfecta Patient. World

Neurosurg. 2020 Dec;144:178-183. doi: 10.1016/j.wneu.2020.08.165

107. Castelein RM, Hasler C, Helenius I, Ovadia D, Yazici M; EPOS Spine Study Group. Complex

spine deformities in young patients with severe osteogenesis imperfecta: current concepts review. J

Child Orthop. 2019 Feb 1;13(1):22-32. doi: 10.1302/1863-2548.13.180185

108. Osteogenesis imperfecta: An overview John F Beary, Ill, MD last updated: May 04, 2021

https://www.uptodate.com/contents/osteogenesis-imperfecta-an-

overview?search=Approach%?20to%20prenatal%20diagnosis%200f%20the%20lethal%20skeletal %2

Odysplasias&topicRef=14209&source=related link

109. Salvatori, G., Foligno, S. Minerals and extremely low birth weight infants. Ital J

Pediatr 41, A37 (2015). https://doi.org/10.1186/1824-7288-41-S1-A37

110. Russell RG. Bisphosphonates: from bench to bedside. Ann N 'Y Acad Sci. 2006;1068:367-401.
https://doi.org/10.1196/annals.1346.041

111. Fleisch H, Russell RG, Straumann F. Effect of pyrophosphate on hydroxyapatite and its
implications in calcium homeostasis. Nature. 1966;212(5065):901-903.
https://doi.org/10.1038/212901a0

112. Russell RG, Muhlbauer RC, Bisaz S, et al. The influence of pyrophosphate, condensed

phosphates, phosphonates and other phosphate compounds on the dissolution of hydroxyapatite in
vitro and on bone resorption induced by parathyroid hormone in tissue culture and in
thyroparathyroidectomised rats. Calcif Tissue. Res. 1970;6(3):183-196.
https://doi.org/10.1007/BF02196199

113. Plotkin LI, Aguirre JI, Kousteni S, et al. Bisphosphonates and estrogens inhibit osteocyte
apoptosis via distinct molecular mechanisms downstream of extracellular signal-regulated kinase
activation. J Biol Chem. 2005; 280:7317-7325. https://doi.org/10.1074/jbc.M412817200

114. Bellido T, Plotkin LI. Novel actions of bisphosphonates in bone: preservation of osteoblast and
osteocyte viability. Bone. 2011 Jul;49(1):50-

115. Rogers MJ, Monkkonen J, Munoz MA. Molecular mechanisms of action of bisphosphonates
and new insights into their effects outside the skeleton. Bone. 2020, Volume 139, 115493.
https://doi.org/10.1016/j.bone.2020.115493

116. Charoenngam N, Nasr A, Shirvani A, Holick MF. Hereditary Metabolic Bone Diseases: A
Review of Pathogenesis, Diagnosis and Management. Genes (Basel). 2022 Oct 17;13(10):1880

68


https://doi.org/10.1186/1824-7288-41-S1-A37

117. Garganta M.D., Jaser S.S., Lazow M.A., Schoenecker J.G., Cobry E., Hays S.R., Simmons J.H.
Cyclic bisphosphonate therapy reduces pain and improves physical functioning in children with
osteogenesis imperfecta. BMC Musculoskelet Disord. 2018 Sep 24;19(1):344. doi: 10.1186/s12891-
018-2252-y.

118. Bains J.S., Carter E.M., Citron K.P., Boskey A.L., Shapiro J.R., Steiner R.D., Smith
P.A., Bober M.B., Hart T., Cuthbertson D., Krischer J., Byers P.H., Pepin M., Durigova M., Glorieux
F.H., Rauch F., Sliepka J.M., Sutton V.R., Lee B., Members of the BBD Consortium, Nagamani
S.C.,Raggio C.L. A Multicenter Observational Cohort Study to Evaluate the Effects of
Bisphosphonate Exposure on Bone Mineral Density and Other Health Outcomes in Osteogenesis
Imperfecta. JBMR Plus. 2019 Jan 7;3(5):e10118. doi: 10.1002/jbm4.10118.

119. Cuevas-Olivo R., Alejo-Fuentes L.J., Alejo-Fuentes L.F., Campos-Angulo G. Treatment with
bisphosphonates improves the quality of life in patients with diagnosis of osteogenesis imperfecta. Acta
Ortop Mex. 2019 Mar-Apr;33(2):63-66.

120. Dwan K, Phillipi CA, Steiner RD, Basel D. Bisphosphonate therapy for osteogenesis
imperfecta. Cochrane Database Syst Rev. 2016 Oct 19;10(10):CD005088. doi:
10.1002/14651858.CD005088.pub4

121. Biggin A, Munns CF. Long-Term Bisphosphonate Therapy in Osteogenesis Imperfecta. Curr
Osteoporos Rep. 2017 Oct;15(5):412-418. doi: 10.1007/s11914-017-0401-0. PMID: 28823022

122. Gnoli M, Brizola E, Tremosini M, Di Cecco A, Sangiorgi L. Vitamin D and Bone fragility in
Individuals with Osteogenesis Imperfecta: A Scoping Review. Int J Mol Sci. 2023 May
28;24(11):9416. doi: 10.3390/ijms24119416

123.  Scheres LJJ, van Dijk FS, Harsevoort AJ, van Dijk ATH, Dommisse AM, Janus GJM, Franken
AAM. Adults with osteogenesis imperfecta: Clinical characteristics of 151 patients with a focus on
bisphosphonate use and bone density measurements. Bone Rep. 2018 Apr 25;8:168-172. doi:
10.1016/j.bonr.2018.04.009

124. Maines E, Tadiotto E, Morandi G, Fedrizzi M, Gaudino R, Cavarzere P, Guzzo A, Antoniazzi
F. Hypocalcemia following Neridronate Administration in Pediatric Patients with Osteogenesis
Imperfecta: A Prospective Observational Study. J Pediatr Genet. 2020 Jun;9(2):93-100. doi: 10.1055/s-
0039-1700972

125. Sdxesea [.T. HayuHoe o00OCHOBaHME HOBBIX IIOAXOJOB K JHUArHOCTHKE M JICUCHUIO
HECOBEPIIIEHHOTO OCTEOreHe3a y IeTel Aucc. Kana. Mea. Hayk Mocksa 2016: 127c¢.

126. Phudowski P, Karczmarewicz E, Bayer M, Carter G, Chlebna-Sokot D, Czech-Kowalska J,
Debski R, Decsi T, Dobrzanska A, Franek E, Gluszko P, Grant WB, Holick MF, Yankovskaya L,
Konstantynowicz J, Ksigzyk JB, Ksi¢zopolska-Ortowska K, Lewinski A, Litwin M, Lohner S, Lorenc

69


https://www.ncbi.nlm.nih.gov/pubmed/?term=Garganta%20MD%5BAuthor%5D&cauthor=true&cauthor_uid=30249227
https://www.ncbi.nlm.nih.gov/pubmed/?term=Jaser%20SS%5BAuthor%5D&cauthor=true&cauthor_uid=30249227
https://www.ncbi.nlm.nih.gov/pubmed/?term=Lazow%20MA%5BAuthor%5D&cauthor=true&cauthor_uid=30249227
https://www.ncbi.nlm.nih.gov/pubmed/?term=Schoenecker%20JG%5BAuthor%5D&cauthor=true&cauthor_uid=30249227
https://www.ncbi.nlm.nih.gov/pubmed/?term=Cobry%20E%5BAuthor%5D&cauthor=true&cauthor_uid=30249227
https://www.ncbi.nlm.nih.gov/pubmed/?term=Hays%20SR%5BAuthor%5D&cauthor=true&cauthor_uid=30249227
https://www.ncbi.nlm.nih.gov/pubmed/?term=Simmons%20JH%5BAuthor%5D&cauthor=true&cauthor_uid=30249227
https://www.ncbi.nlm.nih.gov/pubmed/30249227
https://www.ncbi.nlm.nih.gov/pubmed/?term=Bains%20JS%5BAuthor%5D&cauthor=true&cauthor_uid=31131341
https://www.ncbi.nlm.nih.gov/pubmed/?term=Carter%20EM%5BAuthor%5D&cauthor=true&cauthor_uid=31131341
https://www.ncbi.nlm.nih.gov/pubmed/?term=Citron%20KP%5BAuthor%5D&cauthor=true&cauthor_uid=31131341
https://www.ncbi.nlm.nih.gov/pubmed/?term=Boskey%20AL%5BAuthor%5D&cauthor=true&cauthor_uid=31131341
https://www.ncbi.nlm.nih.gov/pubmed/?term=Shapiro%20JR%5BAuthor%5D&cauthor=true&cauthor_uid=31131341
https://www.ncbi.nlm.nih.gov/pubmed/?term=Steiner%20RD%5BAuthor%5D&cauthor=true&cauthor_uid=31131341
https://www.ncbi.nlm.nih.gov/pubmed/?term=Smith%20PA%5BAuthor%5D&cauthor=true&cauthor_uid=31131341
https://www.ncbi.nlm.nih.gov/pubmed/?term=Smith%20PA%5BAuthor%5D&cauthor=true&cauthor_uid=31131341
https://www.ncbi.nlm.nih.gov/pubmed/?term=Bober%20MB%5BAuthor%5D&cauthor=true&cauthor_uid=31131341
https://www.ncbi.nlm.nih.gov/pubmed/?term=Hart%20T%5BAuthor%5D&cauthor=true&cauthor_uid=31131341
https://www.ncbi.nlm.nih.gov/pubmed/?term=Cuthbertson%20D%5BAuthor%5D&cauthor=true&cauthor_uid=31131341
https://www.ncbi.nlm.nih.gov/pubmed/?term=Krischer%20J%5BAuthor%5D&cauthor=true&cauthor_uid=31131341
https://www.ncbi.nlm.nih.gov/pubmed/?term=Byers%20PH%5BAuthor%5D&cauthor=true&cauthor_uid=31131341
https://www.ncbi.nlm.nih.gov/pubmed/?term=Durigova%20M%5BAuthor%5D&cauthor=true&cauthor_uid=31131341
https://www.ncbi.nlm.nih.gov/pubmed/?term=Glorieux%20FH%5BAuthor%5D&cauthor=true&cauthor_uid=31131341
https://www.ncbi.nlm.nih.gov/pubmed/?term=Glorieux%20FH%5BAuthor%5D&cauthor=true&cauthor_uid=31131341
https://www.ncbi.nlm.nih.gov/pubmed/?term=Rauch%20F%5BAuthor%5D&cauthor=true&cauthor_uid=31131341
https://www.ncbi.nlm.nih.gov/pubmed/?term=Sliepka%20JM%5BAuthor%5D&cauthor=true&cauthor_uid=31131341
https://www.ncbi.nlm.nih.gov/pubmed/?term=Sutton%20VR%5BAuthor%5D&cauthor=true&cauthor_uid=31131341
https://www.ncbi.nlm.nih.gov/pubmed/?term=Lee%20B%5BAuthor%5D&cauthor=true&cauthor_uid=31131341
https://www.ncbi.nlm.nih.gov/pubmed/?term=Members%20of%20the%20BBD%20Consortium%5BCorporate%20Author%5D
https://www.ncbi.nlm.nih.gov/pubmed/?term=Nagamani%20SC%5BAuthor%5D&cauthor=true&cauthor_uid=31131341
https://www.ncbi.nlm.nih.gov/pubmed/?term=Nagamani%20SC%5BAuthor%5D&cauthor=true&cauthor_uid=31131341
https://www.ncbi.nlm.nih.gov/pubmed/?term=Raggio%20CL%5BAuthor%5D&cauthor=true&cauthor_uid=31131341
https://www.ncbi.nlm.nih.gov/pubmed/31131341
https://www.ncbi.nlm.nih.gov/pubmed/?term=Alejo-Fuentes%20LJ%5BAuthor%5D&cauthor=true&cauthor_uid=31480105
https://www.ncbi.nlm.nih.gov/pubmed/?term=Alejo-Fuentes%20LF%5BAuthor%5D&cauthor=true&cauthor_uid=31480105
https://www.ncbi.nlm.nih.gov/pubmed/?term=Campos-Angulo%20G%5BAuthor%5D&cauthor=true&cauthor_uid=31480105
https://www.ncbi.nlm.nih.gov/pubmed/31480105
https://www.ncbi.nlm.nih.gov/pubmed/31480105

RS, Lukaszkiewicz J, Marcinowska-Suchowierska E, Milewicz A, Misiorowski W, Nowicki M,
Povoroznyuk V, Rozentryt P, Rudenka E, Shoenfeld Y, Socha P, Solnica B, Szalecki M, Tatataj M,
Varbiro S, Zmijewski MA. Practical guidelines for the supplementation of vitamin D and the treatment
of deficits in Central Europe - recommended vitamin D intakes in the general population and groups
at risk of vitamin D deficiency. Endokrynol Pol. 2013;64(4):319-27

127. HIBapu I'.Sl.  dapmakorepanuss  ocTeonopos3a. MemuIHMHCKoe  HH(pOpMaMoHHOE

areaTcTBO. Mocksa. 2002. c. 40

128. Milano M, Wright T, Loechner KJ. Dental implications of osteogenesis imperfecta: treatment
with 1V bisphosphonate: report of a case. Pediatr Dent. 2011 Jul-Aug;33(4):349-52. PMID: 21903004

129. Anam E.A., Rauch F., Glorieux F.H., Fassier F., Hamdy R. Osteotomy healing in children with
osteogenesis imperfecta receiving bisphosphonate treatment. J Bone Miner Res 2015; 30:1362—-1368,
doi: 10.1002/jbmr.2486.

130. Dmitri A.Popkov, S. Ryabych (editors) Osteogenesis imperfecta from diagnosis to treatment
Nova Medicine and health, New York ISBN: 978-1-68507-499-9 2022 — 307p.

131. Stathopoulos IP, Liakou CG, Katsalira A, Trovas G, Lyritis GG, Papaioannou NA, Tournis S.
The use of bisphosphonates in women prior to or during pregnancy and lactation. Hormones (Athens).
2011 Oct-Dec;10(4):280-91. doi: 10.14310/horm.2002.1319

132. https://www.brittlebone.org/wp-content/uploads/2022/11/Pregnancy-and-Osteogenesis-
Imperfecta

133. Machairiotis N, Ntali G, Kouroutou P, Michala L. Clinical evidence of the effect of
bisphosphonates on pregnancy and the infant. Horm Mol Biol Clin Investig. 2019 Sep
20;40(2):/j/hmbci.2019.40.issue-2/hmbci-2019-0021/hmbci-2019-0021.xml.  doi:  10.1515/hmbci-
2019-0021

134. Djokanovic N, Klieger-Grossmann C, Koren G. Does treatment with bisphosphonates endanger
the human pregnancy? J Obstet Gynaecol Can. 2008 Dec;30(12):1146-1148. doi: 10.1016/S1701-
2163(16)34026-9. PMID: 19175968

135. Green SB, Pappas AL. Effects of maternal bisphosphonate use on fetal and neonatal outcomes.
Am J Health Syst Pharm. 2014;71(23):2029-36

70


https://www.brittlebone.org/wp-content/uploads/2022/11/Pregnancy-and-Osteogenesis-Imperfecta
https://www.brittlebone.org/wp-content/uploads/2022/11/Pregnancy-and-Osteogenesis-Imperfecta

136. Panigrahi I., Das R.R., Sharda S., Marwaha R.K., Khandelwal N. Response to zolendronic acid
in children with type 111 osteogenesis imperfecta. J Bone Miner Metab. 2010 Jul;28(4):451-5.

137.  Vuorimies I., Toiviainen-Salo S., Hero M., Mékitie O. Zoledronic Acid Treatment in Children

with Osteogenesis Imperfecta. Hormone Research in Paediatrics. 2011;75:346-353.

138. Sanchez-Sanchez L.M., Cabrera-Pedroza A.U., Palacios-Saucedo G.C., Fuente-de la Cortez B.
Zoledronic acid (zoledronate) in children with osteogenesis imperfecta. Gaceta medica de Mexico
2015; 151: 152-6.

139. Otaify G.A., Aglan M.S., lbrahim M.M., Elnashar M., El Banna R.A., Temtamy S.A.
Zoledronic acid in children with osteogenesis imperfecta and Bruck syndrome: a 2-year prospective
observational study. Osteoporos Int. 2016 Jan;27(1):81-92.

140. Kumar C., Panigrahi I., Aradhya S., A., Meena B. L., Khandelwal N. Zoledronate for
Osteogenesis imperfecta: evaluation of safety profile in children. J Pediatr Endocrinol Metab. 2016
Aug 1;29(8):947-52.

141. Lv F, LiuY, Xu X, Song Y, Li L, Jiang Y, Wang O, Xia W, Xing X. Zoledronic acid versus
alendronate in the treatment of children with osteogenesis imperfecta: a 2-year clinical study. Endocr
Pract. 2018 Feb;24(2):179-188.

142. Glorieux F.H., Bishop N.J., Plotkin H., Chabot G., Lanoue G., Travers R. Cyclic administration
of pamidronate in children with severe osteogenesis imperfecta. N Engl J Med. 1998 Oct
1;339(14):947-52.

143. Barros E. R, Saraiva G. L., de Oliveira T. P., Lazaretti-Castro M. Safety and efficacy of a 1-
year treatment with zoledronic acid compared with pamidronate in children with osteogenesis
imperfect. J Pediatr Endocrinol Metab. 2012; 25 (5-6): 485-91.

144. Cadarette S.M., Katz J.N., Brookhart M.A., Stiirmer T., Stedman M.R., Levin R., Solomon
D.H. Comparative gastrointestinal safety of weekly oral bisphosphonates. Osteoporos Int. 2009
Oct;20(10):1735-47. doi: 10.1007/s00198-009-0871-8.

145. Tadrous M., Wong L., Mamdani M.M., Juurlink D.N., Krahn M.D., Lévesque L.E., Cadarette
S.M. Comparative gastrointestinal safety of bisphosphonates in primary osteoporosis: a network meta-
analysis. Osteoporos Int. 2014 Apr;25(4):1225-35. doi: 10.1007/s00198-013-2576-2.

71


https://www.ncbi.nlm.nih.gov/pubmed/?term=Cadarette%20SM%5BAuthor%5D&cauthor=true&cauthor_uid=19266138
https://www.ncbi.nlm.nih.gov/pubmed/?term=Katz%20JN%5BAuthor%5D&cauthor=true&cauthor_uid=19266138
https://www.ncbi.nlm.nih.gov/pubmed/?term=Brookhart%20MA%5BAuthor%5D&cauthor=true&cauthor_uid=19266138
https://www.ncbi.nlm.nih.gov/pubmed/?term=St%C3%BCrmer%20T%5BAuthor%5D&cauthor=true&cauthor_uid=19266138
https://www.ncbi.nlm.nih.gov/pubmed/?term=Stedman%20MR%5BAuthor%5D&cauthor=true&cauthor_uid=19266138
https://www.ncbi.nlm.nih.gov/pubmed/?term=Levin%20R%5BAuthor%5D&cauthor=true&cauthor_uid=19266138
https://www.ncbi.nlm.nih.gov/pubmed/?term=Solomon%20DH%5BAuthor%5D&cauthor=true&cauthor_uid=19266138
https://www.ncbi.nlm.nih.gov/pubmed/?term=Solomon%20DH%5BAuthor%5D&cauthor=true&cauthor_uid=19266138
https://www.ncbi.nlm.nih.gov/pubmed/19266138/
https://www.ncbi.nlm.nih.gov/pubmed/?term=Tadrous%20M%5BAuthor%5D&cauthor=true&cauthor_uid=24287510
https://www.ncbi.nlm.nih.gov/pubmed/?term=Wong%20L%5BAuthor%5D&cauthor=true&cauthor_uid=24287510
https://www.ncbi.nlm.nih.gov/pubmed/?term=Mamdani%20MM%5BAuthor%5D&cauthor=true&cauthor_uid=24287510
https://www.ncbi.nlm.nih.gov/pubmed/?term=Juurlink%20DN%5BAuthor%5D&cauthor=true&cauthor_uid=24287510
https://www.ncbi.nlm.nih.gov/pubmed/?term=Krahn%20MD%5BAuthor%5D&cauthor=true&cauthor_uid=24287510
https://www.ncbi.nlm.nih.gov/pubmed/?term=L%C3%A9vesque%20LE%5BAuthor%5D&cauthor=true&cauthor_uid=24287510
https://www.ncbi.nlm.nih.gov/pubmed/?term=Cadarette%20SM%5BAuthor%5D&cauthor=true&cauthor_uid=24287510
https://www.ncbi.nlm.nih.gov/pubmed/?term=Cadarette%20SM%5BAuthor%5D&cauthor=true&cauthor_uid=24287510
https://www.ncbi.nlm.nih.gov/pubmed/24287510

146. Modi A, Siris E.S., Steve Fan C.P., Sajjan S. Gastrointestinal Events Among Patients
Initiating Osteoporosis Therapy: A Retrospective Administrative Claims Database Analysis. Clin
Ther. 2015 Jun 1;37(6):1228-34. doi: 10.1016/j.clinthera.2015.03.018.

147. Pavon de Paz I, Rosado Sierra JA, Pérez Blanco C, Modrofio Mostoles N, Guijarro de Armas
G, Navea Aguilera C. Acute and long-term effects of zoledronate in adult patients with osteogenesis
imperfecta. An observational Spanish study with five years of follow-up. Endocrinol Diabetes Nutr
(Engl Ed). 2019 Feb;66(2):108-116. English, Spanish. doi: 10.1016/j.endinu.2018.05.015

148. Sxesesa I'.T., HamazoBa-bapanosa JI.C., Mapruesa T.B. OnbiT npuMeHeHUsT TaMUIPOHOBOM
KHUCJIOTHI B TE€paNMMU y JETEW C HECOBEPIICHHBIM OCTEOreHe30M. POCCHICKMI meanaTpuyecKuil
xypHai. 2016; 19 (5): 282-287. DOI: 10.18821/1560-9561-2016-19 (5)-282-287

149. Shapiro, J.R. et al. (2010) “Bone mineral density and fracture rate in response to intravenous

and oral bisphosphonates in adult osteogenesis imperfecta,” Calcified Tissue International, 87(2), pp.

120-129. Available at: https://doi.org/10.1007/s00223-010-9383-y.

150. Chevrel, G. et al. (2005) “Effects of oral alendronate on BMD in adult patients with

OSTEOGENESIS IMPERFECTA: A 3-year randomized placebo-controlled trial,” Journal of Bone

and Mineral Research, 21(2), pp. 300-306. Available at: https://doi.org/10.1359/jbmr.051015.

151. Iwamoto J, Matsu K, Takeda T, Ichimura S, Uzawa M.J Effects of treatment with etidronate

and alfacalcidol for osteogenesis imperfecta type I. a case report. Orthop Sci. 2003;8(2):243-7. doi:

10.1007/s007760300042.PMID: 12665966

152. Ilwamoto J, Sato Y, Uzawa M, Matsumoto H.Ther Eleven years of experience with

bisphosphonate plus alfacalcidol treatment in a man with osteogenesis imperfecta type | Clin Risk

Manag. 2013;9:1-7. doi: 10.2147/TCRM.S38404. Epub 2012 Dec 28.PMID: 23293527.

153. Ying ZM, Hu B, Yan SG. Oral Bisphosphonate Therapy for Osteogenesis Imperfecta: A
Systematic Review and Meta-Analysis of Six Randomized Placebo-Controlled Trials. Orthop Surg.
2020 Aug;12(4):1293-1303. doi: 10.1111/0s.12611

154. Chan B., Zacharin M. (2006) Maternal and infant outcome after pamidronate treatment of
polyostotic fibrous dysplasia and osteogenesis imperfecta before conception: a report of four cases.
J Clin Endocrinol Metab 91(6):2017-2020. doi: 10.1210/jc.2005-2548.

155. Murray S., Shamsuddin W., Russell R. (2011) Sequential combined spinal-epidural for

caesarean delivery in osteogenesis imperfecta. Int J Obstet Anesth 19(1):127-128. doi:
10.1016/j.ijoa.2009.07.0009.

72


https://www.ncbi.nlm.nih.gov/pubmed/25866298
https://www.ncbi.nlm.nih.gov/pubmed/25866298
https://doi.org/10.1007/s00223-010-9383-y
https://doi.org/10.1359/jbmr.051015
https://doi.org/10.1359/jbmr.051015

156. Benbara A., Sellier N., Benchimol M., Carbillon L. (2010) Incomplete abortion at 13 weeks’
gestation due to extreme pelvic deformity in a woman with severe osteogenesis imperfecta. J Obstet
Gynaecol 30(2):196-198. doi: 10.3109/01443610903440919.

157. Fiegel M.J. (2011) Cesarean delivery and colon resection in a patient with type 111 osteogenesis
imperfect. Semin Cardiothorac Vasc Anesth 15(3):98-101 doi: 10.1177/1089253211412978.

158. Glorieux FH: Osteogenesis imperfecta. Best Pract Res Clin Rheum 2008; 22: 85-100

159. Rauch F, Glorieux FH. Osteogenesis imperfecta. 2004, Lancet, 363:1377-1385

160. Zeitlin L, Fassier F, Glorieux FH. Modern approach to children with osteogeneis imperfecta. J

Pediatr Orthop. 2003. 12B:77-87

161. Fassier F, Sardar Z, Aarabi M, Odent T, Haque T, Hamdy R. Results and complications of a

surgical technique for correction of coxa vara in children with osteopenic bones. J Pediatr Orthop. 2008

Dec; 28(8):799-805

162. Rodriguez Celin M, Kruger KM, Caudill A, Nagamani SCS; Brittle Bone Disorders Consortium

(BBDC); Linked Clinical Research Centers (LCRC), Harris GF, Smith PA. A Multicenter Study of

Intramedullary Rodding in Osteogenesis Imperfecta. JBJS Open Access. 2020 Sep 11;5(3):20.00031

163. Bregou Bourgeois A, Aubry-Rozier B, Bonafé L, Laurent Applegate L, Pioletti DP, Zambelli

PY. Osteogenesis imperfecta: from diagnosis and multidisciplinary treatment to future perspectives.

Swiss Med Wkly 2016 ; 146 : w14322

164. Activities and participation in young adults with osteogenesis imperfecta / K. Montpetit, N.

Dahan-Oliel, J. Ruck-Gibis, F. Fassier, F. Rauch, F. Glorieux // J. Pediatr. Rehabil. Med. 2011. Vol. 4,

N 1.P.13-22,

165. From pediatric to adult care: strategic evaluation of a transition program for patients with

osteogenesis imperfect / M.J. Dogba, F. Rauch, T. Wong, J. Ruck, F.H. Glorieux, C. Bedos // BMC

Health Serv. Res. 2014. Vol. 14. P. 489

166. Multidisciplinary treatment of severe osteogenesis imperfecta: functional outcomes at skeletal

maturity / K. Montpetit, T. Palomo, F.H. Glorieux, F. Fassier, F. Rauch // Arch. Phys. Med. Rehabil.

2015. Vol. 96, N 10. P. 1834-1839

167. Marini J.C., Forlino A., Bachinger H.P., Bishop N.J., Byers P.H., Paepe A., Fassier F., Fratzl-

Zelman N., Kozloff K.M., Krakow D., Montpetit K., Semler O. Osteogenesis imperfecta. Nat. Rev.

Dis. Primers, 2017, vol. 3, pp. 17052. DOI: 10.1038/nrdp.2017.52

168. Oberc A, Sutko J. Limitations in Use of Elastic Stable Intramedullary Nailing (ESIN) in

Children with Disorders of Bone Mineralization. Ortop Traumatol Rehabil. 2020; 22(2):77-83

169. Spahn K.M., Mickel T., Carry P.M., Brazell C.J., Whalen K., Georgopoulos G., Miller N.H.

Fassier-Duval Rods are Associated With Superior Probability of Survival Compared With Static

73



Implants in a Cohort of Children With Osteogenesis Imperfecta Deformities. J Pediatr Orthop. 2019
May/Jun;39(5):e392-e396. doi: 10.1097/BP0.0000000000001324.

170. A standard set of outcome measures for the comprehensive assessment of osteogenesis
imperfecta/Nijhuis et al. Orphanet J Rare Dis (2021) 16:140 https://doi.org/10.1186/s13023-021-
01682-y

171. Kokavec M, Novorolsky K, Pribilincova Z. Moznost interdisciplinarneho ovplyvnenia hojenia
zlomenin dlhych kosti u osteogenesis imperfecta [Role of an interdisciplinary approach in the healing
of long bone fractures in patients with osteogenesis imperfecta]. Acta Chir Orthop Traumatol Cech.
2008 Jun;75(3):185-9. Slovak. PMID: 18601816

172. Sakkers RJ, Montpetit K, Tsimicalis A, Wirth T, Verhoef M, Hamdy R, Ouellet JA, Castelein
RM, Damas C, Janus GJ, Nijhuis WH, Panzeri L, Paveri S, Mekking D, Thorstad K, Kruse RW. A
roadmap to surgery in osteogenesis imperfecta: results of an international collaboration of patient
organizations and interdisciplinary care teams. Acta Orthop. 2021 Oct;92(5):608-614. doi:
10.1080/17453674.2021.1941628. Epub 2021 Jun 28. PMID: 34180749; PMCID: PMC8519518.
173. Monti E., Mottes M., Fraschini P., Brunelli P., Forlino A., Venturi G., Doro F., Perlini S.,
Cavarzere P., Antoniazzi F. Current and emerging treatments for the management of osteogenesis
imperfecta. Ther Clin Risk Manag. 2010 Sep 7;6:367-81.

174. Ruck J., Dahan-Oliel N., Montpetit K., Rauch F., Fassier F. Fassier-Duval femoral rodding in
children with osteogenesis imperfecta receiving bisphosphonates: functional outcomes at one year. J
Child Orthop. 2011 Jun;5(3):217-24. doi: 10.1007/s11832-011-0341-7

175. LinT.Y,, Yang C.Y., Liu S.C. Corrective osteotomy with retrograde Fassier-Duval nail in an
osteogenesis imperfecta patient with bilateral genu valgum: A case report. Medicine (Baltimore). 2017
Nov;96(47):e8459. doi: 10.1097/MD.0000000000008459.

176. Azzam K.A., Rush E.T., Burke B.R., Nabower A.M., Esposito P.W. Mid-term Results of
Femoral and Tibial Osteotomies and Fassier-Duval Nailing in Children With Osteogenesis Imperfecta.
J Pediatr Orthop. 2018 Jul;38(6):331-336. doi: 10.1097/BP0O.0000000000000824.

177. Shin C. H.,, Lee D. J., Yoo W. J., Choi I. H., Cho, T.-J. (2018). Dual Interlocking Telescopic
Rod Provides Effective Tibial Stabilization in Children With Osteogenesis Imperfecta. Clin Orthop
Relat Res. 2018 Nov; 476(11): 2238-2246. doi:10.1097/corr.0000000000000429.

178. Persiani P., Ranaldi F.M., Martini L., Zambrano A., Celli M., D'Eufemia P., Villani C.
Treatment of tibial deformities with the Fassier-Duval telescopic nail and minimally invasive
percutaneous osteotomies in patients with osteogenesis imperfecta type I11. J Pediatr Orthop B. 2019
Mar;28(2):179-185. doi: 10.1097/BPB.0000000000000536.

74



179. Fassier FR. Osteogenesis Imperfecta-Who Needs Rodding Surgery? Curr Osteoporos Rep.
2021 Jun;19(3):264-270. doi: 10.1007/s11914-021-00665-z

180. Sabharwal S. Pediatric Lower Limb Deformities: Principles and techniques of management. 1st
ed.New York, NY: Springer International Publishing Switzerland; 2016 [Google Scholar]

181. Franzone JM, Bober MB, Rogers KJ, McGreal CM, Kruse RW. Re-alignment and
intramedullary rodding of the humerus and forearm in children with osteogenesis imperfecta: revision
rate and effect on fracture rate. J Child Orthop. 2017;11(3):185-90

182. Wirth T. The orthopaedic management of long bone deformities in genetically and acquired
generalized bone weakening conditions. J Child Orthop. 2019;13(1):12-21

183. Hidalgo Perea S, Green DW. Osteogenesis imperfecta: treatment and surgical management.
Curr Opin Pediatr. 2021 Feb 1;33(1):74-78. doi: 10.1097/MOP.0000000000000968. PMID: 33278111
184. Popkov D, Dolganova T, Mingazov E, Dolganov D, Kobyzev A. Combined technique of
titanium telescopic rods and external fixation in osteogenesis imperfecta patients: First 12 consecutive
cases. J Orthop. 2020 Jun 20;22:316-325

185. EI-Adl G, Khalil MA, Enan A, Mostafa MF, El-Lakkany MR. Telescoping versus non-
telescoping rods in the treatment of osteogenesis imperfecta. Acta Orthop Belg. 2009 Apr;75(2):200-
8. PMID: 19492559.

186. Makhdom AM, Kishta W, Saran N, Azouz M, Fassier F. Are Fassier-Duval rods at risk of
migration in patients undergoing spine magnetic resonance imaging? J Pediatr Orthop. 2015 Apr-
May;35(3):323-7. doi: 10.1097/BP0.0000000000000256

187. Ong N, Zailan I, Tandon A. Imaging update in arthroplasty. J Clin Orthop Trauma. 2021 Oct
21;23:101649. doi: 10.1016/j.jcot.2021.101649. PMID: 34777990

188. Popkov, D., Popkov, A., Mingazov, E. (2019). Use of sliding transphyseal flexible
intramedullary nailing in pediatric osteogenesis imperfecta patients. Acta Orthop Belg, 85(1):1-11
189. Cononosuuxosa E.H., XKepnes K.B., Uennauenko O.b. Pe3ynbraTsl npuMeHeHUs ABYX pa3HbIX
Croco00B MHTpaMEAYyJUISIPHOTO OCTEOCHHTE3a Yy JEeTell C HecoBepiieHHbIM ocTeoreHe3oM |l Tuma
Poccuiickuit nenuarpuueckuit xxypnan. 2021. T. 24. Ne S. C. 5.

190. TIlomkoB .A., Munrazos D.P., I'youn A.B., I'BozneB H.C., Apanosuu A.M., CemenoB A.JI.
HCCOBepHIeHHBIﬁ OCTCOI'CHE3: POJIb U MECTO OpTOHeﬂquCKOﬁ XUPYPTHUU HUKHUX KOHeuHocTell I enui
opronenuu. 2021. T. 27. Ne 4. C. 461-467

191. PwixynoB A.B., JleneneB M.A., benoBa H.A. OmpIT MCIONB30BaHUsI HHTPaMEIYJUISPHBIX
TEJIECKONIMYECKUX CTEp)KHEM TIpU  HECOBEPIIEHHOM OCTeoreHese y gaered Poccuiickuit

neauarpudeckuii sxypuai. 2023. T. 26. Ne S3. C. 51-52

75



192. Boutaud B, Laville JM. L’embrochage centromédullaire coulissant dans [’ostéogenese
imparfaite. Rev Chir Orthop. 2004. 90:304-311

193. Persiani, P., Martini, L., Ranaldi, F.M., Zambrano, A., Celli, M., Celli, L., D'Eufemia, P.,
Villani, C. (2019). Elastic intramedullary nailing of the femur fracture in patients affected by
osteogenesis imperfecta type 3: Indications, limits and pitfalls. Injury, Suppl 2:5S52-S56

194. Langlais, T., Pannier, S., De Tienda, M., Dukan, R., Finidori, G., Glorion, C., Péjin, Z. (2021).
'In-Out-In" K-wires sliding in severe tibial deformities of osteogenesis imperfecta: a technical note. J
Pediatr Orthop B. 30(3):257-2

195. Agarwal V., Joseph B. Non-union in osteogenesis imperfecta. J PediatrOrthop B 2005; 14:451—
455, doi: 10.1097/01202412-200511000-00013.

196. Pichard C.P., Robinson R.E., Skolasky R.L., Fedarko N.S., Leet A.l. Surgical blood loss during
femoral rodding in children with osteogenesis imperfecta. J Child Orthop 2009; 3:301-305.

197. Birke O., Davies N., Latimer M., Little D.G., Bellemore M. Experience with the FassierDuval
telescopic rod: first 24 consecutive cases with a minimum of 1-year follow-up. J Pediatr Orthop.
2011;31:458-464, doi: 10.1097/BP0O.0b013e31821bfb50.

198. Fassier F, Esposito P, Sponseller PD, Smith P., Sussman M., Sundberg S., Ruck-Gibis J., Ruck-
Gibis T. Multicenter Radiological Assessment of the Fassier-Duval Femoral Rodding. San Diego, CA:
Proceedings of the Annual Meeting of the Pediatric Orthopaedic Society of North America (POSNA);
2006.

199. Abulsaad M., Abdelrahman A. Modified Sofield-Millar operation: less invasive surgery of
lower limbs in osteogenesis imperfecta. Int Orthop 2009; 33:527-532, doi: 10.1007/s00264-008-0515-
1.

200. Enright WJ, Noonan KJ. Bone plating in patients with type 111 osteogenesis imperfecta: results
and complications. lowa Orthop J. 2006;26:37-40. PMID: 16789446; PMCID: PMC1888596.

201. Franzone JM, Kruse RW. Intramedullary nailing with supplemental plate and screw fixation of
long bones of patients with osteogenesis imperfecta: operative technique and preliminary results. J
Pediatr Orthop B. 2018 Jul;27(4):344-349. doi: 10.1097/BPB.0000000000000405. PMID: 27832015
202. Cho TJ, Lee K, Oh CW, Park MS, Yoo WJ, Choi IH. Locking plate placement with unicortical
screw fixation adjunctive to intramedullary rodding in long bones of patients with osteogenesis
imperfecta. J Bone Joint Surg Am. 2015 May 6;97(9):733-7. doi: 10.2106/JBJS.N.01185. PMID:
25948520

203. Hsiao MS, Mormino MA, Esposito PW, Burke BA. Distal humerus atrophic nonunion in a child
with  osteogenesis imperfecta. J Pediatr Orthop. 2013 Oct-Nov;33(7):725-9. doi:
10.1097/BP0O.0b013e3182a32e69. PMID: 23965914.

76



204. Balanescu R., Ulici A., Rosca D., Topor L., Barbu M. Use of minimally invasive (percutaneous)
Fassier-Duval telescopic rod on an 8 year old patient with Lobstein disease. Chirurgia (Bucur).
2013;108:120-125.

205. Folkestad L, Hald JD, Ersbell AK, Gram J, Hermann AP, Langdahl B, Abrahamsen B, Brixen
K. Fracture Rates and Fracture Sites in Patients With Osteogenesis Imperfecta: A Nationwide Register-
Based Cohort Study. J Bone Miner Res. 2017 Jan;32(1):125-134

206. Georgescu I, Gavriliu S, Nepaliuc [, Munteanu L, Tiripa I, Ghitd R, Japie E, Hamei S, Dughila
C, Macadon M. Burnei's technique of femoral neck variation and valgisation by using the
intramedullary rod in Osteogenesis imperfecta. J Med Life. 2014 Oct-Dec;7(4):493-498

207.  Sinikumpu J.J., Ojaniemi M., Lehenkari P., Serlo W. Severe osteogenesis imperfecta Type-I11
and its challenging treatment in newborn and preschool children. A systematic review. Injury. 2015
Aug;46(8):1440-6. doi: 10.1016/j.injury.2015.04.021.

208. Violas P, Mary P. Imperfecta osteogenesis: interest of surgical treatment. Arch Pediatr 2008 ;
15:794-796

209. Sterian A, Balanescu R, Barbilian A, Tevanov I, Carp M, Nahoi C, Barbu M, Ulici A. Early
telescopic rod osteosynthesis for Osteogenesis Imperfecta patients. J Med Life 2015 ; 544-547

210. Fritz JM, Guan Y, Wang M, et al.: A fracture risk assessment model of the femur in children
with osteogenesis imperfecta (Ol) during gait. Med Eng Phys. 2009; 31(9): 1043-8

211.  Fritz JM, Guan Y, Wang M, et al.: Muscle force sensitivity of a finite element fracture risk
assessment model in osteogenesis imperfecta - biomed 2009. Biomed Sci Instrum. 2009; 45: 316-21
212. Caouette C, Rauch F, Villemure I, et al.: Biomechanical analysis of fracture risk associated with
tibia deformity in children with osteogenesis imperfecta: a finite element analysis. J Musculoskelet
Neuronal Interact. 2014; 14(2): 205-12.

213. Ashby E, Montpetit K, Hamdy RC, Fassier F. Functional Outcome of Humeral Rodding in
Children With Osteogenesis Imperfecta. J Pediatr Orthop. 2018 Jan;38(1):49-53

214. Laron D, Pandya NK. Advances in the orthopedic management of osteogenesis imperfecta
Orthop Clin North Am. 2013 Oct;44(4):565-73

215. Roberts TT, Cepela DJ, Uhl RL, Lozman J. Orthopaedic Considerations for the Adult With
Osteogenesis Imperfecta. J Am Acad Orthop Surg. 2016 May;24(5):298-308

216. Gil JA, DeFroda SF, Sindhu K, Cruz Al Jr, Daniels AH. Challenges of Fracture Management
for Adults With Osteogenesis Imperfecta. Orthopedics. 2017 Jan 1;40(1):e17-e22

217. Bishop NJ. Walsh JS. Osteogenesis imperfecta in adults. J Clin Invest, 2014, 124:476-477
218. Kocher MS, Shapiro F: Osteogenesis imperfecta. J Am Acad Orthop Surg 1998;6 (4):225-236

77



219. Yilmaz G, Hwang S, Oto M, et al: Surgical treatment of scoliosis in osteogenesis imperfecta
with cement- augmented pedicle screw instrumentation. J Spinal Disord Tech 2014;27(3):174-180
220. Sergey Ryabykh, Elena Schurova, Polina Ochirova, Olga Sergeenko, Dmitry Savin Surgical
correction of spinal pathology in patients with osteogenesis imperfecta // Osteogenesis Imperfecta:
From Diagnosis to Treatment. 2021, Nova Publ., pp.255-260

221. Skaggs D. L. et al. A classification of growth friendly spine implants //Journal of Pediatric
Orthopaedics. — 2014. — T. 34. — Ne. 3. — C. 260-274

222. Campbell Jr R. M., Smith M. D. Thoracic insufficiency syndrome and exotic scoliosis //JBJS.
—2007. —T. 89. — Ne. suppl 1. - C. 108-122

223. Widmann RF, Bitan FD, Laplaza FJ, Burke SW, DiMaio MF, Schneider R. Spinal deformity,
pulmonary compromise, and quality of life in osteogenesis imperfecta Spine (Phila Pa 1976). 1999
Aug 15;24(16):1673-8. doi: 10.1097/00007632-199908150-00008.

224. Ibrahim A. G., Crockard H. A. (2007). Basilar impression and osteogenesis imperfecta: a 21-
year retrospective review of outcomes in 20 patients. Journal of Neurosurgery: Spine, 7(6), 594—600.
doi:10.3171/spi-07/12/594

225. Hijazi M, Mihailescu SD, Horion J, Goldenberg A, Marie JP. Stapes surgery in osteogenesis
imperfecta: retrospective analysis of 18 operated ears. Eur Arch Otorhinolaryngol. 2021
Dec;278(12):4697-4705

226. Ugarteburu M, Cardoso L, Richter CP, Carriero A. Treatments for hearing loss in osteogenesis
imperfecta: a systematic review and meta-analysis on their efficacy. Sci Rep. 2022 Oct 12;12(1):17125
227. Sainz, M., Garcia-Valdecasas, J., & Ballesteros, J. M. (2009). Surgical options for hearing loss
in patients with osteogenesis imperfecta. Acta Otorrinolaringologica (English Edition), 60(2), 126—
130. doi:10.1016/s2173-5735(09)70115-2

228. Pillion J. P., Vernick D., Shapiro J. (2011). Hearing Loss in Osteogenesis Imperfecta:
Characteristics and Treatment Considerations. Genetics Research International, 2011, 1-6.
d0i:10.4061/2011/983942.

229. Antoniazzi F, Mottes M, Fraschini P, Brunelli PC, Tato L. Osteogenesis imperfecta: practical
treatment guidelines. Paediatr Drugs. 2000 Nov-Dec;2(6):465-88. doi: 10.2165/00128072-200002060-
00005. PMID: 11127846

230. Marini J.C., Hopkins E., Glorieux F.H., Chrousos G.P., Reynolds J.C., Gundberg C.M., Reing
C.M. Positive linear growth and bone responses to growth hormone treatment in children with types
Il and 1V osteogenesis imperfecta: high predictive value of the carboxyterminal propeptide of type |
procollagen. J Bone Miner Res 2003; 18:237.

78



231. https://www.uptodate.com/contents/osteogenesis-imperfecta-management-and-
prognosis/abstract/56 Antoniazzi F, Monti E, Venturi G, Franceschi R, Doro F, Gatti D, Zamboni G,
Tatdo L. GH in combination with bisphosphonate treatment in osteogenesis imperfecta. Eur J
Endocrinol. 2010 Sep;163(3):479-87 69, 70

232. Huang R.P., Ambrose C.G., Sullivan E., Haynes R.J. (2006). Functional Significance of Bone
Density Measurements in Children with Osteogenesis Imperfecta. The Journal of Bone & Joint
Surgery, 88(6), 1324-1330. doi:10.2106/jbjs.e.00333.

233. Pain Management https://oif.org/wp-content/uploads/2019/08/Pain_Management.pdf,

234. Ricki S. Carroll,Perri  Donenfeld,Cristina  McGreal,Jeanne M. Franzone,Richard W.
Kruse,Catherine Preedy,Joanna Costa,Daniel R. Dirnberger,Michael B. Bober Comprehensive pain
management strategy for infants with moderate to severe osteogenesis imperfecta in the perinatal
period. Paediatric and neonatal pain. Volume3, Issue4 December 2021 Pages 156-
162https://doi.org/10.1002/pne2.12066

235. Tracy Nghiem , Khadidja Chougui , Alisha Michalovic , Chitra Lalloo , Jennifer Stinson |,
Marie-Elaine Lafrance , Telma Palomo , Noémi Dahan-Oliel & Argerie Tsimicalis (2018) Pain
experiences of adults with osteogenesis imperfecta: An integrative review, Canadian Journal of Pain,
2:1,9-20, DOI: 10.1080/24740527.2017.1422115

236. Brown, S. et al. (2016) “A randomized controlled trial of amitriptyline versus gabapentin for
complex regional pain syndrome type I and neuropathic pain in children,” Scandinavian Journal of
Pain, 13(1), pp. 156-163. Available at: https://doi.org/10.1016/j.sjpain.2016.05.039

237. Orwoll, E.S. et al. (2014) “Evaluation of teriparatide treatment in adults with osteogenesis
imperfecta,” Journal of Clinical Investigation, 124(2), pp. 491-498. Available at:
https://doi.org/10.1172/jci71101.

238. https://www.england.nhs.uk/wp-content/uploads/2018/07/Teriparatide-for-the-treatment-of-
osteogenesis-imperfecta-adults.pdf

239. Kobayashi T, Nakamura Y, Suzuki T, Yamaguchi T, Takeda R, Takagi M, Hasegawa T, Kosho
T, Kato H. Efficacy and Safety of Denosumab Therapy for Osteogenesis Imperfecta Patients with
Osteoporosis—Case ~ Series.  Journal of  Clinical Medicine. 2018; 7(12):479.
https://doi.org/10.3390/jcm7120479

240. Dattagupta A, Petak S. Osteoporosis Improved by Romosozumab Therapy in a Patient With
Type | Osteogenesis Imperfecta. AACE Clin Case Rep. 2023 Oct 27;9(6):209-212. doi:
10.1016/j.aace.2023.10.002. PMID: 38045794; PMCID: PMC10690408

79



241. Uehara M, Nakamura Y, Nakano M, Miyazaki A, Suzuki T, Takahashi J. Efficacy of
romosozumab for osteoporosis in a patient with osteogenesis imperfecta: A case report. Mod
Rheumatol Case Rep. 2022 Jan 7;6(1):128-133. doi: 10.1093/mrcr/rxab018. PMID: 34491363

242. Davis S, Simpson E, Hamilton J, James MM, Rawdin A, Wong R, Goka E, Gittoes N, Selby P.
Denosumab, raloxifene, romosozumab and teriparatide to prevent osteoporotic fragility fractures: a
systematic review and economic evaluation. Health Technol Assess. 2020 Jun;24(29):1-314. doi:
10.3310/hta24290. PMID: 32588816; PMCID: PMC7357239

243. Ralston SH, Gaston MS. Management of Osteogenesis Imperfecta. Front Endocrinol
(Lausanne). 2020 Feb 11;10:924

244. bypueB M.E., ®ponos A.B., JlorBunoB A.H., u np. CoBpeMeHHBII NOIX0 K TUarHOCTUKE U
JCUCHUIO JIeTe ¢ HECOBEepIIEHHBIM ocTeoreHe3oM //  OpTomeaus, TpaBMAToloTus |
BOCCTaHOBUTENbHASI XUPYPrus AeTckoro Bo3pacrta. - 2019. - T. 7. - Ne2. - C. 87-102

245.  https://www.physio-pedia.com/Osteogenesis_Imperfecta

246. Mueller B, Engelbert R, Baratta-Ziska F, Bartels B, Blanc N, Brizola E, Fraschini P, Hill C,
Marr C, Mills L, Montpetit K, Pacey V, Molina MR, Schuuring M, Verhille C, de Vries O, Yeung
EHK, Semler O. Consensus statement on physical rehabilitation in children and adolescents with
osteogenesis imperfecta. Orphanet J Rare Dis. 2018 Sep 10;13(1):158

247. Montpetit K, Palomo T, Glorieux FH, et al. Multidisciplinary treatment of severe osteogenesis
imperfecta: functional outcomes at skeletal maturity. Arch Phys Med Rehabil. 2015;96(10):1834-1839.
https://doi.org/10.1016/j.apmr.2015.06.006.

248. Biggin A, Munns CF. Osteogenesis imperfecta: diagnosis and treatment. Curr Osteoporos Rep.
2014 Sep;12(3):279-88. doi: 10.1007/s11914-014-0225-0

249. Hoyer-Kuhn H, Semler O, Stark C, et al. A specialized rehabilitation approach improves
mobility in children with osteogenesis imperfecta. J Musculoskelet Neuronal Interact. 2014;14(4):445-
453.

250. Physiotherapy and patients with osteogenesis imperfecta: an experience report Carmem Lia
Martins Moreira, Ana Cristina Bohrer Gilbert, Maria Angélica de Faria Domingues Lima, Maria
Helena Cabral de Almeida Cardoso, Juan Clinton Llerena Jr.* Fisioter. Mov., Curitiba, v. 28, n. 2, p.
307-317, Apr./June 2015 Licenciado sob wuma Licenga Creative Commons DOI:
http://dx.doi.org.10.1590/0103-5150.028.002.A011

251. Fassier F, Duval P. New concept for telescoping rodding in osteogenesis imperfecta:
preliminary results. In: Proceedings of the Annual meeting of the Pediatric Orthopaedic Society of
North America (POSNA); 2001 May 2-5; Cancun, Mexico

80



252. Verdonk SJE, Storoni S, Micha D, van den Aardweg JG, Versacci P, Celli L, de Vries R,

Zhytnik L, Kamp O, Bugiani M, Eekhoff EMW. Is Osteogenesis Imperfecta Associated with

Cardiovascular Abnormalities? A Systematic Review of the Literature. Calcif Tissue Int. 2024

Mar;114(3):210-221. doi: 10.1007/s00223-023-01171-3. Epub 2024 Jan 19. PMID: 38243143

253. Osteogenesis Imperfecta Joan C. Marini, An N. Dang Do

https://www.ncbi.nlm.nih.gov/books/NBK279109/ (Last Update: July 26, 2020.)

254. Bellur S., Jain M., Cuthbertson D., Krakow D., Shapiro J. R., Steiner R.D., Smith P.A., Bober

M.B., Hart T., Krischer J., Mullins M., Byers P.H., Pepin M., Durigova M., Glorieux F.H., Rauch F.,

Sutton V.R., Lee B., Members of the BBD Consortium, Nagamani, S. C. (2015). Cesarean delivery is

not associated with decreased at-birth fracture rates in osteogenesis imperfecta. Genetics in Medicine,

18(6), 570-576. doi:10.1038/gim.2015.131.

255.  Wekre L.L., Eriksen E.F., Falch J.A. Bone mass, bone markers and prevalence of fractures in

adults with osteogenesis imperfecta. Arch Osteoporos. 2011;6:31-8. doi: 10.1007/s11657-011-0054-z.

256. Jele& Z, Primorac D, Anti¢evi¢ D. Personalized surgery approach in severe form of osteogenesis

imperfecta type Ill: point of view. J Pediatr Orthop B. 2019 Sep;28(5):505-508. doi:

10.1097/BPB.0000000000000598.

257. Ghosh P. S., Taute C. T., Ghosh D. (2011). Teaching Neurolmages: Platybasia and basilar

invagination in osteogenesis imperfecta. Neurology, 77(18), e108—e108.

d0i:10.1212/wnl.0b013e31823648de.

258. Cobanoglu M., Bauer J.M., Campbell J.W., Shah S.A. Basilar impression in osteogenesis

imperfecta treated with staged halo traction and posterior decompression with short-segment fusion. J

Craniovertebr Junction Spine. 2018 Jul-Sep; 9(3): 212-215. doi: 10.4103/jcvjs.JCVJS_63_18.

259. Birke O, Davies N, Latimer M, Little DG, Bellemore M. Experience with the Fassier-Duval

telescopic rod: first 24 consecutive cases with a minimum of 1-year follow-up. J Pediatr Orthop. 2011

Jun;31(4):458-464

260. Khan H, Ahmed Z and Umair M: Beyond brittle bones: Genetic mechanisms underlying
osteogenesis imperfecta (Review). World Acad Sci J 6: 69, 2024

261. Ozer I, Demir S, Yilmaz M. Intramedullary telescopic nailing method applied in cases with
osteogenesis imperfecta and our results. BMC Musculoskelet Disord. 2025 Aug 7;26(1):752. doi:
10.1186/s12891-025-08790-x. PMID: 40775629; PMCID: PMC12329964.

262. Franzone JM, Shah SA, Wallace MJ, Kruse RW. Osteogenesis Imperfecta: A Pediatric
Orthopedic  Perspective. Orthop Clin North  Am. 2019 Apr;50(2):193-209. doi:
10.1016/j.0cl.2018.10.003. PMID: 30850078

81



263. Sponer P, Korbel M, Kucera T. Challenges of total knee arthroplasty in osteogenesis
imperfecta: case report and literature review. J Int Med Res. 2022 May;50(5):30006052210973609.
doi: 10.1177/03000605221097369. PMID: 35615788; PMCID: PMC9152202

264. Sekeitto AR, van der Jagt K, Sikhauli N, Mokete L, Bowers AG, van der Jagt DR. Hip
Arthroplasty in Patients with Osteogenesis Imperfecta. JBJS Rev. 2021 Jun 8;9(6). doi:
10.2106/JBJS.RVW.20.00171. PMID: 34101698

265. Carlson SW, Sierra RJ, Trousdale RT. Total Hip Arthroplasty in Patients With Osteogenesis
Imperfecta. J Arthroplasty. 2020 Aug;35(8):2131-2135. doi: 10.1016/j.arth.2020.03.023. Epub
2020 Mar 18. PMID: 32359957

266. Brand J, Tyagi V, Rubin L. Total knee arthroplasty in osteogenesis imperfecta. Arthroplast
Today. 2018 Oct 22;5(2):176-180. doi: 10.1016/j.artd.2018.09.006. PMID: 31286040; PMCID:
PMC6588802. (https://pmc.nchi.nim.nih.gov/articles/PMC6588802

267. Nakahashi N, Iba K, Yamashita T. Anconeus interposition arthroplasty in an adolescent patient
with osteogenesis imperfecta: a case report. JSES Rev Rep Tech. 2022 Apr 27;2(3):427-430. doi:
10.1016/j.xrrt.2022.04.002. PMID: 37588873; PMCID: PMC10426648.

268.  Anaesthesia recommendations for Osteogenesis imperfecta chrome-
extension://efaidnbmnnnibpcajpcglclefindmkaj/https://www.orphananesthesia.eu/rare-
diseases/published-guidelines/osteogenesis-imperfecta/881-osteogenesis-imperfecta-2/file.html

269. GeneReviews® [Internet]. Adam MP, Bick S, Mirzaa GM, et al., editors. Seattle (WA):
University of Washington, Seattle; 1993-2026. https://www.ncbi.nlm.nih.gov/books/NBK1295/
COL1AL1l- and COL1A2-Related Osteogenesis Imperfecta Synonyms: Brittle Bone Disease, Ol
Mercedes Rodriguez Celin, MD, Robert D Steiner, MD, and Donald Basel, MD.].

270. H.B.Emmmmaa «®usndeckas peaOWwiMTanuds TP HECOBEPIICHHOM  OCTCOTCHE3E»
(PYKOBO,[[CTBO PRI (1)I/IBI/I‘ICCKI/IX TCPAIICBTOB W 3ProTcparcBTOB, pOI[PITGJ'ICfI ,HCTCP’I C
HECOBEpIIEHHBIM ocTeoreHe3oM | m3nanue. Poccus, Cankr-IlerepOypr, 2022- 98c.

271. Gehlen M, Schwarz-Eywill M, Hinz C, Pfeifer M, Siebers-Renelt U, Ratanski M, Maier A.
Rehabilitation seltener Erkrankungen im Erwachsenenalter: Osteogenesis imperfecta
[Rehabilitation of orphan diseases in adulthood: osteogenesis imperfecta]. Z Rheumatol. 2021
Feb;80(1):29-42. German. doi: 10.1007/s00393-020-00927-8. PMID: 33259008.

272. Gilani M, Todd S, Wong SC, McDevitt H, Kyriakou A, Mason A. Acceptability and Barriers
of Exercise in Children With Osteogenesis Imperfecta. Arch Rehabil Res Clin Transl. 2025 Apr
28;7(3):100458. doi: 10.1016/j.arrct.2025.100458. PMID: 40980517; PMCID: PMC12447189.

82



IIpunoxenne Al. CocraB padoueii rpynnsl no paspadoTke U NepecMoTpy
KJIMHUYECKHX PeKOMEeHIalui.
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npaktuueckuii Llentp J[lerckoi mncuxoneBposorun JI3M, mnpodeccop kadeapbl HEBPOJIOTHH,
(bu3nuecKoil u peabUINTalMOHHONW MEAUIIMHEI IeTCKoro Bo3pacta PHMO MU PYIH
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Buuenckuii B.A. — k.M.H, Bpad TpaBMarosior-oprones KIIMHUKN BBICOKMX MEJUIIMHCKUX TEXHOJIOTHH
uM. H.M.ITuporosa, r. Canxr-Ilerepoypr

Jan U.M. Bpad TpaBMaToJIOr-OpTOIE/] B OTACICHUH AETCUKOW KOCTHOM MATOJIOTUU U IOJPOCTKOBOU
opronenuu OI'BY «IUTO um. H.H. IIpuoposa» Munsnpasa Poccun, r. Mocksa

Ko:xkeBunkoB B.B — k.M.H., 3aBenytomuii otaenenrem aerckoil oproneauun OI'bY «HHUUTO um.
S.JI. luBesina» Mun3zapasa Poccun.

ManueBckuii B. A. — n.m.H, npodeccop, 3aBenyroumii kadeapoil TOCHUTAIBHOM NeaUaTpuH,
I'maBHBI JETCKMI KapJHOJOr, peBMaroyJior MMHHUCTEPCTBA 3/paBoOXpaHeHus PecryOnuku

bamkoprocTan, [ 1aBHBII BHEIITATHBINA eTCKHI peBMaTtoior [IpuBomkckoro deaeparbHOro OKpyra
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KOnycos JI.U. — x.M.H, Bpau-opTonen ['bY3 «Pecnybnukanckasi AeTcKas KIHHUYECKass OOJIbHHIIA
Pecy6nuka bamkupus, r. Yoa

Enunmmua H.B. - Bpau JIOK u ciopTUBHOI METUITMHBI, OOIIECTBEHHOE 37J0POBHE U 3/IPAaBOOXPAHEHUE
brnarorBoputensHbIil GoHA «XPYNKUE IO , BEAYIIUN CIIeHAIUCT MpoekTa «Ciyx0a MOOMIBHOM
peadbumuTaIIm.

Byknemumes FO.B. — Bpau-tpaBMmaTosnor opronen Beicuied kateropuu, ®I'bY «HaunonanbHbli
MEIHUIMHCKUI HUCCIEA0BATEIbCKUIA LEHTP TpaBmarosorun u oproneaun mmenu H.H. Ilpuoposar»
Munsnpasa Poccuu, r. MockBa

Hpimasinckas B.B. - accuctenT kadeapsl 1eTCKOM CTOMATOIOTUU CTOMATOJIOTUYECKOT0 (paKyIbTeTa
OI'bOY BO «MocKkOBCKUI rOCYAapCTBEHHBIH MEINKO-CTOMATOJIOTMYECKUN YHUBEPCUTET UMEHHU A.
N. EsnoxnmoBa» Munucrepcrsa 3apaBooxpanenus Poccuiickoit denepanum,

Koctuk M.M. — a.m.H., npodeccop kadeapsl rocnutanbHoil neauatpuun @I'BOY BO Cankr-
[leTepOyprckuit TOCyIapCTBEHHBIN MeInaTpUuecKuii MeAUIIMHCKHM yHUBepcuTeT M3 P®D, rnaBHbIi
BHEIUTATHBIN CHEIUAINCT JETCKUM PEBMATOJIOI KOMUTETA 10 3PaBOOXPAHEHUIO aIMUHUACTPALUH T.
Cankr-IlerepOypra, riaBHbII BHEIUTATHBIA CIIELUATUCT JETCKUIl peBMaTojor CeBepo-3amagHoro
dbenepanbHOoro okpyra PO

Tiopun A.B. — K.M.H., JOUEHT, 3aBeAyromuil kadenpoir BHyTpeHHux Oonesneit ®I'bOY BO
bamkupckuii rocyaapcTBEHHbIM MEIUIIMHCKUN YHUBEPCUTET

Kycrosa O.B. — Bpau-pentrenonor ®I'AY «HMUL] 3n0poBbs nereit» Munzapasa Poccun
AnucumoBa U.B. — k.M.H., Bpau-reHeTuk ®I'BHY «Meauko-renHeTnueckuii Hay4HbI LEHTP UM.
akanemuka H.I1.boukoBay, uneH Accouuanuu MEAUIUHCKUX T€HETUKOB.

Cy60oTun JI.M. — Bpau-renetuk ®I'BHY «Menuko-reneTnyeckuii HAyqHBIM [IEHTP UM. aKaJeMHKa
H.IT.BoukoBay, wiieH Acconuanui MEIUIMHCKAX NeHETUKOB.

MapkoBa T.B. — a.M.H., BeAylLI1il HAYYHBIA COTPYAHUK HAy4YHO-KOHCYJIBTATUBHOIO OT/ENA, Bpay-
renetuk GPI'BHY «Menuko-reHeTH4ecKuii HaydHbld LeHTp UM. akajgemMuka H.II.boukosa», udieH
Acconuanuy MEIUIUHCKUX T€HETUKOB.

MepkypbeBa E.C. — acnupant HaydyHO-KOHCYyinbTaTuBHOro otaena @OI'BHY «Menuko-
FEHETUYECKUI Hay4yHbIM LEeHTp uM. akagemuka H. I1.boukoBay.

XycannoBa Puta UropeBHa — 1.6.H., miaBHbli Hay4Hblil cotpynnuk ['HI[ PO OI'BY «HMUIL

SHJIOKpUHOJIOTMU» MuH3apaBa Poccun

MemepsikoBa E.A. — ocHOBaTenb U 1upekTop Gponaa «XpynKue JHau»
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Asmopwl noomeepacoarom omcymemeaue YUHaAHCoB0L NOOOEPHCKU/KOHDAUKMA UHMEPeCO8, KOMOPblll

HeobXo0umo 0b6Hapooosams.
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Ipunoxenne A2. MeromoJsiorust pa3padoTKu KJIMHUYECKHX PeKOMEHIAUH

Knunuueckue pekomem)auuu C030aHbl HA OCHOGAHUU COBpEMEHHBIX MleCOyHaPOOHblx

muuuuecxuxpekomendauuﬁ no 0uazu0cmul<e, JleYeHUI0 U 86e0eHUI0 DOJIbHBIX C HeCo6epuLleHHbIM

OCMmeo2eHe3oMm.

HeseBasi ayIuTOPUS JAHHBIX KIMHHUYECKUX PeKOMeEHIaMii:

Bpauun-neauarpsl

Bpauu o01mieli BpaueOHOM MPaKTUKH (CEMEMHBIC BpAUH )

Bpauu-tepaneBTbl

Bpaun-renetuku

Bpauu-3nnokpuHonaoru

Bpauu nerckue 3H10KpUHOIOTH

Bpauu-xupypru

Bpauu-gerckue xupypru

Bpauu- TpaBMaTonoru-opTomneab

Bpauu- HeBposoru

Bpauu - pentrenonoru

Bpaun-oropuHOIapuHIrosoru

Bpauu — cypzios10ru - OTOpUHOIAPUHT OJIOTH

Bpauu kapauonoru

Bpauu nerckue kapauosnoru

Bpauu opransmonorn

Bpaun-nynemMoHoII0TH

Bpauu no neyebHol Gpu3KynpType (WK Bpauud MO MEAUIIUMHCKON peaOMINTAIINK, WIH Bpaur—
(u3MOTEpaneBThl, WM CHEUUATMCTBl C BBICIIMM (HEMEAMIMHCKUM) 00pa3oBaHUEM
(MHCTPYKTOPBI—METOAUCTBl MO JiIedeOHON (U3KYIbTYpEe, WM CHEHUAINUCTBI CO CPEIHUM
npodecCHOHATBHBIM  (MEIMIMHCKUM)  00pa3oBaHueM (MHCTPYKTOpPBl 1O  JieueOHOi
(GU3KyIbType, MEAULIMHCKUE CECTPBI IO MACCAXKYy, METUIIUHCKHE CECTPHI IO (PU3UOTEPAIIUN)).
Bpauu ¢pyHKIIMOHATEHON TMATHOCTUKA

Crynentsl MenquuuHckux BY30B

OOyuaromiuecs: B OpAMHATYPE U aCIIUPAHType

MeTO,Z[LI, HCIMOJb30BaHHbIC 1A cﬁopa/ce.nelcmm A0Ka3aTeJabCTB:

IMOUCK B 3JICKTPOHHBIX 0a3ax JaHHBIX.

Onucanue METOAO0B, HCITOJIBb30BAaHHBIX AJI51 cﬁopa/ce.ﬂemmn A0Ka3aTe/IbCTB:
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JIOKa3aTeIbHOW  0a30d  JUIsl PEKOMEHAAIMK  SBJSIOTCS  MyOJMKallMKM, BOIIEIIINE B
Koxkpanosckyro 6ubnuoreky, 6a3p1 qanabix EMBASE n MEDLINE. I'ny6una nmoucka cocrasisiia 5
JIET.

MeTtoabl, HCIOJL30BAHHDBIE JJISl OLEHKH KAYeCTBAa M CHJIBI JI0KA3aTeJILCTB:

° KoHceHcyc akcnepToB;

° OlieHKa 3HAYUMOCTH B COOTBETCTBUH C PEUTHHIOBOM CXEMOM.

Tabmuua 1. Illkama oreHKW ypoBHEW mocToBepHOCTH jgokasatenseTB (YJIJI) mns MeToaos
JUArHOCTHKH (IHArHOCTHYECKHUX BMEIIATEILCTB)

Y I/1|PactundpoBka

Cucremarnueckue 0030pbl HCCIEIOBAaHUN C KOHTPOJIEM pe(epeHCHBIM METOI0M MU
1. |cucremarmueckuit 0030p paHAOMU3UPOBAHHBIX KIMHUYECKUX MCCIEIOBAHUN C IPUMEHEHUEM
MeTa-aHaIn3a

OT,I[GJ'ILHLIC HCCIICAOBAHUA C KOHTPOJEM pe(l)epeHCHHM MCTOAOM HUJIK OTACIBHBIC
PAHIOMHU3UPOBAHHBIC KIIMHUYCCKHUEC UCCIICAOBAHUA U CUCTEMATUYCCKHUC O630pI)I HCCIICIOBaHUH
JTF000T0 ,I[PIBaﬁHa, 3a UCKIIIOYCHUCM PAHAOMU3HPOBAHHBIX KIMHUYCCKUX I/ICCHG,Z[OBaHPlﬁ, C
[MIPUMCHCHUCM MCTAa-aHaJIN3a

HccnenoBanust 6e3 MOCIEA0BATEIFHOTO KOHTPOJIS pe)epeHCHBIM METOJOM WJIN MCCIIeIOBAHUS C
3. |[pedepeHCHBIM METOAO0M, HE SIBJISIOIIUMCS HE3aBUCUMBIM OT HCCIIEyeMOT0 METOa WU
HEepaHAOMHU3UPOBAaHHBIC CPABHUTEIIbHBIC UCCIICIOBAHUSI, B TOM YHCJIE KOTOPTHBIC UCCIICIOBAHMS

4. HeCpaBHI/ITCJIBHI)IG HCCIICA0OBAHUS, OITMCAHUC KIMHUYCCKOTO ClIydas

5. Mmeetcst aub 000CHOBaHHE MEXaHU3Ma JEUCTBUS MU MHEHUE OKCIICPTOB

Tabmuma 2. Illkana omeHKuM YpoBHEW JOCTOBEpHOCTH JokazatenbcTB (YIJ]) nmns meronos
npoUITAKTUKY, JICUYCHHS, MEAUIINHCKOW peaOMITUTAIIH, B TOM YHCJI€ OCHOBAaHHBIX Ha UCIIOJIb30BAHIH
OPUPOJHBIX  JIe4eOHBIX  (PakTOpoB  (MPO(MMIAKTUYECKUX, JIEUYeOHBIX, peadMIUTAIIMOHHBIX
BMEIIATEJIbCTB)

Y II[PacungpoBka

1 CucremaTideckuii 0630p paHIOMHU3UPOBAHHBIX KIMHUUECKUX UCCIEIOBAaHUN C TPUMEHEHUEM
" |Mera-aHaiImn3a

OT)IGJ'II)HI)IG PAHIOMHU3UPOBAHHBIC KIIMHUYCCKUEC UCCICAOBAHNA U CUCTEMATUYCCKHUEC 0630pBI
2. I/ICCJIC,Z[OBaHI/II‘;I 1000r0 I[PISB.IZH&, 3a UCKIIFOYCHUCM PAHAOMU3HUPOBAHHBIX KIIMHUYCCKUX
I/ICCJ'IGIIOBaHI/II\/JI, C IPUMCHCHHUEM METa-aHalin3a

HepaHHOMI/I?;I/IpOBaHHI)Ie CPaBHUTCIILHBIC UCCIICAOBAHMA, B TOM YHCJIC KOTOPTHEIC

3 MCCIIEIOBaHMS

4 HecpaBHUTENbHBIE HCCIIEIOBAHMS, ONTUCAHUE KIIMHUYECKOTO CiIyvasi MJIM CEpUH CIIy4aesB,
" [MccienoBaHue 'cily4aii-KOHTPOJB"

5 Vmeercs uib 000CHOBaHME MEXaHU3Ma JIEHCTBHSI BMEIIATENbCTBA (JOKIMHUYECKUE

I/ICCJ'IC,HOBaHI/IH) HJIM MHCHHE SKCIICPTOB

Tabmuma 3. Illkana omeHku ypoBHe# yOeautenbHocTH pekomeHnauui (YYP) mns meronos
npoUIAKTUKY, JUATHOCTHKH, JICUEHUS, METUIIMHCKON peaOuINTaluy, B TOM YHCIIe OCHOBAaHHBIX Ha
WCIOJIb30BAHUN TIPHUPOJHBIX JeueOHBIX (PakToOpoB (MPOPHUIAKTUYECKUX, TUATHOCTHYECKHX,
JIe4yeOHbIX, peaObuINTAIMOHHBIX BMEIIATEIbCTB)

‘YYP‘PacmwprBKa
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CunbHas pekoMeHaus (Bce paccMaTpuBaeMble KpuTepun 3PPeKTUBHOCTH (MCXOIbI)
SIBJIIIOTCSI BAKHBIMH, BCE UCCIIEIOBAHUSI UMEIOT BHICOKOE MIJIH YIOBJIETBOPUTEILHOE
METOA0JIOTMYECKOE Ka4eCTBO, MX BBIBOABI 10 HHTEPECYIOIIUM UCXOaM SBIISIFOTCS
COTJIaCOBAaHHBIMU)

YcnoBHas pekomMeHaIus (He Bce paccMaTpuBaeMble KpuTepur 3PPEeKTUBHOCTH (MCXOIbI)
SIBIISTIOTCS] BAKHBIMH, HE BCE MCCIICOBAHMS UMEIOT BBICOKOE HITH Y/IOBJIETBOPUTEIILHOE
METOJI0JIOTUYECKOE KaueCTBO U/UIIM X BBIBOJIBI 10 HHTEPECYIOLIUM HCXOAaM HE SIBISIOTCS
COTJIACOBAaHHBIMH)

Cnabas pexomenanus (OTCyTCTBHUE JOKa3aTeNIbCTB HaJJIeXkKalllero KauyecTBa (Bce
paccMaTpuBaeMble KpUTepun 3PPEKTUBHOCTH (MCXO/Ib1) SIBIISIOTCS HEBAXKHBIMH, BCE
MCCIIEIOBaHMS UMEIOT HU3K0E METO/I0JIONMUECKOE KaUeCTBO M UX BBIBOJIBI [0 MHTEPECYIOLIUM
MCXO0/1aM He SIBIISTIOTCS COTIIACOBAaHHBIMH )

C

MeToabl, HCTIOIb30BAHHBIE [IJI51 AHAIN3A I0KA3aTeIbCTB:

. O0630pbI ONTyOITMKOBAHHBIX METa-aHAIIN30B;

. Cucremarndeckue 0030pbl ¢ TAOIUIIAMU JOKA3aTEIbCTB.
Onucanue MeTO10B, HCNIOJIb30BAHHBIX /ISl AHAJIN3A 10KA3aTEJIbCTB:

[Tpu oTOope myOIMKAIHiA KaK MOTCHIIMATLHBIX HCTOYHUKOB JOKA3aTEeIIbCTB UCTIOIB30BaHHAS B
KKIOM WCCIICJJOBAHMH METOJOJIOTHUS M3Yy4aeTCsl IS TOTO, YTOOBI yOSAWTHCS B €€ BaJUIHOCTH.
Pe3synbrar u3yueHus BIusSeT HA YPOBEHb JOKA3aTENbCTB, IPUCBAUBAEMbBIN IMyOIUKALIUU, YTO, B CBOIO
ouepe/ib, BIUSIET HA CHITY BHITEKAIOIIUX U3 HEE PEKOMEHIAIUH.

Ha mporecce oreHKH, HECOMHEHHO, MOXKET CKa3bIBaThCS W CyOBEKTUBHBIN (akTop. s
MUHUMU3AINAN TTOTCHIIMAIBLHBIX OMIMOOK KaXKI0€ MCCIEAOBAHUE OIEHUBAIOCH HE3aBUCHMO, T.€. IO
MEHBIIIeH Mepe IByMsI He3aBUCUMBIMH 4iieHaMH paboueit rpynmnbl. Kakue-nbo pa3nuyus B OlEeHKax
00CYXKIaINCh YK€ BCEil TPYyMIoi B MOTHOM cocTaBe. [Ipy HEBO3MOKHOCTH JIOCTHKEHUS KOHCEHCYca
TIPUBJICKAJICS HE3aBUCUMBII IKCIIEPT.

MeToabl, HCTIOIb30BaHHbIE 1JIs1 GOPMYITUPOBAHUS PEKOMEHTAIIMIA:

KoHceHcyc 3kcnepros.

JKOHOMMYECKHUI aHAIU3:

AHanmM3 CTOMMOCTM HE TPOBOAWJICS U TNyOnuKamuu 1o (HapMakOIKOHOMHUKE HE

aHATN3UPOBATHCH.
MeToa BauaM3aluu peKOMEeH Al ui:

o BHenHss sKkcniepTHAs OLICHKA,

o BryTpeHHss SKcriepTHas! OlleHKa.
Onucanue MeTOA BAJIMIN3ANMN PEKOMEHIAIMIi:

Hacrosimue  pekoMeHJalui B NPEABAPUTENHHOW BepcHM  OBITM  pPEIEH3UPOBAHBI
HE3aBHCHMBIMH IKCIIEPTAMH, KOTOPBIX TOMIPOCUIN TPOKOMMEHTHPOBATH MPEK/IE BCETO TO, HACKOIHKO

HHTCpHIpCTAlUA JOKA3aTCIIbCTB, JICKAIINX B OCHOBC peKOMeH,ZIaI_[I/II\/'I, JOCTYIIHA JJIA TIOHUMAaHU .
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[TosrydeHbl KOMMEHTApUU CO CTOPOHBI Bpayel IEPBUYHOIO 3B€HA B OTHOLICHUH JOXOJYABOCTH
U3JIOKEHUS PEKOMEHJAIMi M MX OICHKM BAa)XKHOCTU PEKOMEHJAIMK Kak pabodyero HMHCTPYMEHTa
IIOBCEJHEBHOM ITPAKTHUKHU.

[IpenBaputenpHast Bepcus Oblla TakXKe HaIpaBlI€HAa pPELEH3EHTY, HE MMEIoLIeMy
MEIULUHCKOT0 00pa3oBaHus, is OJy4YEHHs] KOMMEHTApUEB C TOUKH 3PEHHUs IEPCIIEKTUB MAI[IEHTOB.

KomMmeHnTapuu, ojryueHHbIE OT SKCIIEPTOB, TIIATEILHO CHCTEMAaTU3UPOBAIIUCH U 00CYKIAIHCh
npejcenaTeneM u wieHaMu pabodeid rpynmnbl. Kaxkapiil myHKT 00CyX1aJIcs, U BHOCUMBIE B pe3yJIbTaTe
9TOr0 M3MEHEHHs B PEKOMEHJALUMU PErMCTPUPOBANIMCH. EciiM K€ M3MEHEHHs HE BHOCHIIHUCH, TO
PETUCTPUPOBAIINCH IPUYMHBI OTKa3a OT BHECEHUS U3MEHEHHU.

KoHncynbTanus v 3kcnepTHasi OLeHKA:

[TpoexT pekoMeH a1l ObUT PEIIEH3UPOBAH HE3aBUCUMBIMHU SKCIIEPTAMH, KOTOPBIX MOTPOCUIIH
IIPOKOMMEHTUPOBATh, NPEXIE BCETO, JOXOMYMBOCTH M TOYHOCTb MHTEPIPETALMU JOKA3ATEIbHOU
0a3bl, JIeKalleil B OCHOBE PEKOMEHIAIH.

PaGouas rpynna:

JUis OKOHYATEeNbHOM pelakiMM U KOHTPOJS KadyecTBa PEKOMEHJAIUU ObUIM  [OBTOPHO
[IPOaHAIM3UPOBAHbI WiEHAMU paboyell rpyMIibl, KOTOPbIE MPHUIIUIM K 3aKIIOYEHHIO, UTO BCE 3aMEUaHMsI
Y KOMMEHTAapUH 3KCIIEPTOB NMPUHATHI BO BHUMAaHUE, PUCK CUCTEMAaTHUECKUX OIUOOK Ipu pazpaboTke
peKoOMeHIaluii CBE€IEH K MUHUMYMY.

ITopsinok 00HOB/IEHHS KIMHUYECKUX PeKOMEHIalHii.

MexaHu3M OOHOBIICHMSI KIMHUYECKMX DPEKOMEHJIAIMH NpeaycMaTpuBaeT HMX CHUCTEMAaTHUYECKYIO
aKTyaJIM3alHIO — HE PEXKE UEM OJIMH pa3 B TPU I'0J1a, a TAKXKE IPU MOSBJICHUH HOBBIX JaHHBIX C IO3ULNH
JI0Ka3aTeIbHON MEIUIIMHBI 110 BOIPOCAaM JIMAarHOCTHKH, JICYEHUS, MPOPHIAKTUKN U peaduIuTalu
KOHKpPETHBIX  3a00JjieBaHUM, HaJIWYMM OOOCHOBAaHHBIX  JOIOJIHEHUI/3aMeUYaHUNW K  paHee

yrBepxkaAEHHBIM KP, HO He vamie 1 pa3a B 6 mecsiues.
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Ipunoxkenune A3. CrnpaBo4Hbie MaTepHAJIbl BKJIKYAs COOTBETCTBHE MOKA3ZAHMM

K IPUMEHECHNI0O " HpOTI/IBOIIOKa3aHI/II7[, CIoco0oB NPUMEHECHUSA U 103

JIEKAPCTBEHHBIX NMPENapaToB, HHCTPYKIMH M0 MPUMEHEHHUIO JIEKAPCTBEHHOT 0

npenapara

1.

@denepanbHblii 3ak0H OT 25.12.2018 No 489-®3 «O BHeceHmm W3MEHEHHU B cTaThio 40
@enepanbHoro 3axkona "OO o00s3aTeNbHOM MEAMIMHCKOM CTpaxoBaHUM B Poccuiickoit
Oenepanun" n DenepanbHplii 3aKk0H "OO OCHOBaX OXpaHbI 3J0POBbs I'pakaaH B Poccuiickoit
®denepanuu" 10 BONPOCAM KIMHUYECKUX PEKOMEH AN

[Tpuka3 MunsnpaBa Poccuu ot 28.02.2019 Ne 103 «OO0 yTBEpk JACHHH TOPSJKA U CPOKOB
pa3paboTKM KIMHUYECKUX PEKOMEHJANNNA, WX TEPecMOTpa, THIMOBOH (HOPMBI KIMHHUYECKHX
peKoMeHalui 1 TpeOOBaHUM K UX CTPYKTYpE, COCTaBY U HAy4YHOU 000OCHOBAHHOCTH BKJIFOUAEMOM
B KIIMHUYECKHE PEKOMEHAANN UH(HOPMALIUN»

IIpukaz MunsnpaBa Poccun ot 13.10.2017 Ne 804H «OO yTBEp>KIEHHMM HOMEHKJIATYpPbI
MEIUIIUHCKUX YCITYT

[Ipukaz MunzapaBa Poccum ot 02.05.2023 Ne 205 «O06 ytBepkaeHun HomeHKIaTypbl
JOJHKHOCTEN MEIMIIMHCKUX paOOTHUKOB U (hapMarleBTHUECKUX paOOTHUKOBY (3aperucTpupoBaHO
B Muntocte Poccnn 01.06.2023 N 73664)

[Tocranosienne [IpaBurenncTBa PD ot 26.04.2012 Ne 403 «O mopsinke BeneHus DenepaibHOTO
perucTpa Jul, CTpPafaroUIuX >KMU3HEYTPOKAIOIMIMMU W XPOHUYECKHUMH MPOrpPECCUPYIOLIUMU
peakumu (ophaHHBIMU) 3200J€BaHUSIMH, TMPUBOASIIMMU K COKPAIIEHUIO MPOIOJIKUTEIEHOCTU
YKU3HH TPaK/IaH WM WX UHBAJTUAHOCTHU, U €r0 PETHOHAILHOTO cerMeHTay (Bmecte ¢ «lIpaBmiamu
BeneHuss DenepabHOTO PEeTUcTpa JIWI, CTPATAIONINX >KA3HEYTPOKAIOMIUMH U XPOHUYECKUMU
MPOTPECCUPYIONUMHU peAKUMHU (ophaHHBIMU) 3200JIEBaHUSAMHU, TMPUBOASIIUMU K COKPALIEHUIO
MPOIOKUTETBHOCTH JKU3HH TPaKIaH WM UX HHBAIHUIHOCTH, U €0 PETHOHAIBHOTO CETMEHTA)
[Ipukaz MunznpaBa Poccum ot 20.02.2026 Ne 120H «O6 yrtBepxknenuun Ilopsiaka oxazanus
METUIIMHCKON TIOMOIIIH 10 TTPOPUITIO «IIeTUATPHUS

ITpuka3z MunzapaBa Poccun ot 21.04.2022 Ne 274n «OO6 ytBepxaenuu Ilopsaka okazaHus
MEIUITMHCKOM TOMOIIIH TAIIHeHTaM C BPOXKIEHHBIMU U (WJIM) HACTIEACTBEHHBIMU 3a00ICBAaHHUSIMI )
[Ipukaz Munzapasa Poccun ot 24.11.2021 Nel094n «O6 yrBepxknenuu Ilopsnka HazHaueHUs
JIEKApCTBEHHBIX TIpenaparoB, (HopM pernenTypHbIX OJAaHKOB Ha JIEKApPCTBEHHBIC MperaparThl,
ITopsinka opopmieHHs yKa3aHHBIX OJIAHKOB, MX y4eTa W XpaHeHHs, (popMm OJIaHKOB PEIENTOB,

COACPpIKAINX HA3HAYCHUC HAPKOTHUYCCKUX CPCACTB HJIU ICHUXOTPOIMHBIX BCIICCTB, Hopﬂmca nux
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W3TOTOBJICHUS, paclipeiesIeHUs, PETUCTPALlMK, yueTa U XpaHeHus, a Takxe [IpaBun odhopmiueHus

OJTaHKOB PELIETITOB, B TOM YHUCIIE B (JOpPME 3IIEKTPOHHBIX JJOKYMEHTOBY

9. Pacnopsokenue IlpaButensctBa PO ot 31.12.2018 Ne 3053-p «O06 yTBepkACHUHM TNepeyHEn
MEJIUIMHCKUX H3JIENN, UMIUIAHTUPYEMBIX B OPraHU3M YEJIOBEKa MPH OKAa3aHWW MEIMIIUHCKOU
MIOMOIIM B paMKax MPOrpaMMbI TOCYAapCTBEHHBIX TApaHTUH OECIJIATHOTO OKa3aHUs TpakJaHam
MEIWIIMHCKOW TMOMOIIM W OTIYCKAaeMbIX II0 pelenTaM Ha MEIUIIMHCKUE W3JCIUS TPU
MPEIOCTABICHUN Ha0Opa CONUAIBHBIX YCITYT»

10. 'ocymapcTBEHHBIH peecTp JIeKapCTBEHHBIX cpeacTB: https://grls.rosminzdrav.ru.

OcHOBHBbIE HOPMATHBHO-TIPABOBBIE AKThI, PeryJMpyolIHe OKa3aHue
NAJJIHATHBHONH MeIUIUHCKON ITOMOIIU

1. ®enepanpubiii 3akoH oT 06.03.2019 Neo 18-D3 «O BHeceHun usMmeHeHuil B denepanbHbIM
3akoH "OO OCHOBax OXpaHbl 3/10pOBbs IpaxaaH B Poccuiickoit @enepanuu" no Bompocam
OKa3aHUs NaJUIMATUBHOW MEIUIIMHCKON ITOMOLI».

2. [Ilpuka3z MunznpaBa Poccunm N 208n, Muntpyna Poccuum Ne 243un ot 14.04.2025 «O6
yrBepxkaeHuH [Tonoxenus o0 opraHu3alvy oKa3aHus NaJJIMaTUBHOW MEIUIIMHCKON TOMOIIH,
BKJIIOYAs MOPSI0K B3aUMOJEHCTBUSA MEIULIMHCKUX OpraHU3alui, OpraHu3aluil ColUagIbHOro
00CIyXUBaHUS M OOLIECTBEHHbIX OOBEIUHEHMH, HHBIX HEKOMMEPUYECKHUX OpraHu3alui,
OCYILECTBIIAIOLINX CBOIO JAESTEIbHOCTD B Cepe OXpaHbl 37J0POBbS»

3. IIpuxa3z Munsapasa Poccuu o1 09.07.2025 Ne 3981 «OO0 yTBep:k1eHUH NepeuHs MEAUIIMHCKUX
U3JIeNUH, MpeJIHa3HAUYEHHBIX Ui MOJJEpKaHusd (YHKIMH OpPraHoB M CHUCTEM OpraHu3Ma
YeJIoBEeKa, IPEJOCTABISIEMBIX MAllMEHTY MPU OKAa3aHUH MMaJUIMaTUBHON METUIIMHCKOM TOMOIIN
JUISl KCTIOJIB30BAHUS HA IOMY»

4. Tlpuxa3 Munznpasa Poccuu ot 10.07.2019 Ne 5051 «O06 yrBepxkaenuu Ilopsiika nepegauu ot
MEAMIMHCKOW OpraHMu3alli MNAlUeHTy (€ro 3aKOHHOMY MpEACTaBUTENI0) MEIULUHCKUX
U3JIeNNH, MpeJIHa3HAYEHHBIX Ui MOJJEp)KaHusd (YHKIMH OpPraHoB U CHUCTEM OpraHu3Ma
4eJI0OBEKa, JJI HCIOJb30BAHMS Ha JOMY IPH OKa3aHMM MAUIMATUBHOM MEIMLHUHCKON

IIOMOIIN).
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IIpunoxenune A3.1 Knuauveckue ocodoennoctu HO no runam

Tabmuna 1. Knunnueckue ocobernnoctr HO mo tumam [11,255]

Tun HO
(MIM#)

|
(#166200)

(1A - #166210,
1B - #610854)

i
(#259420)

IV
(#166220)

v
(#610967)

HacaenoBanue

(ren)

ALl
(COL1A1/COL1
A2)

AJL (1A -

CO1A1/COL1A2)

AP (IIB -
CRTAP)

ALl
(COL1A1/COL1
A2)

ALl
(COL1A1/COL1
A2)

AJL (IFITM5)

TsaxkecTb
3200JI€BaHNA

Jlerkas

Ilepunaransx
0 JICTaJIbHBIN
THII

Tsoxenas

Or
cpeaHeno
TSKEJION

Cpeansist

Yacrora
NepejioMOB

OT HECKOJIBKHX
o 100

MHoxecTBEHH
BIE

MHoxecTBEeHH
BIE

MHO0€eCTBEHH
13(5

MHoKeCcTBEHH
ble ¢/0€e3
(opmMupoBaHUA

KocTHbIE
aeopmanumn

He
XapaKTepHbI

BrlpasxeHHble

Ot cpenneit
10 TSDKEJOH
CTEIEHU
BBIPAKEHHOCT
u

OT nterkoii 10
cpeaHei
CTCIICHU
BBIPAKEHHOCT
n

YMmepeHHon
BBIPAKEHHOCT
u

Poct

HopmanpHsiii
I
HE3HAYUTEIIFHO
CHIXEH

OueHb HU3KUH
poct

OueHb HU3KUH
poct

Huskuii

Husknit poct
pa3au4HoOI

HecoBepuienn
bIii
AeHTHHOTeHe3

Penxo

+/-

HCT

CxJiepbl

TomyOsie

1A - TemHO-
roxyObIe

1B - cBetio-
roryOblit

TomyObie pu
POXKICHHH, C
BO3PACTOM Yalle
nproOpeTaroT
OebIil 1BET

benoro unu ceporo

oBCTa

benoro ugera,
MOTYT UMETh

rony0oil OTTEHOK

Horteps cayxa

IIpucyrcrByer
npuMepHO B 50%
ciry4JaeB

Yacrto

B HExkoTOpBIX citydasx

HCT



VI
(#610968)

il
(#610682)

VI
(#610915)

IX
(#259440)

X
(#613848)

AP (SERPINF1);

pexe ALl ¢
POANTETHCKAM
MO3aUIA3MOM

AP (CRTAP)

AP (LEPRE1)

AP (PPIB)

AP (SERPINH1)

Cpenansist

Cpenmsist

JleranbHas/Ts
Kemas

JleranbHas/Ts
Kemas

JletanbHas/Ts
JKeJtast

THIIEPIDIACTHYIC
CKHX KOCTHBIX
MO30JIeH

MHoxecTBEeHH
BI€

MHO0KeCTBEeHH
bl

MHO0KeCTBEeHH
bl

MHO0€eCTBEHH
13(5

MHO€eCTBEHH
15

Pusomenus

XapakTepHbl

Ot cpenneit
TSHKECTH JI0
TSHKETIOM;
W3MEHEHUE
AMUpU30B C
KaJbIu(UKaIl
Hew 1o

TUIY “‘MOTKO

2

pHa

Ot cpenneit
JI0 TSKEIION
CTCIICHU
BBIPAXKEHHOCT
u

BripaxxeHHble

CTCIICHU
BBIPAXXEHHOCTH

Jlerkoe

CHMIKECHHE pOCTa

He3nauurensHo
CHIDKEH

Huskuii poct ¢
KOPOTKUMHU
KOHCYHOCTIAMU

OueHb HU3KUH
poct ¢
KOPOTKUMHU
KOHEYHOCTAMU

BripaxxenHoe

CHI)KCHHE POCTa

HCT

HCT

HCT

+

+

Ot 6eoro oo
CBETJIO-TOITyO0TO
BeTa

OT HOpPMAJIBHOTO
JIO CBETJIO-
roxyooro

benoro nBera

I'omy6oro 1Beta

T'omy6oro nBera

HCT

HCT

HE OIIMCaHO

HCT

HE OIIMCaHO
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X
(#607063)

XII
(#613849)

X1l
(#614856)

XIV
(#615066)

XV (#615220)

XVI (#616229)

XVII
(#616507)

XV
(#617952)

XIX
(#301014)

AP (FKBP10)

AP (SP7)

AP (BMP1)

AP (TMEM38B)

AP (WNT1)

AP(CREB3L1)

AP(SPARC)

AP(TENTSA)

XP(MBTPS2)

Tsoxemas

Tsoxemas

OT nerkoii 1o
TSDKEJION

Tsoxemas

Tsoxemas

Tsoxenas

Tsoxenas

Cpenusis/
Tsoxemas

Tsokenas

MHoxecTBEeHH
BI€

MHOKeCTBEeHH
bl

MHO0KeCTBEeHH
bl

MHoxecTBEHH
BIE

MHoxecTBEeHH
BIE

MHO0€eCTBEHH
13(5

MHoxecTBEHH
BIE

MHoxecTBEeHH
BIE

MHoKeCcTBEHH
1865

BripaxxeHHble

BripaxxeHHble

Ot cpenneit
J10 TSIKEJION
CTCIICHU
BBIPOKEHHOCT
nu

Bripaxxennsle

Bripaxxennsle

BBIPAXKCHHBIC

XapakTepHbl

XapakTepHbl

XapakTepHbl

Bripaxxennoe

CHMIKECHHE pOCTa

Huskwuii poct

Huskwuii poct

Huskwuii poct

Huskwuii poct

Huskwuii poct

Huskwuii poct

Huskwuit poct

BripaxenHoe

CHUIKCHHUC pOCTa

HCT

HCT

HCT

HCT

HCT

HCT

HCT

HECT

HCT

HopwmansHoro
IBeTa

HopmanbsHoro
nBera

bemoro nBera

Ot Georo oo
roxy0oro meera

bemoro nBera

CuHero 1Bera

benwie mnm cierka
CCPBIC CKIICPBI

CHHHUC

Cunue (peako)

HC OIMMCAaHO

OIHCAaHO B HEKOTOPBIX
ciyuasix

HCT

HCT

HCT

OTICAaHO B HEKOTOPHIX
CIIy4asix

HCT

He onmcano

He onmcano

102



XX AP(MESD) Tsokenas

(#618644)
XXI AP(KDELR?2) Tsokenas
(#619131)
XXII AP (CCDC134) | Tsxenas
(#619795)

MHoxecTBEeHH
136

MHoxecTBEeHH
136

MHoxecTBEeHH
136

XapakTepHbl

BripaxxeHHble

XapakTepHbl

Huskwuii poct

Bripaxxennoe
CHI)KEHHE pocTa

Huskwuii poct

HCT

aa

HCT

TomyOsie cxiepsl
nnu Oenpie

Bbenrie/Cunne
CKJIEPBI

beno-cepo-
ToyOBIe CKIIEPHI

He omcano

He omcano

HelipocencopHnas
TYrOyXoCTh

H/I: necoBepieHHbIi AeHTHHOTeHE3; AJl: ayTocoMHO-moMuHaHTHEIH; AP: ayrocomuo-perneccuBabiil; COL1AL: komtaren, tun |, ansda-1; COL1A2: kosutares, T I,

anbda-2; CRTAP: xpsim-acconmnpoBanHbiii 6e10k; |FITMS: uaTepdepor-uHIynIMpoBaHHbIi TpaHcMeMOpaHHbIi Oeok 5; SERPINFL: cepriuH, HHTHOMTOpP CEpUHOBBIX

nporea3, LEPREL: nporeornukaHn, oborameHHbIi jteiinnHoM U ipoauHoM 1; PPIB: mentunun-niponn nzomepasa B; SERPINHL: uaru6urop ceprnun-nentuaassl H 1;

FKBP10: FK506-cBs3biBaromuii 6emmok 10; SP7: Sp7 tpanckpurnonHsiii hakrop; BMP1: mopdorenerrueckuii nmporenn koctu 1; TMEM38B: tpancmemOpanHsIii

oemok 38B; WNT1: Wnt cemeiinnriii 6emok 1; CREB3L1: HAM®-uyBCTBHTENBHBIIN 27IEMEHT-CBSI3bIBAIONTHI OSJIOK 3-TIOA00HBIH 1.

/wjcc.v11.i12.2604]
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Tabmmia 2.

Penrtrenonorudeckue npusnaku HO no tumam [1111,256256,257257,258258].

Tun HO

TaxecTh

JICTKOC TCUCHUC

NEpUHATAIIbHBI
71

JICTAJILHBIN

TSDKEIIBIN

JeTKOM/cpeHe
U TSDKECTH

cpenHeit
TIKECTHA

Yepen

BOPMHUEBEI KOCTHU

HEIOCTATOYHAs
MUHEpaTU3aIus;
oyaru
KaIbIU(pUKAITIT

BopmMmuess! kocTH;
YBCINYCHUC
JIOOHBIX OyTPOB;
MHUKPOTHATHS

+ BOPMUCBBI
KOCTH

OTHOCHUTEIbHAS
Makporedaus;
BOPMHUEBEI KOCTHU

I103BOHOYHHK

OTCYTCTBHUE
TpaOeKyISIPHBIX
TEJT IO3BOHKOB
(B3pOCITBIC)

[ImaTucriongunust

OTCYTCTBHE
TPaOEeKyISIPHBIX
TEJI TI03BOHKOB;
Ku(OCKOINO3;
IIJIaTUCIIOHIUJIINU S

OTCYTCTBHUE
TPaOEeKyISIPHBIX
TeJI O3BOHKOB

CKOJINO3
JIeTKOM/cpeHer
BBIPaXCHHOCTHU

Koneunocr
"

HNCTOHYCHHUC
KOMITIaKTHOTI'
O B€IICCTBa
KOCTH

BBIpa)KEHHAS
nedopMarus
; LIMPOKHE
W30THYTHIC
OenpeHHbBIE
KOCTH

MoauduKanu
g (hopMBI
MeTapu30B B
BUZE
nonkopHa (y
neteit);
HCTOHUYCHHE
KOMITaKTHOT
0 BelIecTBa
KOCTH

HCTOHYCHHUC
KOMITIaAKTHOT'
O BE€IIECCTBA
KOCTH

runepTpodu
yecKast

KOCTHas
MO30JIb,
00BIYHO B
OeapEeHHBIX
KOCTSX;
occuduKarm
Pl
MEKKOCTHOM
MeMOpaHBbI
MPeaIICUbs;
Ha PEHTIreHe

Apyroe

OCTCOIICHUA

nedopmarus
pebep 1o Ty
KHUTH
KEeMUyTa»
XapakTepHa
g tuma lA;
BOPOHKO00pa3
Hast
nedopMarus
IPYAHOU
kaetku (11B)

HCTOHYEHHE
pebep,
TSOKEIBIN
0CTEOTOopO3 1Mo
JOPA

MPOTPY3Us
BEPTIIYKHOU
BIIaIMHBI

TSOKEIIBIN
OCTETNOpO3 TI0
JIOPA

olololo!



VI

Vil

Vi

Xl

cpeaHen
TKECTU

cpenHen
TSDKECTH/ TSDKEI
BIH/TeTaNbHBIN

TSDKEIBII/T1eTan
BbHBII

cpenHei
TSOKECTH/ TSKEI
BIH/TIEeTAIBLHBIN

TSDKEIIBII

TSOKEIIBIN

BOPMHUEBEI KOCTHU

YMEHBIIICHUE
OKPY>KHOCTH
T'OJIOBHI YacTo;
BOPMHEBBI KOCTH;

Hezapamenue
IIBOB;
HOpMaJbHas/yMeH
BIICHHAS
OKPY>KHOCTb
TOJIOBBI

BOPMHUEBEI KOCTU

Makporedaus;
BOPMHEBEI KOCTH

BOPMHUEBEI KOCTHU

KOMITPECCHUOHHBIC
NEPEIOMBI;
CKOJINO3

BBIPa)KEHHBIN
CKOJIHO3

BripaxeHHbIN
CKOJINO3; TOXOX
Ha HO 11/111
TUIIOB

Kugockonnos,;
MOKET OBITE 0€3
KOMITPECCHOHHBIX
MEPEIOMOB;
CKEJIETHEIE
0COOEHHOCTH
cxoxu ¢ HO /111
THUIIOB

CKOJIMO3;
KOMITPECCUOHHBIC
MEpECIOMBI

Kupockommos

MaTOBOCTh
MeTtadu3apH
BIX TIOJIOC
PSIIOM C
30HOM pocTa

MOX0X Ha
HO tun 1V,
OynbOapHbIe
MeTa(u3bl

MOXeET
HAIIOMUHATh
HO tun 1V,
nedopMarus
JUTUHHBIX
TpyOUaThix
KOCTEH

nedopMarust
JUTUHHBIX
TpyOUaThix
KOCTEH,
KaIbIUQUKa
S 110 TUITY
MOIMKOpPHA

HWCKPUBJIEHH
blE
KOHEYHOCTU

MHoxecTBe
HHBIC
KOCTHBIE
nedopManum
; coxa valga

BPOXKJICHHBIE
KOHTPaKTyp
Bl KPYITHBIX
CyCTaBOB

TSDKEJIBII
OCTEOIIOPO3 10
JIOPA; coxa
vara;
MPOTPY3Us
BEPTILYKHOU
BITaJVHBI

PHU30OMENIHS;
OCTEOIIEHHS,
COXa vara

Tsxenbiii
0CTEOTIOpPO3 MO
JIOPA,;
UCTOHYCHHE
pebep;
600uK000pa3H
as rpyaHas
KJIETKa;
pHu3oMenHs

KHUJICBHTHAS
rpyaHas
KJIETK;
BOPOHKO00pa3
Has rpyIHast
KJIETK;
YMEpEHHBIN/TS
JKEIbII
0CTEOII0pO3 110
J5PA

Ocreornenus;
TpeyrojbHas
¢dhopma nura;
TIATUCTIOH U
158

TpEeyroJibHast

¢dbopma nuua;
OCTEOTICHUS
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Xl

XMl

XV

XV

XVI

XVII

XVII

JIeTKOM/CpeHe
U TSKECTH

cpenHen
TSDKECTH/ TSDKEI
BIN

cpenHen
TSDKECTH/ TSKEI
BIN

cpeaHeit
TSDKECTH/ TSKEI
BIN

JIETKOM
CTENEHN
TSKECTH/TSKEN
BIH

cpenHeit
TSDKECTH/ TSKEI
BIH

cpenHeit
TSOKECTH/ TSKEI
BIH

BBICTYHAIOIIUN
106

BBICTYIIAFOIIMN
7100; BOPMHUEBEI
KOCTH

BBIJIAIOIIHAECS
N00HBIE OYTpBI

CHIDKCHHAS
MUHEpaIU3aIus
KOCTEl yeperna

CHIYKEHHE
occudukanmu
yepena;
BOPMHUEBBI KOCTH

BBIJIAIOINECS
J00HBIE OYTPHI,
BOPMHEBEI KOCTH

CKOJINO3;
IIATHCIIOH TAJIHS

CKOJINO3;
KOMITPECCHOHHBIE
MEPEIOMBI

KOMITPECCHOHHBIE
nepeoMbl

MHOECTBEHHBIC
KOMITPECCHOHHBIE
MIEPEIOMBI
MO3BOHOYHHKA;
TUTAaTUCTIOHIWIINS

KOMIIPECCUOHHBIE
nedopMariu
IO3BOHKOB CO
CHIDKEHHOM
IUIOTHOCTBIO
KOCTHOM TKaHU

I'enepannzoBanHa
i

TJIATHCTIOH TAJIHS,
KOMITPECCHOHHEIE
TIEPETIOMBI
ITO3BOHKOB;
CKOJINO03

JABOSAKOBOTHYTBIC
IIO3BOHKH

nedopmanus
JUTMHHBIX
TpyOUJaTHIX
KOCTeH C
HCTOHYCHHE
M
KOMITaKTHOT
0 BEILIECTBA;
BaJIBTyCHAs
nedopMarus

MHOXECTBEH
HbIC
KOCTHBIC
nedopMaru

KOCTHBIE
nedopMaru

TSDKEITbIC
nedopMaruu
JUTUHHBIX
TpyOUJaTHIX
KOCTEH;
AHTYJISLIHST

TIePEeIOMBI
JUTHHHBIX
TpyOUaThix
KOCTel ¢
nedopMarus
MU
aHTYJISAIAN

Hedopmarm
W JUTHHHBIX
TpyOUaThix
KocTel

Bpoxxnennst
e
nedopMaru
JUTAHHBIX
TpyOUaThIx
KOCTEHN

réHepain3oBa
HHaA
OCTCOIICHUA

TpEeyroibHas
dhopma nura,
HECOBEepIIeHHA
s
MUHEPATU3aIU
s B HEKOTOPBIX
ciTydasnx

reHepann30Ba
HHas
OCTEOTICHUS

YkopoueHue
BEPXHUX U
HIDKHUX
KOHEYHOCTEH;
TeHEpaTn30Ba
HHas
OCTEOIICHHS

OCTCOIICHUA

lMamepmoOuie
HOCTh
CYCTaBOB;
OCTEOTICHUS

I'unepmoOwmie
HOCTh
CYCTaBOB;
reHepajIn30Ba
HHasi
OCTEOTICHHUS
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XIX cpenHeit [Tnockue Hedopmaru [enepanuzoBa
TSOKECTH/ TSDKEI JIBOSIKOBOTHYTBIE | W JUIMHHBIX HHas
I TeJa MO3BOHKOB; TpyOUJaTHIX OCTEOTICHHS,
CKOJIMO3 KOCTel;
KHUJICBHTHAS
puzoMenus
WA
BEPXHUX U
BOPOHKOO0Opa3
HUKHUAX
., | Has
KOHEYHOCTE!
. nedopMarus
’ rpyAHOU
HU3MEHEHUE KIIETKH
SnHU(U30B ¢
KaJTbIuQuKa
nuel no
TUMY “‘NOTK
opHa”
XX cpemHeit Muxkponedanus, KomnpeccnoHHBI | TIepemoMbl VY3kas
TSOHKECTH/TSDKEN | raruornedanus, € TIepeIOMBI JUTHHHBIX rpynHas
BIi Opaxuuedanus, MO3BOHKOB, TpyOUaThix KJIETKa;
BOPMHUEBEI KOCTH Ku(OoCcKoImo3 KOCTei ¢ pU3OMenus;
MPOTPECCUPYIO edopmarust
porp pyromt | Aeopmar JUTHHHBIE
707 MU
MBI PYK C
KOHTpaKTypam
u
XXI cpemHeit [lepemombt Uckpusnenn = Coxa vara,;
TSOKECTH/TSKENT | HeJOCTaTouHas MO3BOHKOB; € IJTMHHBIX Coxa valga;
13171 MUHEpanu3anus IJIATUCHIOHIIUIINS; | KOCTEH
P T, A ’ BoukoobpazHa
BOPMHUEBEI KOCTH CKOJIMO3 (BepxHHE U N
HUKHHC PYAb-
Boponkoobpas
KOHEYHOCTH)
. Hasl rpyHast
,KO oueHME | noCTR
yKOp Tonxkue pebpa.
JUTMHHBIX
. l'unepmoOmITh
KoCTel
HOCTb
(BepxHHE U
CyCTaBOB
HWKHUE
KOHEYHOCTH)
: Genua
valga
XXI1I CpemHei [Tnarnbasus; Arnanroakcuans | Jedopmarm [IceBmoaptpos
TSOKECTH/TsDKeNn | baswspHas Hast Y JUTHHHBIX bI;
BIi WHBarvMHAINS HECTaOWIBHOCTD, = TPYyOUYaTHIX Boponkoobpaz
Ckomnmos; KocTeit Has TpyaHas
BOPMHEBEI KOCTH y
I'pynnoit kudo3s; KJIeTKa
[Tepenomel
MO3BOHKOB

JIOPA (DXA): nByxaHepreTuveckasi peHTIT€HOBCKas ICHCUTOMETpHS (a0COpOIIMOMeTpHsI)

(PentrenoneHcuTOMETpHSA)

OCo0CHHOCTH PEHTICHOJIOTMYEeCKO KapTHHBI Yy nanueHToB ¢ HO
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[Tpu 11l Tume HO yxe mpu pokJI€HUM MOXKHO BBISIBUTH MHOXXECTBEHHBIE IEPEIOMBI, AedhopMaruu
KocTeil. B TedueHHe HECKOJbKUX HEAeNTb WM MECAIeB TpyO4yaThle KOCTH MOTYT MPUOOPECTH BUJ
«IIIOCKUX» KOocTel. PeOpa, kak MpaBuiIO, TOHKHE, OCTCONEHUYESCKUE U TIPOTPECCUBHO HCKPUBIISIOTCS
C pa3BUTHEM IUIATUCIIOHAUINHN (PEHTTEHOIUATHOCTUYECKUM MPHU3HAK: YBEJIWYCHHE MOMEPEUHbIX
pa3MepoB Tel MO3BOHKOB, OOBIYHO B COYETAHHM C YMEHBIICHHEM HMX BBICOTHI (OpEeBUCHIOHIUINEN).
Takxke XapakTepHbIM NPU3HAKOM SIBIISIETCS HAJTUYHE MHOXKECTBEHHBIX IMOBHBIX KOCTEH ueperna
(mo6aBouyHBIE KOCTH dYeperna), 0Opa3yroIHMXCs MO XOAy YEpPEenHBIX INBOB, XOTS OHU MOTYT HE
BU3YaJIM3UPOBATHCA MIPU POKICHUH.
B nmnpaktuke OOBIYHO NHpHUMEHSETCA Kiaccu(UKals NEepeIOMOMOB MO3BOHKOB (METOJ
Mopdomerpuu mo3BoHkoB) o Genant [32,33].
Jannast knaccuuKkaiys OCHOBaHA Ha OLIEHKE (POPMBI U IOTEPH BBICOTHI ITO3BOHKOB

crernenb 0: HOpma

CTeNeHb 1: mepesoM JIeTKOH crenenu, <25% moTepu BhICOTHI TO3BOHKA

CTENEHb 2: TIEpeIoM cpeniHei crenenu, 25% - 40% notepu BHICOTHI TO3BOHKA

CTENEHb 3: IepesioM TsKeNoi crenenu, >40% norepu BHICOTHI IO3BOHKA

I[Ipu V tune HO peHTreHomoruveckue u3MeHEHUs HeoOxomumo auddepeHupoBars OT
0CTE0CAPKOMBI, FOKCTAKOPTHKAIBHBIX MHO3UTHBIX OCCU(UKAIIHIA U OCTEOXOHAPOMBI. OKOHYATENbHBIH
JMArHO3 TI03BOJIAT YCTAHOBUTH KOMITBIOTEpHAsI TOMOTpad s U MarHUTHO-PE30HAHCHASI TOMOTpadwsl.

[IpakTrueckn Bcerja BapuaHThl 0a3MJUIAPHOH UMMNpeccuu (0a3HIJISIPHOW MHBATHHAIIMM)
COYETAIOTCS ¢ TuIaTHOa3uel - yrulomeHneM ocHoBanus uepena [34,35,36].

HccnenoBanuss mpOJEMOHCTPUPOBAIM HAMYME€ AaHOMAIWKM OCHOBAHHS 4Yepena U KpaHUo-
BepTeOpasibHOTO Niepexoa npu Beex yetbipex tunax HO (I, 11, 111, V).

KimmHaudeckue mposiBICHNUsS BApUAHTOB aHOMAIIMU KPaHHO-BEPTEOPAIILHOTO TIEpeXxo/ia CBA3aHbI
CO CIIaBJIEHUEM CTBOJIa MO3Ta, BEPXHEIIEHHOT0 OT/AeNa CIIMHHOTO MO3Ta, YePEHbIX HEPBOB U MOTYT
MPOSIBIISATHCS CACTHUECKUM TETparape3oM, IposBICHUSAMH OyIb0apHOTO CHHIPOMA, HUICTarMOM IIPH
MMOBOPOTE B30pa BHH3 («OBIOMIMA BHU3 HHUCTAarM»), a TAKXKe HAPYIICHUSIMU JUKBOPOIMHAMUKH,
MpOsIBJISIONIMECs TUApoIedanue.

B nuteparype Takke omucaHbl €MHUYHBIE HAOIIOCHUS MEPEIOMOB 3yOOBHIHOTO OTPOCTKA,
aTJIaHTO-aKCHAILHOM OJIOKUPOBAHUH U CIIOHAMIONMCTE3e akcuca npu HO [37,38].
YuuThIBas TPEXIIOCKOCTHOW XapakTep JaedopMaliid ¢ HaJIWYAEM BBIPAKEHHOTO TOPCHOHHOTO
KOMITOHCHTa KOPPEKTHO 0003HavaTh AedopManuu MO3BOHOYHMKA TEPMUHOM «KH(POCKOIHO3», a
TSOKECTh AeopMaliil yKa3bIBaTh M0 BETMYHUHE BeAyIIero (poHTATHLHOTO KOMIIOHEHTa AehopMaIuu

B rpagycax mo Cobb [koHceHcyc aBTopoB KP]J.
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®dopmupoBanrue KuhOCKonmro30B THNHYHO g manueHToB ¢ |, Il u IV tumamu HO mo
knaccuduxanun Sillence [39]. Ilpu sTom ans | Tuma TunnyHo GopmupoBaHue JIeTKuX AedopMauii
(1o 50° mo Cobb), s 11 Trma — ymepennsix nedopmarituii (1o 100° mo Cobb), st 1V Trna — Tsoxensix
(6omee 100° mo Cobb) [39]. Jdedopmanuu rpyaHo#i KISTKH U IIEPEKOCHI Ta3a TUITMYHBI /IS CKOJIHO30B
u kudockonno3oB 6onee 50° mo Cobb. D1H ke aBTOPBI COOOIIAIOT, YTO BCTPEUAEMOCTh KU(POCKOIN03a
npu I, III u IV tunax HO - cootBercTBeHHO 39, 68 1 54%.

Jedopmariuy mo3BOHOYHHMKA PEIKO BOZHHMKAIOT B BO3pacTe A0 6 JeT, HO ¢ pOCTOM pebeHKa
BEPOATHOCTh BO3HUKHOBEHUS CKOJIMO3a MOBbIMaeTcs ¢ 26 no 82% [4040,4141]. [locne mectu JieT
OBICTPOE MPOrPECCUPOBAHUE CKOJIMO3a HAONIOAAETCs Y MAalMEeHTOB, HE MOIy4aBInX OuchochoHaTs
[42]. dedbopmarus MO3BOHOYHHMKA MOXKET HAPACTaTh M MOCJE 3aBEPUICHUS IyOepTaTHOrO MEpUOa.
V3MeHeHHs B TO3BOHKAX HE UMEIOT KOPPEISIHH C TSHXKECTHIO OOIIET0 MOPaKEHUs CKEIeTa.
Cononguwinoan3 u cnonauiouancres npu HO nambonee yacto ommcanbl s cermeHta L5-S1. Ux
BCTPEUAEMOCTb MOKHO OTCIIEAUTH TOJIBKO 110 TAHHBIM €IMHUYHBIX HAOIIOIEHUH, KOTOpasi COCTAaBIISIET

ot 5,3 110 10,9% [43,44].
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IMpunoxenue A3.2 Oco0eHHOCTH NPOBEAEHUS] PEHTI€HOAEHCUTOMETPUH Y
naguedTos ¢ HO
l’lpOGOOuI’I’ZC}l penmzeuodencumomempuﬂ (no;zcnutmozo omoena Nno360HOYHUKA UIU 8 peatcume «ece

menoy). Xoms peHmeeH00eHCUMoMempusl A6IAemcs PeHM2eHOI02ULeCKUM Memoo0oM 00C1e008aHUs,
oHa xapaxkmepuzyemcs 60.iee HU3KOU 1y4esoll Hacpy3Kou. B nacmosawee epems — amo cmanoapmmbiii
memoo uzmeperus MITKT.

OcHo8HbIMU YeNaMU NPOB8eOeHUsI PEeHM2EeHOOEHCUMOMEMPUU AGTIIOMCAL:

- onpeoenerue MIIKT

- KOCBEHHbIll KOHMPOLb dPpekmuenocmu jevenus (Mm.K. KOHEUHOU Yenvlo NedeHUs AGIAemcs He
nopmanuzayuss MIIKT, a omcymcmeue/chudicenue 4acmomol HOBbIX NEPeloMO8 U 80CCMAHOBIEHUE
Gopmbl  KOMHPEMUPOBAHHBIX NO380HK08). [lpu npoeedenuu anmupe30pOomMuHOU  mepanuu
(bucpocghonamol) ucciredosanue nposooumcs 00 Hauala Jevenus, a 3amem I paz 8 200
[45,49,50,51,52].

Kpamnocmo nposedenus penmeenooencumomempuu 3a8ucum om msdicecmu 3a0071e6aHusi u
npoBOOUMOLL mepanuu, 8 cpeoHem - ¢ uacmomot 1 pasz 6 200.

Ilposedenue penmeenodencumomempuu B03MONCHO NPU  OMCYMCMBUU V NAYUEHMO8
NPOMUBONOKAZAHUIL HATUYUSL NEPETIOMO8, MEMALIOKOHCMPYKYULL 8 30He UCCIe008AHULL, GbIPANCEHHBIX
oepopmayuii u nPoBOOUMbBIX panee onepayuil 8 001acmu UCC1e008aHUsL.

Ipu omcymemeuu nomepu MIIKT no dannvim ucciedo8anus, mexHuyeckou Hego3mo’CHOCMU
npogedeHUss UCCe008aHUs U3-3d HANUYUS BbIPAJCEHHOU Oedopmayuu, MemaiioKOHCMpPYKYuu,
HeyenecooopasHo NOBMOPeHUue UCCIe008aHUus OAHHOU 30Hbl (uleliku/uieex 6OedpeHHOU Kocmu,
NOACHUYHO20 OMOeNa NO360HOYHUKA, PENCUMA 8Ce MEO).

Ozpanuyenusimu K npo8edeHuUio peHmaeH00eHCUMoMempuu Mo2ym 0vims 6ec nayuenma u\uiu
COOMHOWleHUsL pOoCcma U 6eca NAYUEHMO8 OJid PA3IUYHLIX NpUbOpos, a makxdce Omcymcmeue
HOpMAmMueHoU 0a3bl U B03HUKHOBEHUE 6 Nnpoyecce UcCcied08aHus apmeghaxmos, 00)Cl08/IeHHbIX
osuzcamenvbHoll akmusnocmoio pebenxa [53].

Hemsam uccrnedoseanue nposooam Ha annapamax co CReYyuanrbHol npocpammor (Hanpumep:
OeHCUMOMemp PEeHM2eHOBCKULL KOCMHbLL NOJIHOGOpMAammbiii).

YV oemeii makoce nposooumcs 08yxsHepeemuueckas peHmMeeHo8CKas adcopoyuomempus
noszsonounuxa ([{IPA/DXA-VFA) ¢ ananuzom nepenoma nos3eoHKo8 (peHmeeHOOeHCUMOMempus.,).
Memoo npuenekamenen Oonee HU3KOU, NO CPABHEHUIO C peHmeeHozpaguell, ay4eol HAsPy3KoU U

6O3MOICHOCNIbIO NOJIYYEHUA 00K06020 M306pCZJfC€HZ/l}Z NO360HK06 0e3 UCKANCEHUS UX 6blCOMbl

[54,5555].
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IMpunoxenue A3.3 Oco0eHHOCTH U 3TAMMHOCTH MPOBEIEHUS MOJIEKYJISIPHO-
reHeTHYeCKoro ucciaenopanus y nanueHroB ¢ HO/mogozpenuem na HO
B xauecmese nepgoﬁ JUHUU OUACHOCITMUKU  BO3MONCHO npoeedenue MOJNEKYIIAPHO-ceHemMU4eCKozo

uccneoosanusi eenoe COLIAI u COLIA2 (komnaexkc ucciedo8anuti  0nsi  OUACHOCMUKU
HecosepuleHHo20 ocmeozenesa) (mak kaxk y 90% nayuenmos 8viA61410mes namoz2enHvle 8apuanmyl 8
IMUX 2€HAX), A MAKdHCe 8 OPY2UX 2eHAX, YUaCmEYIOWUX 6 PaA3GUMUU HECO8EPUEHHO20 OCMEeo2eHesd,
Memooamu mapeemHo20 8blCOKONPOU3B0OUMENLHO20 CEKBEHUPUOBAHUS (MAK HA3bIBAEMAS «NAHEbY
2enog). Heobxooumo ommemums, 4mo 2eHvl, 8KIOYAeMble 8 NaHelb, d MAKdHCe MOP208ble HA38AHUS
OAHHBIX Namenell, Onpedestiomcs Kaxrcoou 1abopamopueii UHOUBUOYATbHO, 8 CES3U C YeM He MOdCem
ObLIMb OOHO3HAYHBIX PEKOMEHOAYUL NO HAZHAYEHUI0 MOl UNU UHOU KOHKPEMHOU NaHelu 2eHO8, U 8
Kasicoom ciydae Heobxo0umo aHaIu3uposams KaueCmeeHHblll cOCmas naHeu.

C yuemom uacmomol ecmpeyaemocmu u KiuHudeckou cemepozcennocmu HO V muna credyem
paccmompems nposedeHue noucka mymayuu 8 cene IFITM5 6 ciyuae omcymcemeus usmeHeHutl 8 2eHax
COLIAl u COL1A2 [8].

Ompuyamenvhvle pe3yibmamsl MOJIEK)IAPHO-2eHEMULECK020 UCCIe008aHUS He UCKTIOYAIOm
Haiuyue 3a0071e6aHUs U He AGNAIMCA NPOMUBONOKA3AHUEM Ol HA3HAYeHUs mepanuu, npu HalIuduu
KAUHUYECKUX NPUSHAKOS8 3A00/1e6aHUS.

Bvicokonpouszeooumenvroe CeKBeHUposanue (NGS-cexsenuposanue), BKIIIOYASL
NOJHOIK30MHble U HNOJTHO2EHOMHble MemoObl UCCLe008aHUA  (KOMNIEKC UCCIe008aHUll O
OUACHOCMUKU HECOBEPULEHHO20 OCMeo2eHe3a), Assemcs Haubonee d¢hhekmusHblM UHCMPYMEHMOM
npu YCro8uUu OMCymcmeus Yacmulx Mymayuil U 20psA4ux movex 8 ucciedyemulx 2eHax, 00HAKo, OaHHble
MemoObl UCCIe008aHUsl U UCNOIb3YeMOe 000pY008aHUe 6 HACMOAWUL MOMEHmM He UMelom
pe2ucmpayuoHHblx y0ocmoseperuti 0Jisi UCHONIb308AHUS 8 MEeOUYUHCKOU OesmenbHocmu. B ceasu ¢
9MUM, BblAGNIEHHblE KIUHUYECKU 3HAYUMblE 8APUAHMBL OOJICHbL OblMb 8ANUOUPOBAHLL MEMOOOM
NPAMO20 ABMOMAMUYECKO20 CEKBEHUPOBAHUS V NAYUESHMA U OIUZKUX POOCMBEHHUKOS, 8 MOM YUCIe,
OJ151 OYeHKU NAMO2eHHOCMU BbIS8IEHHbIX 6APUAHMOE U ONpedeieHUss MUnd Hacleo008aHUs.
Ycmanosnenue mouno2o0  MONEKyNAPHOLO-2eHEMUUECKO20 OUARHO3A  NO360JIslem  ONnpeoeiums
2eHemuyecKull puck Hacled008anus 3a00/e8aHus 8 cemve, d Maxdice NpPoBOOUNMb NPEHAMATLHYIO

()uaZHocmuKy 6 cembe.
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Ipunoxenue A3.4 UccaenoBanus st noarsep:xxaenus nuaraoza HO y niioga
(buomncus XopuoHa, IJIALEHTHI (0MOIICUsSI BOPCHMHOK XOPHUOHA), AMHHOLIEHTE3)

Hccneoosanue nnayenmaphvix kiemok evinoansiemcss Ha 10-14 neo. eecmayuu. Mozcym Ovime
npoeedenvl KaK 2eHemuyecKue uccie008anus 05 8ulagieHus mymayui, xapakmepHuix o HO, max u
ouoxumuueckue, ¢ OnpeoeleHuemM 3HAYUMENbHbIX KOAUYECME MOOUPUYUPOBAHHO20 KOJIACEHA
[76,75].

B amnuomuueckoti scuoxocmu ucciedyromes Kiemku niooa. /JanHoe ucciedosanue npumeHsiemcs
monvko 0nst nposedenust JJHK-ouaenocmuxu. Ilposooumcs na 15-18 neo. cecmayuu.

Ob6a uccnedosanus AGNAIOMCA UHBAZUBHBIMU, UMEEMCsl PUCK NPePbLaHUs bepeMeHHOCMU (RPUMEPHO
1 %). Heob6xooumocmo npogedenusi OanHbIX UCCIe008aHUll 6 Clyyae énepeavle svisigienno2o HO 6
cembe OuckymabenvHa. Yawe ucnonvsyromces o0na ciyuaes msicenoco HO, noomeepowcoennozo
2eHeMUYeCKUMU UCCIe008AHUAMU, MAK KAK NPU HEMANHCENbIX CEMEUHbIX 8APUAHMAX PUCK NPOYedypbl
npegvluiaem ee noib3y.

Yavmpaseykoeoe uccnedosanue niooa obviuno Ovisaem 0OCMAMOUHBIM O/l PAHHel NOCMAHOBKU
ouazHo3a.

Takorce mMoneKynapHo-ceHemuyecKoe Uccie008anue MoXdcem 3aHams onumenvroe gpems. Kpome moeo,
€20 pe3yibmam moxcem Oblmb OMPUYAMENbHIM UYL COMHUMENbHBIM U He 8Ce20a N0360Jisem MOYHO
VCMAaHOo8UMb OUASHO3, YMO He GIusem HA OAIbHelUuwyl0 MaKmuKy 6edeHus, OCHOBAHHYIO Ha

pe3ynbmamax yivmpazeyKo8020 UCCIe008aAHUSL.
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Hpnnomeﬂne A3.5 Knuanueckue NMPOABJICHUA U ITHOJNOT'NIECCKHA 3HAYNMBIC

ITFr€CHCETUYECCKHUE BAPDHAHTBI HACJICACTBCHHBIX Hapymenm”l KOCTHOI'0 MeTa00J1u3Ma

[116,117,118].

Tabmuua 1.

3a0o0JeBanue

Kaunnyeckue MPOABJICHUSA

I'en

3aboeBanus ¢ OCTCOCKJICPO30M

Octeonerpo3 ayToCOMHO-
JTOMUHAHTHBIA

Octeockiiepo3, MOBBILIEHUE MHUHEPAIbHON
IUIOTHOCTH  KOCTEW, THUIEPOCTO3  KOCTEH
yepera, MHOECTBEHHBIE MIEPEJIOMBI,
ocTeoMuenut,  naedopmanus — MeTadu30B,
HapYyIIEHHs POPE3bIBaHUs 3y00B, MOPAKEHNE
yepernHo-Mo3roBeix HepBOB (11, VI, VIII mapern)

Knaccudukanus mo
OMIM

Tum 1 - LRP5
Tun 2 - CLCNY

Tun 3 -PLEKHM1

Ocreonerpo3 ayrocoMHO- | OcTeockiepo3,  BblpakeHHOe  mnoBbiieHue | Kimaccudukanus mno
peLeCcCUBHBIN MUHEpaIbHOU IIJIOTHOCTH kocreit, | OMIM
MHOECTBEHbIE HePEeIOMBI KOCTEH,
nepopmarus  MeraduszoB,  ocreomuenwrt, | Tum I, - TCIRG1-
HapylleHHue IPOpE3bIBaHUS 3y0o0B,
rusipouedanus, BblpaxeHHass naHuuroneHus, | Tum Il - TNFSF11
aHeMHUs, SKCTPaMEeAyJUIIPHOE KPOBETBOPEHHUE,
renaTociuieHoOMeraiusi, nopaxenue depenHo- | Tum I - CA2
mosroBeix HepoB (I, VI, VI mapsl),
IIPOrPECCUPYIOLIEEe CHUKEHUE 3PEHUS Tum IV - CLCN7
Tun V - OSTM1
Tun VI - PLEKHM1
Tun VII -
TNFRSF11A
Tum VI - SNX10
OKTOonepMasbHas Ocreockiiepo3, MNOBBIIEHUE MHUHEPAIBHON -
JUCTLIIA3US U | IUNIOTHOCTHU KOCTei, MHO’KE€CTBEHHBIE
ummyHonepuuut, 1 (X- | mepenomsl koctei, nedopmanus meradusos, | IKBKG (omucanbr
CUEIUICHBIA OCTEONETPO3, | OCTEMHENHT, HapyolieHue  IIpOpe3bIBaHUsI MyTaluu,
mudenema, 3y0O0B, Kapwuec, aHTUAPOTHYCCKas OpUBOAAIIMEC K
aHTUAPOTHYECKAS SKTOZlepManbHas — Juciiasus, juMmdenema, | 00pasOBaHHUIO CTOII-
3KTOJEMAJIbHAA I/IMMyHO,Z[C(I)I/II_II/IT KOJIOHA)
JUCTIa3Hs,
UMMYHOIECPUIIHUT)
OcteoneTpo3 ayTocoMHO- | OCTEOCKIEPO3, YBEIUYECHHUE MHUHEPATHHOU CAll
peLecCUBHBIN C | IVIOTHOCTHU KOCTEH, MHOKECTBEHHBIE
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3a0o0eBanue

Kannnueckue IMPOSABJICHUSA

I'en

PEHANIBHBIM TYOYJISIPHBIM
alu1030M

nepeoMbl KocTeH, nedopmanus MeTadusos,
OCTEOMUEIIUT, TTOPAKCHHE 3y0OB, PEHAIBHBIN
TyOyJSIPHBIA  alM03, 3aJepKKa pPa3BUTHI,
nepeOpanbHas KanbIU(UKALKs, CHaBICHUE
YepEIHO-MO3TOBBIX HEPBOB, aHEMUSI

[Iporpeccupyromas
nuaduzapHas AWCIIIa3us,
THI 1 (bone3np
Kamypartu-Onrenpsmana)

CuMMeTpUYHOE IEPUOCTAIEHOE/IHAOCTATIBHOE
yToNieHne aAuadu30B JUTMHHBIX TpyO4aThix
KocTed (B OCHOBHOM, OegpeHHOW U
00JIBIIE0EPIIOBOI ), YBETMYCHHE MUHEPATHHOM
IUIOTHOCTH  KOCTeH, ©00MM B  HIKHHX
KOHEYHOCTSIX, MBIIICYHAS c11abocCTh,
YTOMIIIEMOCTh, TOHKHE KOHEYHOCTH, XPYIKHE
KOCTH,  YTOJIIEHWE  Yepema,  CKIepo3
OCHOBAaHMS 4epemna, BBICTYHAIOMUNA  JI100,
CIaBJICHHE  YEpPEIHO-MO3TOBBIX  HEPBOB,
rugpornedanus, TUTIOKTBIINYPUS,
THITOKAJIBIIAEMHUSI

TGFpI

MenopeocTo3

Koutpaktypsl u nedopManuud CycTaBOB H
MOPaXEHHBIX  KOHEYHOCTEH,  THUIIEPOCTO3
KOPTUKAJIBHOTO CIIOSI KOCTEH, OTeK, 0OoeBoii
CHHIPOM, OHEMEHHE. N3menenus B
MOPAKEHHBIX KOCTSAX HAIIOMUHAIOT KAIArOIINI
BOCK C TaIOIIECH CBEUH

MAP2K1

(M301TMPOBAHHBIC

clly4an)

IOBenuibHas 0o0J1e3Hb

Ilemxera

Hapymenenne pemonenupoBaHusi  KOCTEH,
MOBBIIICHHAs] PEreHepanus KOCTHOM TKaHH Yy
nered, neopmanuu 1 nepesioMbl KOCTeH, mpu
peHTreHorpaguu - y4acTKH OCTEOCKJIepo3a U
OCTe0AM3a, HU3KHA pPOCT, MOBBILICHHBIN
YpOBEHb AKTHUBHOCTHU IEI04YHOU docdarassl,
TYTOYXOCTh, PETHHOMNATHUS, KaIbIIHU(PUKALIHI
COCYIIOB, AaHEBpU3Ma BHYTPEHHEH COHHOU
apTepuun

Ty 2 -

TNFRSF11ATwum S -

TNFRSF11B

bomesns Ilemxera

bormn B KocTsAX, mepenomMsl M KOCTHBIE
nedopmannu, ronoBHas 005k, MOTEPS CIIyXa,
C/aBJICHUE HEpPBOB, CTEHO3 I103BOHOYHUKA,
cepAeyHasl HEIOCTaTOYHOCTh, HIIEMHYECKas
OoJie3Hb cepAna, Kanb(upukaus KianaHoB

Tun 3 - SQSTM1

Tun 6 - ZNF687

Bricokas macca KOCTHOH | DKCTpeMalIbHO BBICOKAs MUHEpaJIbHAs LRPS
TKaHW, aCCOIMMPOBAHHAS | TNIOTHOCTH KOCTEH, yTOJIIIICHNE
C MyTausMH B T€HE | KOPTUKAJIBHOIO CJOS JJIMHHBIX TpyOdaThix
LRP5 KOCTEH, YTOJILEHUE TOJICHEH,
KPaHMOCHHOCTO3,  KBaJpaTHas  YeNIOCTb,
HEOHBIN TOpYC
Bricokas macca KOCTHOH | DKCTpeMalIbHO BBICOKas MUHEpabHas LRP6
TKaHHW, aCCOIIMMPOBAHHAS | INIOTHOCTH KOCTEH, OTCYTCTBHE
¢ myTtanusmMu B reHe LRP6 | BepXHeuemoCTHBIX — pe3loB Yy B3POCIBIX,
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3a00JeBanue

Kannnueckue IMPOSABJICHUSA

I'en

HIMPOKas YETIOCTh, HEOHBIN TOPYC, YTONILEHUE
yepena, JAujaTalldsg  3pUTEIBHOIO  HEpBa,
CY’>KE€HHUE 3PUTENbHBIX U CITyXOBBIX KaHAJIOB

Bomnesus [Taiina

Bpoxnennas BaJIbI'yCHAsI nedopMarus
HUKHHUX KOHEYHOCTeH, Ko0s10000pa3Has
nedopMmarusi  OEAPEHHBIX KOCTeH  “kosba
Opiienmeriepa”, 1epeIoMbl MeTadu30B,

aHoMaJuu 3yOOB, IPOTHATHUS

SFRP4

Koprtukanbhblii
TUIIEPOCTO3
reHepaln30BaHHbIN
(xpanuoauaduzapHas
JUCIUIa3usi  ayTOCOMHO-
JTOMUHAHTHAs)

OHAOCTANBHBIN TUIIEPOCTO3 HUKHEN YEITIOCTH,
yepena, pedep, KIIOYHI, AHAPU30B JITUHHBIX
TpyOUaTBIX KOCTEH, MOBBIIICHUE MUHEPATHLHOMN
IJIOTHOCTU KOCTEH, Mapajiuy JIMIIEBOTO HEPBa,
oTeps ciryxa, aTpodust 3puTeIHLHOTO HEPBa

SOST

Cknepocreos 1
(ayrocomHo-
pEleCCUBHBIN)

['enepanu3oBaHHOE€  pa3pacTaHue  KOCTEH,
TUIIEPOCTO3  KOCTEH  yeperna,  OKKIIIO3Ms
YEepEeNHbIX OTBEPCTHH, YBEIMYECHHE YEIIOCTH,
JMIEBbIE IU3MOPQHH, CIABICHHUE YEpPerHO-
MO3TOBBIX HEPBOB, MTOBBIIIEHHOE
BHYTPUUEPENIHOE JIaBJIEHUE, CHHJAKTUJIMS,
OIEPEKEHUE buznueckoro pa3BuUTHS,
MHTEJIEKTYaJIbHbIE HAPYILIEHUS

SOST

IIuxkHomm3ocTo3

Huzkuii poct, yKOpoueHHE KOHEYHOCTEH,
rpyOoBaTele 4epThl JMLA (BBICTYHNAOLIUI
3aTBUIOK W J100, OTKPBITBIA  OOJIBIIOH
POJHHYOK, BBICTYIAIOUINA HOC, MUKPOTHATHS,
BBICOKOE JAyroo0OpasHoe He0o, MpONTO3,
rojiyonie CKJIEPBI), OCTEOCKJIEpPO3,
MHOYECTBEHHBIE [TEPETOMBI KOCTEH, aHOMATUU
3y00B M HOrTeH, Kupockoanos, aepopmarus
TPYAHOU KIIETKU

CTSK

ITonocuaras ocTeomaThs ¢
KpaHUAIbHBIM CKJIEPO30M
(X-cuemyieHHbIN
JIOMUHAHTHBIH )

B mertaduzax u auaduszax tpyOUaThIX KOCTEH,
B [T03BOHKAX JJMATHOCTUPYIOT MPOOIbHbIE TN
MOTIEPEYHbIE CKIEPOTHYECKHE H3MEHEeHUus (y
KEHIIMH), MHOTJAa - O4Yark OCTEOCKJIEpO3a.
Makpornedanusi, ruaponedanus,
BBICTYTAIOLINH 7100, TMIIEPTEI0PHU3M, SITUKAHT,
3araBlas IEpeHOCUIIa, BEICTYIAIOIIAsT HYKHSS
4eJIoCTh, MOTeps ciyXa, opodanuanbHas
pacienrHa, yMepeHHas 3a7iepxka pa3Butus (y
My)KuMH). B TsxkenbIx ciydasx y ML
MY’KCKOTO T0Ja - CHHAPOM MHOXECTBEHHBIX
IIOPOKOB Pa3BUTHS

OCTeOnONKHII03

MHOKECTBEHHbBIE ~ OYard  OCTEOCKJIEepO3a,
KOTOpBIE  PACHOJIOKEHHBI, Kak IMPaBUIIO,
CHUMMETPUYHO B KOCTHOW TKaHW. [lonkokHbIE

LEMD3
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3a0osieBanne Kiannuyeckue nposiBjieHust I'en
IUIOTHBIE  y3€NKH, O0€300JIe3HCHHBIC TIpU
HaJIbIAH
Hapymenust MuHepanuzanuu
l'unodocdarazus
Ononto runodocdarasus | [IpexxneBpeMeHHas moTepss MOJIOYHBIX 3YOOB, ALPL

MOCTOSIHHBIX ~ 3y0OB,  HU3KHIA
mesIouHou gocdarasbl KPOBU

YPOBEHb

l'umodocdarasus,
B3pocias hopma

bonb B KOCTAX, OTJIOKCHHE KpPUCTAJLIOB
nuruapaTa nupodocdara KalbIus B CBSI3KaX U
MSTKUX TKaHSIX, PEeIUBUPYIONTUE TIEPETOMBI,
paxuTonoI00HbIC U3MEHCHUS CKeJera,
NpeX/JeBpeMeHHass MoTeps 3y0oB, Kapuec
3y0OB, HU3KHI YPOBEHb IIEIOYHOM PocdaTazbl
KpOBU

I'mnodocdarasus,
netckas popma

[TpexneBpeMeHHas MOTepsi MOJIOUHBIX 3YOOB,
001 B KOCTSIX, KPaHHOCUHOCTO3,
paxuTHUYecKas nedopmanus CKelera,
PaXUTUYCCKUC YCTKU, pacipeHuc
MeTau30B, HapylleHUE IOXOJKH, HHU3KUH
YPOBEHb HIETOYHOH (ocaTa3bl KPOBU

I'umodocdarasus,
nHpaHTIIBHAS hopMa

Paxutuueckas nedopmarus CKeJeTa,
Opaxuuedanus, TUIIEPTENOPU3M a3,
IIOBBIIIICHUEC BHYTPHUYCPCITHOTO JaBJICHUA,
TpaxeoMayAuus,  AeopManus — IpyaHOH
KIJICTKH, PN ANBUPYIOIIHEC ITHEBMOHMUH,
NUPUAOKCUH3AaBUCUMBIE  CYAOpOTH, HHU3KUH
YpOBEHb 111eJI04HON (hocaTasbl KpoBU

I'unodocdarasus,
npeHaTaidbHas Gopma

BuyTtpuyTtpoOHbie nedopman KOHEYHOCTEH,
CepJIeYHO-JIErOYHas HEJI0OCTaTOYHOCTb,
KPOBOMBIIMAHUE B MO3I, aHEMHs, HHU3KHUI
YpOBEHb IeN0uHOM (hocharassl KpOBU

I'unodocdaremuyecknii
paxuT

Huskuii  poct, paxuTU4ecKHE H3MEHEHUS
CKeJeTa, KpaHHMOCTEHO3, BBICTYNAIOIIUMN JI00,
IUIOCKMHA  3aTBUIOK, JUCIPONOPLHAOHAIBHOE
TEJIOCJIOKEHHE, YKOPOUEHHE KOHEYHOCTEH,
BapyCHas/BaJbI'yCHas JAe(opManus HUKHHUX
KOHEYHOCTEH, cnabocTh  IMPOKCHUMAaJIbHBIX

MBI, YTUHAS OXOJIKa, YTOJIIeHne pedepHo-
XpAIIEBbIX CoeluHeHui, rumnodocdareMus,
IIOBBIIIIEHNIE

YPOBH aKTMBHOCTU

1m1e1049HOM dpocdaTasbl KPOBU

X-CleTIEHHBIA
JTOMUHAHTHBIN -

PHEX

AyTOCOMHO-
JTOMUHAHTHBIN -
FGF23

AyTOCOMHO-
peueccuBHbIN, TUII |
DMP1

AyTOCOHO-
pPELECCUBHBIN, TUIT 2
ENPP1
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3a0o0eBanue

Kannnueckue IMPOSABJICHUSA

I'en

Butamuun D-3aBucuMbii
paxur

3ajepKka  pocTa,  BBICTyMAmOUIMH  JI0O,
paxutudeckas nedopmanus CKeJIeTa,
HapylIeHHe MOXO/IKH, cnabocTh
MPOKCHUMAITbHBIX MBIIIII, MIOTJIMBOCTb,
3aJIepiKKa POPE3bIBAHUS 3y0O0B,
pacuIpeHHbIe pOJHUYKH, AedopMmaru pedep,
VIUIOIIEHWE KOCTeH Tasza, MCKpUBIICHUE
BEPXHUX u HUKHHAX KOHEYHOCTEH,
BapyCHas/BaJIbI'yCHAs nedopmarus
KOHEYHOCTEHM, THUIIOKAIbLIMEMHUS], CYAOPOIH,
JIAPUHIOCIIAa3M, KapJIMOMHOIATHS, aJOMeIus
(npu Butamun D-3aBucumom paxute |l Tuna)

Tun 1 - CYP27B1

Tum 2 - VDR

Tun 3 - CYP3A4

AxcuanpHast
OCTEOMAJISLIUSA

bonu B KOCTSX, CUMITOMBI, HallOMHUHAIOIIME
AQHKWIO3HPYIOLIUI CIIOHIAJIE3

HCT

HapymeHHﬂ (bOpMI/IpOBaHI/IH KOCTHOI'O MaTpHKCa U COCJIMHUTEILHOM TKaH!

AXoHJporuiazust

Huszkuit pocr, JACTPONIOPLIHOHAIBHOE
TEJIOCIIOKEHUE, YKOPOUYEHHE KOHEYHOCTEH,
Makpoluedanus, BICTyNaOMKH J100, 3amaBiias
MEePEeHOCHIIa, MaJblbl HA JAJAOHSX [0 THUIY
Tpe3yoia

FI/IHOXOHI[pOHJIBBI/IH

Huzkuit pocT, JTUCTIPONIOPIIMOHATBHOE
TEJIO0CI0KEHUE, YKOPOUEHHE KOHEUHOCTEN

TanaTodopHas
TIACTIIIAC3HSI

Hedopmanus CKelleTa, YKOpOUYCHHE
KOHEYHOCTEH, M30BITOYHAsT KOXa Ha pyKax U
HOTaxX,  JbIXaTelbHas  HEeI0CTaTOYHOCTb,
VIJIOUICHUE TIO3BOHOYHHMKA W HMCKPUBJICHHBIC
Ooenep (tum 1), mpsmas OeapeHHass KOCTb U
yepern B ¢popMme KieBepa (Tun 2)

FGFR3

MHuoXecTBEHHBIE
3K30CTO3bI

MHOXECTBEHHEIC OK30CTOMBI, BbI3bIBAIOIIHEC
CAAaBJICHUC HCPBOB, MBIIII], HCTPABMATHYCCKUC
MEpECIOMBbI, OCTCOXOHAPOMBI

Tumr 1 - EXT1
Tun 2 - EXT2

[TaxunepmorneprocTo3

['uneptpoduyeckas ocTeoapTponaTHs,
oOpazoBanue OOpO37 W MPOTPECCUPYIOIIEE
YTOJIIEHNE KOXH JTUIa U BOJOCHCTON 4YacTh
TOJIOBBI, TTO3, OYTaBOBUIHOE YTOJIICHUE
NanblleB BEPXHUX M HIKHUX KOHEYHOCTEH,
TUIEPTUAPO3, apTAITHL

HPGD (AP)
SLCO2A1 (AJD)

Cunapom  ocrteonoposa-
TICEBIOTTHOMBI

IOHomeckuii 0cTeonopo3, 4acTele MEPEIOMBI,
CKOJIMO3,  HU3KUK  poct,  Aepopmaiuu
KOHEYHOCTEH, HapyILIECHUS 3peHus,
IICEBJIOTJIMOMA,  YMCTBEHHas  OTCTaJIOCTb,
MBbIIIIEYHasi TUMOTOHUS, THUIEPMOOMIBHOCTh
CyCTaBOB, CyJIOPOXHBII CHHAPOM

LRP5

HacneacrBeHHbie 3a00JIeBaHUS COE€IUHUTEIbHON TKaHU

Cunapom Dinepca-Jlanno
(tum | u 1)

['unepmMoOuIBHOCTH CyCTaBOB,
TUIEPINACTUYHOCTD KOXKH, MHOXXECTBEHHBIE

COL5A1, COL5A2,

COL1Al

117



3a0osieBanne Kiannuyeckue nposiBjieHust I'en
HKXMMO3bI, OapxaTucras Koxka, aTpopuiecKue
pyOubl, HapymieHHEe  OCAaHKH,  MHOIHMS,
npoJiarnicel AV-KianaHoB
Cungpom Dinepca-/lanino, | [unepMoOMIEHOCTh  CYCTaBOB, IOABBIBHXHU TNXB

kiaccuueckuit (AP)

CyCTaBOB, YETHIPEXCTBOPYATHI aAOpTAIbHbBIN
KJlallaH, [pojarnc MUTPAJBHOrO  KJIallaHa,
Oapxarucrasi Koxa, THIepITaCTUIHOCTh KOXKH,
MbIlIeYHast C€1a00CTh, B YacTH CIy4aeB -
AQHOMAJIMU TOJIOBBIX OPraHOB, MOBBIIICHHBIN
ypOBeHb | 7-TUIPOKCUTIPOTECTEPOHA B KPOBU

Cungpom Dnepca-/lanio,
TUTIICPMOOUIBHBIA ~ THUII

(tum 1I1) (AJL)

['mnepMOOUIBbHBIM  CHHIPOM, BBIBUXU HU-
I10JIBBIBUXU CYCTaBOB, BKJII0Yas
HIDKHEYETFOCTHOM CYCTaB, THIIEPIIaCTUYHOCTh
KOXH, OapxaTucras Koxa, arpoduyeckue M
runeprpopuyeckue pyorsl Ha KOxe, II0X0e
3KUBJICHUE  paH, TIPbDKHU, TacTPONTO3,
BbICOKOE He0O, HEpOBHbI 3yOHOH psn,
IEpeIoMbl  KOCTEH, XPYIKOCTb  COCYAOB,
CHUHJIPOM OpPTOCTaTHYECKOM TaxuKapAuu

He Bepudunmponan,
IIPEITI0JIOKUTEIBHO
COL3A1

Cunapom Dnepca-Jlanio,
cocyauctolil tum (tum V)

3anepxka ¢duznueckoro
KEpaTOKOHYC, MapOIOHTO3,
3y0OB, AuiaTanus aopThl, OpBIKEECUYHOMH,
OpromHOW, modeuyHou  aprepuii, [IMK,
aHEeBpU3Ma IOJIOBHOT'O MO3Ta, Pa3pblB TOJICTAs
KHILKH, Pa3pbIBbI U [1ATOJIOTUS MATKU BO BpEMS
OepeMEHHOCTH, IaxoBas TIpbDKA. SKXHUMO3BI,
XpynKass MOpUIMHUCTas KOXa, HWHOrja —
aJUIONELHs

pa3BuTHS,
paHHsA MoTeps

COL3A1,
COL1A1 (penko)

Cungpom Onepca-Zlanio
C HOpa)X€HUEM cCepAala U
KJIaIIaHOB

BoponkooOpasHast ~ nedgopmanuss  TpyAaHOH
KJIETKH, TIPOJIATIC MHUTPAIBHOTO KIIAlaHa,
MUTpaJIbHAsl peryprutanus, He0CTaTOYHOCTh
MUTPAITBHOTO KJIaraHa, aopTaybHas
HE/I0CTaTOYHOCTb, IPOrPECCUpPYIOILEe
MOpakeHHe KJIaIlaHOB cepaua,
TUIIEPITACTUYHOCTh  KOXKH, aTpoduuecKue
pyOIBl,  CKJIOHHOCT K  OOpa3oBaHMIO
HKXMMO30B, KPOBOTEUEHHUSM,
TUIEPMOOUIIBHOCTD CYCTAaBOB, Pa3pbIBbl MBIIII]

COL1A2

Cunapom Dnepca-/lanio,
KH(POCKOIMOTUYECKUI
tun (tun VI)

['nnepMoOUIBHOCT CYCTaBOB, KHU(OCKOIHNO3,
OCTEONEHMs,  PEUUJAUBUPYIOIINE  BBIBUXH
CYCTaBOB, TUTIOTOHUS NP POXKJIECHUH, TOTYObIE
CKJIEPBI, KEPATOKOHYC, MUKPOKOpHEa, MUOTIHS,
OTCJIOMKa ceTyaTKu, Map(haHOUIHBIN (peHoTum

PLOD1

FKBP14

Cungpom Dnepca-/lanio,
apTPOXAIA3UCHBIM  THUI
(turt VIIA u VIIB)

Huzkwuit poct, kudo3, ckonmos3, 0cTeoapTpUTHI,
OCTEOIICHMS], YaCThIE IEPEIOMBI, BPOKICHHBII
BBIBUX Oe€/ipa, PEIUINBUPYIOIMINE TTOABBIBUXH,
TUIIEPMOOHIBHOCTh CyCTaBOB,

COL1Al u COL1A2
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Kannnueckue IMPOSABJICHUSA

I'en

TUIIEPAIACTUIHOCTh KOH, IUI0X0e
3a)XHUBIICHUE paH, aTpouuecKkue pyoOIsl,
MBIIICYHAs THITOTOHHUS

Cunapom Dnepca-/lanio,
JIepMaTOCIIapaKCHUC

VIIC)

(Trm

Husknii  pocT, yKOpOYEHHME KOHEYHOCTEM,
OpaxuaaKTUIINS, MO3HEE 3aKpBITHE
POJHHMYKOB, MUKPOTHATHs, PELUIUBUPYIOLINE
IIOJIBBIBUXY HW)KHEHW YEIIOCTH, T'MIIEpIUIa3Hs
JIECEH, TUIIEPKEPATO3 [IECEH, KPOBOTOYUBOCTh
JIECEH, TUIIOJIOHTHUS, U3MEHEHHE LBeTa 3yOOB,
MHOIUS, TONyOble CKJIEphl, CKIOHHOCTh K
00pa30BaHUIO HKXHMMO30B, KPOBOIIOJTEKOB,
BBIp@XCHHAsI XPYIKOCTb KOXH, Jpsoiasd,
oOBucIIas KOXa, HEOHATaJIbHBIN
ITHEBMOTOPAKC, Pa3pbIBbl BHYTPEHHUX OPraHOB

ADAMTS2

Cungpom Dnepca-/lanio,
MEPUOIOHTAIIbHBIN

(tum V1)

THUII

Tsokenblil MEPUOJOHTHT C PAHHUM HA4allOM,
pereccus JIECHBI, MUHUMAJIEHO
NPUKPEIUICHHAS WM HENPUKPEIUICHHAS JICCHA,
MoTepsi aTbBEOJISIPHONW KOCTH BOKPYT 3yOOB,
NPEXKACBPEMEHHAs U MPOTPECCHPYOIIas
norepss 3y0OB, TIPETHOMAIBHBIC OJISAIIKH,
THIIEPIIaCTUYHOCTD KOXH, TUIOXO0E
32)KHBIICHUE paH, MapdaHoo100HBIT
(EHOTHII, THIIEPMOOUIIBHOCTD CYCTaBOB

CiR

Cunapom Dnepca-Jlanio,
CHOHTUJIOAUCILIACTHYECK
WM TUIT

Huskuii poct, makporedanusi, MaleHbKOE
JIMLIO0, TUIIOILIA3Us CPEHEN TPETH JIULa, y3Kas
IrpyAHass  KJIETKa, KOPOTKHE  KIIFOUYMIIBI,
negopmanusi IpyJIHOW KIETKH, OCTEONECHHS,
WCKPUBJIEHHE JUIMHHBIX TpyO4aThIX KOCTEH,
3aMeIJIEHHOE [IPOPE3bIBAHNE 3y00B,
TUIOJOHTHS, CJIA0OCTh CYCTaBOB, TOHKas
KOXKa, 3aMEIJICHHOEC 3aXXUBIIEHHE pPaH C
aTpoduyecKkuMu pyoramu

BAGALT7
B3GALTS5
SLC39A13

Cungpom Dnepca-/lanno,
MBIILIEYHO-
KOHTPAKTYPHBIN THII

BpoxneHHbIE  KOHTPAKTYpbI, BBIPAKEHHBIN
KH(OCKOINO3, PEIUJIUBHPYIOIIAE BBIBUXHU
CyCTaBOB, BBIPAKECHHBIH TUIEPMOOUIBHBIN
CUHIPOM, TIOBBIIICHHAS TPAaBMaTUYHOCTH,
Opaxwuiedanusi, MUPOKHUA 100, MUKPOCTOMHSI,

MUKpPOTHATHUs,  BBICTYMAIOIIAs  YEIIOCTh,
THIIEePAIaCTUYHAS XpymKas KOXa,
atpoduueckue pyoO1IBI, reMaTOMBI,
PEIUAUBHUPYIOIIAE TOJKOXKHBIC, 3aJepiKKa
pa3BHTHS, MBIIIECTHAS THTIOTOHMSI,
TUAPOHEPPO3, rpbIKa MUIIEBOTHOTO

OTBepCTHUs AMadparmbl

CHST14
DSE

Cunnpom

POTOBUIIBI

XpYIKOH

ToHkas poroBuma, OTCIONKAa CETYaTKH,
MOBPEXACHUST CTPYKTYp TIJa3a, TroiyOble
CKJIEpBI, KEPATOKOHYC, OJIN30PYKOCTh BHICOKOM
CTETeHH

Tum 1 - ZNF469
Tun 2 - PRDM6
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3a0osieBanne Kiannuyeckue nposiBjieHust I'en

Cunnpom Mapdana Bricokuii poct, ckonno3, kudos, aedopmarus Tum 1 -FBN1
MMO3BOHOYHHKA, apaxHOIaKTUITHS,
BOpPOHKOOOpa3Hasi/KujieBuaHas  Aegopmarius Tun 2 - TGFBR2
TPY/JHON KJIETKH, OTHOIIEHUE pa3Maxa PyK K
pocty >1,5, y3kui  JMUEBOM  CKEJET,
pETpOTHATHS; JWJIATAIlMsl KOPHS  AOPTHI,
aHEBpHU3Ma aOpThI; MPOJIANIC MUTPAIBHOTO
KJIallaHa; OSKTOMMSA XPYCTAJUKa, YIJIOMICHNE
pOTOBMIIBI, MHO3, OTCJOWKA  CETYaTKH,
riaykoma, sM¢pu3eMa JeTKUX, THEBMOTOPAKC,
CTpUHU Ha KOXeE

Cunpnpowm Jloiica-lutna | Kpanmocunocro3, ckommo3, gedopmanus | Tun 1 - TGFBR1

TPYAHOM KJIETKH, JIOJIMXOCTEHOMEITHS,
KOCOJIaLIOCTh, ~MUKpPOTHATHUsl, pPETPOrHaTus, Tun 2 - TGFBR2
TUNIEPTENIOPU3M  TJIa3, TONyOble  CKIIEDHI,
MOpaXEHHUE CEPJIEYHO-COCYAUCTON CHUCTEMBI - Tun 3 - SMAD3
U3BUTOCTh apTEepHid, aHEeBpU3Ma JIETOYHOU
apTepuu, aopThl, apPaxXHOJAKTHIINS, PYyOIbI, Tumn 4 - TGFB2
CTpUHM Ha KOXe€, IOJYNPO3PavyHOCTh KOXKH,
CHIOHTaHHBIH ITHEBMOTOPAKC, TPBIKH, Tun 5 - TGFB3

TUIIEPTENOPU3M, KOCOIJIa3ue, pa3BOCHHBIN
A3BIYOK, paclieinHa HeOa, MOBBIIIEHHbIN PUCK
MMMYHHBIX HapylLeHHH

e B3spociasie.

Ocmeomanayusa — XapakTepusyercss OOJIIMH B KOCTSX, IOBTOPHBIMH IepeioMamMu 0e3
NPEJIIECTBYIONIEH aJeKBaTHOM TpaBMbl, IOBBIIICHHMEM aKTUBHOCTH IIEJIOYHOM (ocdarassl,
MOCTOSTHHO HU3KUM ypOBHEeM Kaublus\Gocdopa KpOBU M CYyTOUHOM SKCKpEIUH KabIus 1 dochopa
moun. Kak mnpaBuno, pa3BuBaerci B pesynbTare nepuuura ButamuHa D, docdopa. Ilpu
PEHTTEHOJIOTUYECKOM  MccleoBaHnn — onpenensarorcess  cHwkenue MIIKT, nceBmonepenomsi,
OTCYTCTBHE TPaOEKYISIPHOCTH TeJ MO3BOHKOB, JMHEHHBIE 30HBI «IIPO3PAUYHOCTHY» B KOPTHUKAIHHOMN
30HE TPyOYaTHIX KOCTEH.

Ocmeonopo3 - nepBUYHBIN 1100 BTOPUYHBIN Ha OHE TpHEeMa KOPTUKOCTEPOUIOB CHCTEMHOTO
JeWcTBUS, HApYILIEHUs BCAChIBaHUS, aIMHAMMH, CONYTCTBYIOIIUX 3a0o0jieBaHMHA. XapakTepusyercs
O0oNAMH B KOCTAX, IEpejoMaMH TUIUYHOM JIOKadM3allMd — Teja IO03BOHKOB, JIy4€BOM KOCTH,

MIPOKCHUMAJILHBIN OT/IEN TUIeYa, MEeWKH OeIPEHHON KOCTH.
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Ipuioxenne A3.6 [IporuBonokazanus U nodouYHbIe IPGeKThI OT MPenapaTon

IJISL OJITOCPOYHOM MPOPUITAKTHKH.

Oowue nonodcernus no mepanuu oucghocghornamanu npu HO:

BMCMOHaMbl npomueonoKa3anHbvl K NPUMEHEHUIO:

— NpU 8bIPANCEHHOM HAPYUleHUU QYHKYUU NoYeK (KiupeHc Kpeamununa menee 30-35 mi/mun);

— Npu annepeuteckux peakyusax u HenepeHocumocmu 100020 uz komnonenmos JIC;

— npu omcymcmaeuu d¢hghekma om npeouiecmayroweo 1edenus 1eKapCmeeHHbIMU CpeoCmeamu Ha
ocHoge bD;

— NpU HACMYNIEHUU MANCENLIX NOOOYHBIX IPPeKmos om npeduiecmsayrowux Kypcos ievenus bd;

— NpU HEKOPPULUPOBAHHOL SUNOKANbYUEMUL;

— NpU NIAHUPOBAHUU/BbIAGTIEHUU DEepeMeHHOCU, IaKMayulL;

- 8 nepuooe HOBOPONCOEHHOCIU 00 CMADUIUZAYUU COCTNOSHUSL PeOeHKA

—MeHee uem 3a 48 u 00 mMpasmamonoco-opmoneouyecKux Xupypeuueckux emeulamenbcms Ha
KOCMHOU MKAHU U 00 Cpaujenust 8 30He emeulamenbcmea (6 cpeonem, 3-4 mecaya nocie onepayuu);
— nocje XUpypeuueckux Cmomamoo2udecKux emeuamenscms (00 NOJAHO20 3AXNCUBNEeHUS 6 30He
eMeuamenbcmea,).

Tepanusa oucghochonamanmu odemam ¢ HO nposodumcsa 0off-label — 6 coomsemcmeuu c

nokazamensimMu (Xapakmepucmukami), He YKA3AHHbIMU 6 UHCMPYKYUU No e20 HNPUMEHEHUIO,
ocywecmensemcs coenacuo @3 Ne323-d3 om 21.11.20112. ¢ usmenenusamu.

Oonako, y yacmu 83poCivlX NAYUEHMO8 YCIAHOBIEHHbIU CONYMCMBYIOWULL OUACHO3 «8MOPUYHDBILLL
ocmeonopos» (Koo no MKB-10 M80.8), moscem seumvbcs 060CHOBaAHUEM HASHAYEHUS OAHHO20 8UOA
mepanuu, cCoOomememcmeerHo, y 83pocavix nayuenmos ¢ HO nasnauenue bucgocgonamos 603moxcHo
HA OCHOBAHUU YMBEPHCOCHHLIX KIUHUYECKUX PpeKOMeHOayulli npu NOCMAHO8Ke OUacHO3d

«ocmeonoposy «llamonocuueckue nepeiomsl, OCHO0HCHAIOWUE OCMEeOnopo3» U «Ocmeonopos».

Ta6anna 1. Uudopmanus o npenaparax rpynnsi ATX MO5SBA Bucdochonarsi

[Tpenapats! [IpornBonokasanus IToGounbIe 3¢ PeKThI
#3oneapoHoBast KMCIOTa™ ™, * JIeTH; * HedpoTOKCHYECKOE
* OepeMeHHbIE U KOpMSIIHe neiicTBue;
YKEHII[UHBI * JMXOpajaKa, 03HOO;
* TsDKeIble HapyIICHHS * TUIOKAJBIIMEMUS;
MUHEPAJIBLHOTO0 0OMEHa, * a”adumIaKTHYeCcKas
BKJII0Yasi TUITOKAJIbLUEMHUIO; peaxius;
* TOBBIIICHHAS * 0OJIb B KOCTSIX;
YYBCTBUTEIBHOCTh K * apTpairus;
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#301eApOHOBOM KUCTOTE* ™ U
npyruMm oucochoHaTam;

* HapyleHue QyHKIH TOYeK
Tsoxenont creneru (Cl
KpeatnuHuHa <30 MJI/MUH)

*  MHAJITHUS;

* 0o0Jb, TUTIEPEMUS,
OTE€YHOCTb, YIIJIOTHEHHE,
(hedbuT B MecTe BBEICHUS
npenapara;

* TOINHOTA;

* nmapes;

*  OJIBIIIKA,

* YBEWT, CKJICPHUT,
AMHUCKIICPHT,
KOHBIOHKTUBHT, UPUT U
opOUTaANBHOE BOCIIAJICHHE,
BKJTIOYAst OpOUTAIBHBIN
OTEK;

* OCTEOHEKPO3 HUKHEU
YeIOCTH;

*  aHEMHSI

#Konexanpuudepor** * IOBBIIICHHAs * TUINEPKaJIbIUEMHUS;
qYBCTBUTEIBHOCTD K JTIOOOMY | ® THIIEPKAIBINYPHUS;
KOMITOHEHTY Ipernapara; * 3amnop;
* TUNEPKATbLUEMIS,; * nuapes;
* TUIEPKAIbLNYPUS; *  METEOpH3M;
* KaJIbI[MEBBIN * TOINHOTA;
HedpoyponuTuas (B T.4. B * a0JOMHMHAJIbHBIC 0OJIH;
aHaMHese); * peakuuu
* IICEBIOTUIIONAPATUPEO3 TUIEePYYBCTBUTEIHHOCTH
(3y1, ChIIb ¥ KpanMBHUIIA)
#Comatponuu** MOBBIIICHHAS . He(poTOKCHYECKOE
YYBCTBUTEJIBHOCTD K JIIOOOMY NN CTBHE;
KOMIIOHEHTY Ipenapara; . JMXO0pajika, 03HOO;
OITYXOJIM TOJIOBHOTO MO3Ta; . THITOKATBIIUEMUS,
aKTHBHBIE 3JI0KaYEeCTBEHHbIE . aHaumakTHUECcKas
HOBOOOpa30BaHuUs JTH000MH peaxuus;
JIOKaJIN3alI1H; . 00J1b B KOCTSIX;
YpreHTHBIE COCTOSHUSA (B T.U. . apTpairus;
COCTOSIHUS TIOCJIE ONIEPATUBHBIX | * MUAITHUS;
BMEIIIATEIILCTB HA CEPJIIIe, . 00J1b, TUTIEpEMUS,

OpIOIIHOM MONOCTH,
MHOKECTBEHHBIE TPABMBI,
OCTpasi JAbIXaTelibHas
HE/I0CTaTOYHOCTH;
CTUMYJISAIUS POCTa Y
MAIMEHTOB MOCIIE 3aKPBITHS
SMUQHU3aPHBIX 30H POCTA;
cunapoM [Ipanepa-Bum nmpu
BBIPQ)KEHHOM OYKUPEHUH U
HaApPYIICHUH JTBIXaHHUS;
OepeMEeHHOCTh U TIEPUOJ
TPYHOTO BCKaPMIIMBAHHS

OTE€YHOCTb, YIIJIOTHEHHE,
(bnedbuT B MecTe BBEICHUS

npernapara;
. TOITHOTA;

. apest;

. OJIBIIIIKA;

. YBEUT, CKIIEPHUT,

STIHCKIIEPUT, KOHBIOHKTHBHT,
UPUT U OpOUTATIBHOE
BOCITAJICHHE, BKJIFOYAs
OpOUTANBHBIN OTEK;

. OCTEOHEKPO3 HUKHEU
YEJIOCTH;
° aHEMUs
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Ipunoxkenune A3.7. O6ciienoBaHue Mepea] HAYAJIOM H BO BpeMsi IpueMa

npenaparoB JAJIs J0JATOCPOYHON NPOPUIAKTUKHA

bucdochonarsl
O6cnenoBanue nepen | O6cnenoBanue B mporecce JieueHus bd
Ipemapartsr Ha3HAYECHUEM
#3oneapoHoBas o 00U * 00U (KITMHUYECKUI) aHaTN3 KPOBH (TIEpeT
KHCJIOTa**, (KITUHUYECKUN ) Ka)K]IbIM BBEJICHUEM );
#Wo6anapoHoBas aHaJIN3 KPOBH; * aHAJIN3 KPOBH OMOXUMUYECKHIA
KHCJIOTa e aHAJIU3 KPOBH oOmierepaneBTHUECKU (0053aTEIBHO
#AneHapoHoBas OMOXMMHUYECKHIA MoKa3aTenu Kalblui-hochopHoro ooMeHa,
KHCIoTa** o0IIeTepaneBTHYECK UCCIICIOBAaHHE YPOBHS KpPEaTHHUHA B KPOBH,
ui (00s3aTenbHO UCCIIC/IOBAaHHE YPOBHS MOUEBUHBI B KPOBU
MoKa3aTesu (Tepet KaKIbIM BBEICHUEM);
KaJIbIHi- o uccinenoBanue yposus 25-OH Butamuna
¢dbochopHOro J1 B KpoBH);
oOMeHa, .
HCCIICIOBAHHE *PEHTTEHOCHCUTOMETPUS (TIPH BO3MOKHOCTH. B
YPOBHS KpeaTHHUHA CpEeIHEM, SKETOIHO)
B KPOBH, o PenTrenorpadus no3BoHOYHMKA,
HCCIIeZIOBAaHHE CHeHaTbHbIC NCCIICAOBAHMS U IPOCKIHH
YPOBHSI MOUEBUHBI B (Topako-1oMOaIbHOrO OTAEIa B OOKOBOM
KpOBH, npoekun) (He pexe 1p/2 roga (y B3poCibIX, B
HUCCIIEI0OBaHNE cpeaneM, 1 pa3 B 3 roaa)
YPOBHS
apaTUPEOUTHOTO . Koncynbrarnms Bpaya-
rOpMOHA B KPOBH, CTOMATOJIOra/Bpaya-JIeTCKOro croMarosora (B
HCCIIeIOBaHHE cpeaHeM, 2 pasa B TOJI)

ypoBHs 25-OH
BUTaMuHa /| B
KpOBH);
OMOXUMHUYECKHH
aHaJIN3 MOYH
(KampIni-
dhocdhopubIii 00MEH);
 Pentrenonencurome

. HcknroueHne/moaATBep K IeHIE
0epeMeHHOCTH Y TTalMeHTOB (hEPTHUITHHOTO
BO3pacTa (TI0 MOKa3aHUsIM)

» broxumuveckne Mmapkepsl KOCTHOTO
MeTaboau3Ma (onpeieleHne akTUBHOCTH
1eno4Hoi gocdarassl B KpoBH, IPU
BO3MOXHOCTH onpeaenenus: MccnenoBanue
YPOBHSI OCTEOKAIILIIUHA B KPOBH,

Tpus UCCIIeIOBaHMsl YPOBHS OeTTa-
e KoHcynpranus M30MepU30BaHHOTO C-KOHIIEBOTO TEJIOMENTH A
Bpaya- kosnareHa 1 tuna (B-Cross laps) B kpoBu.
cToMaroJora/Bpada- HccnenoBanue ypoBHS J€30KCHITAPHITHOIMHA
JIETCKOT0 B MOY€) - Y B3pOCJIBIX MALUEHTOB, NIPH
CTOMaroJIora BO3MOXKHOCTH. Heo0X0AMMOCTh M KpaTHOCTh
e VckntoueHne/moaTs OIIpElIETICHUS YCTAHABIMBAETCS
EpPIKIICHUE WH/INBUYAIIEHO, TIO TTIOKA3aHUSM;
0epeMEeHHOCTH y| e
MAIEHTOB
(bepTUIBEHOTO
BO3pacra
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#Konexanprudepon™** u #Comarponun™*

[Ipenapatsi OO6cnenoBanue nepe O0caenoBanue O6cnenoBanue uepes 1
e HA3HAUYECHUEM yepe3 6 Mec roma
#Konekanpuudepon™* |  00muit o 00U o O0OITUH (KITMHUYECKUI)
(KIMHUYECKUI) (KIMHUYECKUI) aHaJIU3 KPOBH;
aHaJIu3 KPOBU; aHaJIU3 KPOBU;  AHAJIN3 KPOBU
e aHAJIN3 KPOBH e aHAJIN3 KPOBH OMOXMMHYECKUN
OHOXUMHUYECKUI OMOXUMHUYECKUI oOIeTepaneBTUYECKUMA
oOmierepaneBTHYECK | oOmerepaneBTHyeck | (00s3aTenbHO
nii (00s13aTeIBHO uii (00s3aTEIBHO MMOKa3aTeJIM KaJbIIHii-
MOKa3aTeH MOKa3aTeNu dbocdopHOro 0OMeEHa,
KaJbIUi- KaJIbIUi- UCCIIEIOBAaHUE YPOBHS
dbocdopHoro dbocdopHOTro KpeaTHHHHA B KPOBH,
oOMeHa, oOMeHa, HCCIIEI0BAaHUE YPOBHS
HCCIIeIOBAaHHE WCCIICIOBAHKE MOYEBHHEI B KPOBH,
YpOBHS KpeaTUHHUHA YpOBHS KpeaTUHHUHA AJIT, ACT,
B KPOBH, B KPOBH, WCCJICIOBAHKE YPOBHS
WCCIIeTOBaHHE UCCIIEIOBaHHE 25-OH BuramuHa /| B
YPOBHSI MOUEBHHBI B YPOBHSI MOUYEBUHBI B KpPOBH);
kpou, AJIT, ACT, kposu, AJIT, ACT, o OMOXMMUYCCKUI
HCCIIeIOBAaHHE WCCJICJIOBAHHE aHaJIN3 MOYH
YPOBHS ypoBHs 25-OH (xanbuuii-hochopHbIit
MapaTUPEOUTHOTO BUTamMuHa /| B oOMeH);
TOPMOHA B KPOBH, KpPOBH); « YIbTpa3ByKOBOE
WCCJIC/IOBAHKE o OMOXUMUYCCKUI HCCJICIOBAHKE TTOYCK;
ypoBHs 25-OH aHalu3 MOYH YapTpa3sBykoBoe
BUTamMuHa /[ B (xanbuuii- HCCIIEN0BAHUE
KpOBH); (dbocdopHBbIii 0OMEH); | MOYEBOTO IY3bIPS;
o OMOXUMUYECKUN o YIIbTpa3ByKOBOE
aHaJlu3 MOYH UCCIIEIOBaHHE
(kampIui- MOYEK;
¢dochophslii 00MeH); | YabTpa3zBykoBOE
o YIIbTpa3ByKOBOE HCCIIEIOBANe
WCCIIeIOBaHHE MOYEBOTO MY3bIPS;
TOYEK;
VYapTpa3zBykoBoe
HCCleIoBane
MOYEBOTO MY3bIPS;
#ComatponuH** ¢ UccnenoBanue e COCTOSTHUE TJIA3HOTO | o OOIMIMIA (KIIMHUYECKHHN)

YpOBHS
COMAaTOTPOITHOTO
TOPMOHA B KPOBH;

o peHTreHorpagus
KHUCTH (OlLIEeHKa
KOCTHOT'O BO3pPacTa);

nHa;

o peHTreHorpagus
KHCTH (OIlEHKA
KOCTHOT'O BO3pPacTa);

o KOHTPOJIb
apTepHaATLHOTO
JABJICHUS Ha PyKax
Y HOTax;

e HCCTICIOBAaHUE
YPOBHS TITFOKO3BI
KpPOBY;

aHaJN3 KpOBHU;
o 00U (KIMHUYECKUI)
aHalIu3 MOYH;
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e aHAJIN3 KPOBH
OMOXUMHUYCCKHI
o0mierepaneBTHIECK
uii (MccreaoBaHme
YPOBHS KpEaTHHUHA
B KPOBH,
orpeseieHne
aAKTUBHOCTH
QTAHUHAMUHOTPAHC
(dhepasbl B KpOBH,
orpeseeHue
aAKTUBHOCTH
acmapTaTaMUHOTPaH
cthepasbl B KpOBH,
ornpeseeHne
aAKTUBHOCTH
LIEJIOYHOM
docdarassr)

Ipuioxenne A3.8 [lpumepbl MeIMUHUHCKUX M3e/IHil, MPUMEHsIeMbIX NPH

HO

Taonuua 1.

HanmeHnoBanue MeIUIHHCKOI0
U316 IUs/H31eJIHii B Te3ncax-
peKOMeHIausIX

HanmeHoBaHMe MeTUIIMHCKOTO U3/1eJIUS B peecTpe
MEINIUHCKUX NU3JeJTuil

TCICCKOMMYCCKNUEC NMIIJIAHTAThI

HaOOp UMILIAHTATOB I JETCKOW OpTONennu (B COCTaBe -
CTEep>KEeHb MHTpaMe Iy UIIPHBIN TeJIECKOMUYECKUI) WiIH
MmmaHTaTa TeIeCKOMU4ecKOro is
UHTpaMelyJUIIPHOT0 OCTEOCHHTE3a, Habop
HHCTPYMCHTOB [JId YCTAHOBKH MMIIJIAHTATOB
TEJECKONUYECKUX JUIsl HHTPaMENyJIIIIPHOTO
OCTEOCHUHTE3a

IIJ1aCTUHBI

MJIaCTUHA HAKOCTHAS JUTsl (PUKCAITH TIEPETOMOB
BUHTAMH, HEPACCACHIBAIOIASICS, CTEPUITbHAS ™ **,
TJIaCTUHA I O€3BUHTOBOM (PUKCAIIMKM KOCTH U3 CIUIaBa C
namsTheIo GopMbI***, MIacTHa HaKOCTHAS [T
(uKcauu nepeIoMOB BUHTAMH, HEPaCCaChIBAIOIASICS,
HECTepWIbHAS *** BUHT KOCTHBIN OPTONEINYECKUM,
HepaccachIBAIONIUNCS, CTEPHIIBHBIN*** | BHHT KOCTHBIN
OpTONETUYECKUN, HEPACCACHIBAIOIITUIACS,
HECTEePUIbHBIA* **1 T.11.

BHUHTHI

BUHT KOCTHBIW CITMHAJLHBIN, HEPACCACHIBAIOIIUNACS ***,
BUHT KOCTHBIN JUJISL YEPENMHO-ITULEBOW XUPYPIUH,
HEepaccachIBAIOIIUNCS, CTEPHIIBHBIA ™ **, BUHT KOCTHBIN
OPTONEIUYCCKUN, HEPACCACHIBAOIITUICS, CTCPHIIbHBIN ***
BHUHT KOCTHBI OPTONEIUYECKUI, HEPACCACHIBAKOLIUICS,
HECTePWJIbHBIN***1 T.11.
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IIJIACTUHBI C YTIIOBOM
CTaOMIIBHOCTBIO U
MOHOKOPTHKAJILHOW (hUKcarren

TUTACTHHA HAKOCTHAS IS (DUKCAINH MTePEIOMOB
BUHTAMH, HEPACCACHIBAIOIIASICS, CTEPUIIbHAS ™ ¥,
TUTACTHHA 1711 OE3BUHTOBOM (PUKCAIIMK KOCTU U3 CIIJIaBa C
naMAThio GOPMBI*** TmacTHA HAKOCTHAS IS
¢duKcanuu nepeIoMoB BUHTAMH, HepaccachIBAIOIIasCs,
HecTepuIbHAS*** 1 T.11. (MOTYT BXOJIUTh B COCTaB
HAO0OPOB MEIUITMHCKUX U3JICIIHH, HAllpAMep:
UMIUIAHTATHI JUII OCTEOCHHTE3a MPH MTPOBEACHUN
orepauii Ha ONOPHO-IBUTATEIHLHOM arapare 4YeI0BeKa,
UMIUIAHTATHI JUI OCTEOCHHTE3a C UHCTPYMEHTAMU JIJIs
YCTaHOBKH, C TIPUHAICKHOCTIMH, HAOOP UMILJIAHTATOB
JUTSL OCTEOCUHTE3a, UMIUIAHTATHI JJI1 OCTEOCUHTE3a C
WHCTPYMEHTAMH ISl UMITIAHTAIIUY, UMIUIAHTBI JUIS
OCTEOCHHTE3a CTEPUIIHHBIC) U JIP.

0JIOKHpYyeMble HHTpaMey TSI PHbIE
CTEP)KHU

CUCTEMa BHYTPECHHEH/BHEITHEH OPTONEANIECKON
dbukcanuu, HHTpaMeayJUIIpHas cUCTeMa OCTEOCHHTE3a,
CTEPXHU JIJII UHTPAMEAYJUISIPHOIO OCTEOCUHTE3A
JUIMHHBIX U TPyOUYaThIX KOCTEU C MPUHAUICKHOCTIMU U

Ap.

CTCPIKHU

CTEp)KEHb KOCTHBIN OPTOIEINYECKHH,
HepaccachlBalOIIMUCS ***, cTepKeHb KOCTHBIN
OPTONEIUYCCKUHN, paccachIBArOITUICA™ **, cTep)KeHb
WHTPAMETyJUISIPHBIA OeAPEHHBIA, HECTCPUITBHBIN* **,
CTep)KEHb UHTPAMEAYJUIAPHBINA OeIpEHHBIN,
CTEPHIIBHBIA ™ ** | cTep)keHb MHTpaMe YIS PHBIHA
IIJICYCBOM, HECTEPUIIBHBIN *** | cTep)kKeHB
MHTPAMETYJUISIPHBIN [1JI€4€BOM, CTEPUIIbHBIN ***,
CTEepKEeHb O0NbIIEOePIIOBBIN HHTPAMEYUISIPHBIH,
CTEPUIIBHBIN ™ **, cTep)KeHb 0OJBIICOSPIIOBHII
WHTPaMEeTyJUISIPHBIN, HECTePUIbHBIA*** BUHT KOCTHBIN
OPTOIEAMYECKHH, HepaCCaChIBAIOIIIUIACS,
CTEpUIIBbHBIN™**, BUHT KOCTHBIA OPTOMETUYECKHIA,
HEepaccachIBAIOIUNCS, HECTEPHIBHBIA ™ ** 1 1p.

UHTpaMelyJUIIpHbIE KOHCTPYKIIUH,
MOJXOJISIINE 110 TUaMETPY, B TOM
YHCIIE TEJIECKOITMYECKHE

MHTPaMeLyJUIIpHAs CUCTEMA OCTEOCUHTE3a, UMILJIAaHTAT
TEJIECKOMUYECKUH AJI1 UHTPaMEYyJUIIPHOTO
OCTEOCHHTE3a, HA0Op HHCTPYMEHTOB JJIS1 YCTaHOBKHU
MMIUTAHTATOB TEJIECKOMUYECKUX IS
MHTPaMELyJUISIPHOTO OCTEOCHHTE3a, CUCTEMA
UMILIAHTATOB JUIsl YpECKOCTHOIO OCTEOCUHTE3A U JP.

anmapar BHeIIHel Gpukcanuu

cucTeMa BHYTpEHHEH/BHEIIHEH OpTONeAnYeCKOM
¢buKcanyu, KOMIUIEKT UMIUIAHTaTOB, UHCTPYMEHTOB,
anmnapaToB M IPUCIIOCOOIECHUM 11 CTaOMIIbHO-
(YHKIIMOHAJIBHOIO OCTEOCHHTE3a, CHCTEMA BHEIIHEN
opTOIeaAnYecKOr (pUKCcAIMU, MHOTOPa30BOTO
VICIIOJIB30BaHMUs U JIP.

SHAOIIPOTE3bI CYCTABOB

HHJIONPOTE3 Ta300€IPEHHOr0 CycTaBa TOTAJIBHBIN C MApoit
TpPEeHUS KepaMHUKa-TIOTUITHIIEH * **, SH/IOIPOTE3
Ta300€pPEHHOr0 CyCTaBa TOTAIbHBIM C Mapod TpeHUs
Kepamuka-kepamuka*** ~ KoMmoHeHT  3HJomportesa
KOJIGHHOTO CycTaBa (peMOpaibHbIM TpaOeKyIsIpHBIA™**,
KommoHeHT SHJOMPOTE3a KOJIEHHOTO CycTaBa
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TUOMANBHBI  TpaOeKyJsIpHBIA  C  BKIQAbIEM™***
KoMmmoHeHT 53HIO0MpoTe3a TOJIGHOCTOITHOTO — CyCTaBa
TapaHHBIH MOKPHITHIN***, KommoneHT »HIOMpoTE3a
TOJICHOCTOITHOTO CYCTaBa THOHWAIBbHBIA TMOKPBITHIA™**,
OHAO0MPOTE3 IIEYEBOr0 KOMIIOHEHTA JIOKTEBOTO CyCTaBa
MOKPHITHIA* **, Hoskka sHJompoTe3a OeIpeHHON KOCTH
HOKpBITasi, MOAynbHas*** ~KommoHeHT sHaompoTes3a
Ta300€PEHHOr0 CycTaBa (EeMOPaIbHBINA, TOKPBITHIN,
MOJYJIBHBIN***  KOMIOHEHT 3HIOMpPOTe3a KOJCHHOTO
cycraBa (eMOpalbHBIM, MOKPHITEIA***,  KommoHeHT
DHJIONPOTE3a  KOJEHHOT0  CycTaBa  TUOMAIbHBIN
MOKPBHITHIA***,  KOMIIOHEHT 3HIOIpOoTe3a KOJEHHOTO
CycTaBa TUOWAIBHBIA TOKPBITBI C BKJIAIbIIIEM™***

Ouponpore3 JIOKTEBOTO cycraBa TOTAJILHBIN
HMIApHUPHBIA***, KOMIIOHEHT 3HJOMpPOTE3a KOJEHHOTO
cycrasa (bemMopabHBIN OTHOMBIIIEITKOBBIH

HOKPBITHIA™* **1 1p.

BepTukanuzaTopsl/BepTHKAIN3ATOP

0I10pa-BePTUKAIN3ATOP, MIaT(HopMa-BepTHKAIN3ATOP,
anmnaparbl MEXaHOTEPaNeBTUUECKUE: TPEHAKEPDI
BEPTUKAJIN3ATOPbI, BEPTUKAIN3ATOP-CTONKA,
BEPTUKAIHM3ATOP PEaOMINTAIMOHHBIMH,
peadmnTalMoHHOE 000pyI0BaHKE AJIsl BOCCTAHOBJICHHUS
(BbIpaOOTKM) HABBIKOB CAMOCTOSITEJIBHOTO IIEPEIBUKECHUS
OOJIBHBIX C HAPYLIECHUSIMU ABUTaTEeIbHBIX (DYHKIMIHA
HUKHUX KOHEUYHOCTEH, BEpTUKAIU3ATOP C (PyHKLUEH
[0IbEMA, YCTPOUCTBO CTAOMIM3HUpPYIOLIEe
(BepTUKaIM3aTOp) AJs AeTeH-UHBAIMUIOB U JIeTeH ¢
HapyLIECHUEM OIIOPHO-ABUIaTeIbHON CUCTEMBI, C
NPUHAIIKHOCTSIMH, OMIOPHI PYHKIIMOHATIBHBIE IS
MOJEPKAaHUS YEJI0BEKa B IPABUIILHOM IOJIO)KEHUU B
IIpoLiecce Tepanuu, a TaKxkKe JIJIsl TPEHUPOBOK PYK,
TYJIOBUILIA U HOT, aNlapaT Ha HUKHUE KOHEYHOCTH U
TYJIOBUIIIE: BEPTUKATIN3ATOP AMHAMUYECKUI
KOPPUTHPYIOIIMH U Ap.

opte3(bl)

opte3(bl) A1 BepXHEH KOHEYHOCTH/ /IJIs1 HHKHEH
KOHEYHOCTH/ 7Sl TIJIeYa, KIFOYHUIIBl U IPEATUIeybs / As
3aISICThS M KUCTH/ IJIs1 KOJI€Ha/ ISl CTOMbI/ ISt
TOJICHOCTOITHOTO CYCTaBa / KOPPUTUPYIOILIUE JITISt
(duKkcanuu ¢ JieueOHOM UK TPOPHIIAKTHIECKOM TIeITbI0
CyCTaBOB KOHEYHOCTEW/ KOPPUTUPYIOLIUE JITIS
peadbmmTay BEpXHUX KoHeuHOoCTe/ OpTe3n
WMHJUBU]lyaJIbHbIE HA TOJIEHOCTOIHBIN CYCTaB U CTOITY U

Ap.

CIICIHUAJIbHBIC KPOBATU

KpPOBaTH MEIUIIMHCKHE (PYHKIMOHAIbHBIE MEXaHUYECKHUE,
KpoBaTh (PYHKIIMOHAIbHAsA MEAUIIMHCKAS dJIEKTPHUUECKas,
KPOBaTH MEIUIIMHCKUE /7151 000py10BaHNUs KaOMHETOB U
najuar ¢ IPUHAUIEKHOCTAMH (C TUAPABIUYECKUM
IIPUBOJIOM H JIp.

JTHEBHBIE/HOUHbIE IIMHBI
(roJICHOCTOIHBIE TYTOPBI)

TYTOp Ha TOJI€HOCTOINHBIN CYCTaB, IIUHBI (TYTOPHI)
MEAMIMHCKUE JUIsl HIKHUX KOHEYHOCTEN
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JUIMHHBIC ITWHBI AJIS1 HOT

[[Iunb! (TyTOPHI) MEAUIIUHCKHE JIJIST HUKHUX
KOHEYHOCTeH, TyTOphl OpTONEeINYECKNE Ha BEPXHUE U
HIDKHUE KOHEYHOCTH U JIp.

OpTE3bI AJIA BerHeﬁ KOHCYHOCTH

OpTE3bl, OPTE3bI JUIS BEpXHUX KOHEUHOCTEH, 3aIACThsI U
KHMCTH, U3JEJIUs IPOTE3HO-0pTONEANYECKUE (OPTE3BI) HA
BEPXHHUE M HIDKHHE KOHEUYHOCTH U JIp.

INOABCEMHHUKU, B
HpI/ICHOCO6J'IeHI/IH JIs
KOMHAT U TyaJICTOB

T.4.
BAaHHBIX

MOBEMHUK PEaOMIUTALIMOHHBIN MTEPEIBIKHOM,
HObEMHUK AJIs1 peaObuIuTalum, N0 beMHUKN
AIIEKTPUUYECKUE MTEPEIBIKHBIC PEaOHIUTAIMOHHbIC B
JIBYX UCIIOJHEHUSX, TOJBEMHUK OBITOBOM JUIsl MEAUKO-
COLMAJIBHON peaduInTalNH, TOABEMHNUKH IS TAIIUEHTOB
C OrPaHUYECHHBIMU BO3MOKHOCTSIMH, ITOJBEMHUK
MOOWJIBHBIN JJIs1 BEPTUKAIN3ALUY U TIEPEMEIICHUS
MaJIOMOOMJIBHBIX MAIIEHTOB C IPUHAJIEKHOCTAMM,
IIOABEMHUK CTAllMOHAPHBIN IS [IEpEMELLCHUS
NAIMEHTOB B OacceiiH UM BaHHY C MPUHAJIEKHOCTSIMH,
ITOJABEMHMUK JUIsI HHBAIMJIOB U IP.

MaTpachl

Matpal Me,Z[I/II_II/IHCKI/Iﬁ HpOTI/IBOHpOJ'IC)KHCBBII‘/'I, MaTpalbl
JUIA KpOBaTefI MCIHUIMHCKHUX (bYHKHI/IOHaJII)HI)IX C
MPUHAJIC)KHOCTIAMMA, MaTpall OpTOHG,Z[I/I‘{eCKI/Iﬁ u Jap.

TPOCTH/TPOCTh

TPOCTh ONOPHAs], TPOCTh C PEryJIUPOBKOM JJIMHBI U JIP.

KOCTBIIIN

KOCTBIJIIN, KOCTBIJIM ITOAMBIIIICYHBIC, KOCTBIJIN JIOKTCBBIC,
KOCTBUIN U TPOCTH C IMMPHUHAJICIKHOCTAMHA U JP.

KpeCIa-KOoJISICKH,
MalUEeHTOM,
yIpaBJsieMbIe
MAIUEHTOM/COTIPOBOKIAOIIIIM
JIMIIOM

yIpaBJisieMbIe
KpecIa-KOJISICKH,

KPECI0-KOJIICKa MEXaHUYECKasl, KPECI0-KOJICKa C
PYYHBIM IIPUBOJIOM U JP.

KpeClla-KOJIAACKH, C
SJICKTPOABUIATCIIEM, YIIPABIIACMBIC
HaI_II/ICHTOM/COHPOBO)KI[aIOH_[I/IM
JIUITOM

KpECI0-KOJIACKA JICKTPHUICCKAasA, KPpCCIO-KOJIACKA OJIA
HHBAJIMI0B, KPECI0-KOJIACKA C JICKTPOIIPHUBOI0OM,
KPpECJIO-KOJISICKA € BJICKTPOIIPUBOIAOM, C
MPUHAJIC)KHOCTAMM U JIP.

nepeaHe-
XOJTyHKH

HUIn 3aTHCOIIOPHBIC

U3JIeNUs OpTONeuUecKue st MPOUIaKTUKH U
peadIMTali UHBAJTUIOB: OMTOPBI-XOAYHKH, XOTYHKH C
JIOTIOJTHUTENBHOM (uKcanuel (Mo aep kKoi) Tena,
XOJYHKH IS IETeH ¢ OrpaHUICHUSIMH
KHU3HEIEeATEIbHOCTH, MHOTO()YHKITMOHAJIBHBIE U JIP.

HETEIIECKONTUYECKIE KOHCTPYKITUU
(rubKkue dIacTUYHBIE CTEPXKHH,
UHTPAMETYJUISIPHBIC TBO3IH, CITUITBI
U CTEPKHH)

Crep:kHHU 31acTUYHBIE JJI1 OCTEOCUHTE3a JIIMHHBIX
KOCTE KOHEUHOCTEN U MHCTPYMEHTHI JUI UX YCTaHOBKH,
Crep:kHU U TBO3/IM UHTpaMeaysuIspHble, Cuib 1715
OCTEOCHHTE3a TUTAHOBbIE C OMOAKTHBHBIM
(TMApPOKCUIANATUTOBBIM) WIIM OMOMHEPTHBIM
(aHOJTHOOKCHAHBIM) IOKPBITUSIMH B JIBYX UCIOJTHEHHUSX:
CIIUIIA /ISl OCTEOCUHTE3a IJIaJIKast; CIuIa JJIs
OCTEOCUHTE3a C YIIOPHOM IUIOIIAIKON U JIp.
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Ipunoxenne A3.9 OcobeHHOCTH MPOBeeHUs1 ocTeocuHTe3a y aereii ¢ HO

Y 0emeu ¢ HO ocmeocunmes nposooumcs menecKonudecKuMu uUMniaumamamu) (npumepol
Meouyurckux uzdeauti — 8 Ipunosxcenuu A3.8), usmenenue OnuUHbL KOMOPLIX NPOUCXOOUN CUHXPOHHO
C POCMOM ce2MeHma KOHeUHOCMU 3a cyem 0c06020 cnocoba uxcayuu 8 snughusax, 01 obecnedenus
NOCMOSHHO20 BHYMPUKOCMHO20 APMUPOBAHUSL HA OONbULOM NPOMSANCEHUU OJUHHBIX MPYOUamvlx
Kocmetl, OaHHble MeOUYUHCKUE U30enus SGIAIMCA 6 Hacmosaujee 6pemMs Haubosee Hacmo
UCNONb3YEMbIMU MENECKONUYECKUMU KOHCIMPYKYUIMU.

Ipeumywecmeamu AGNAIOMCSA MUHUMALLHASL MPAGMAMUYHOCIb NPU  YCMAHOBKE - Hem
HeoOX00uMocmu npogedeHrust OONOIHUmMenbHou apmpomomuu. I1o cpasHenuro ¢ Hemeneckonu4ecKuUMu
KOHCIMPYKYUAMU COKPAWAEMCsl KOIULeCma0 nosmopvlx onepayutl [185185].

HUcnonvzoeanue HemeneckoOnuueckux KOHCMPYKYUL —(2UOKUe 91ACMUYHble  CIMEPIHCHU,
UHMPameOdyLIAPHbLE 26030U, CNUYbL U CIEPICHU (NpUMepbl MeOUYUHCKUX uzoenuti — 6 IIpunodcenuu
A3.8)) (Mumpameoynnapuwviti  cmepocnegoti  ocmeocunmes,  Humpameodynnsapusiii  cnuyegou
ocmeocunmes) CONPOBOHCOACMCS 3HAYUMENbHBIM NOBbIUEHUEM YUCLA NOBMOPHBIX Onepayull 8
007120CPOYHOM Nepuooe U Moxcem Obimb NPUMEHEHO MObKO 8 CLyYae MeXHUYeCKol He803MONCHOCMU
VCMAHOBKU MENECKONUYECKO20 CMEPICHS NO NPUUUHE Y3K020 KOCMHOMO3208020 KAHAAA, NIOXO020
COCMOSAHUSL SNUPU3APHBIX 30H 01 (PUKCAYUU MEeMALIOKOHCMPYKYUY) Ul NO OKOHYAHUU DPOCMA
nayuenma [188,189,190,191].

Tpancgpuzaproe apmuposarue dINACMUYHBIMU CIMEPIHCHAMU COXPAHAEM NOKA3AHUS NPU MAIbIX
nonepeunvix ouamempax Kocmei (0cobeHHo 6 ozpacme 00 4-5 nem), npu noaHoU oOIUMepayuUU
KOCMHO-M032060U NOJOCMU U MATLIX OUAMEMPAX, KO20d CIMePAHCHU NPOBOOSIMCsL NHOOHAOKOCMHUYHO,
a makace npu Koppexyuu oegpopmayuti npeonieuvs [188,192,193,194].

Ocmeomomuu, 8bInoIHAEMble C UCNONb308AHUEM MoOupuyuposannoi onepayuu Coguroa-
Munnapa (upeckodxicHas MalOUHBA3UBHASL PEKOHCMPYKYUS KOCMU) 8 COYEeMAaHUU ¢ UHMPAMEOYILIAPHOU
Qukcayueli ¢ NOMOWDBIO UMNIAHMOS MEIECKONUYECKUX CHOCOOHbL  COXPAHUMb  MEMOPAHy
HAOKOCMHUYbL, KPOBOCHADIICEHUe KOCMU, COKPAMumv 6peMs Onepayuu u MUHUMUIUPOBAND
OCNIOJCHEHUS, C8OUCMBeHHble OJisi OMKPLIMbIX Xupypeudeckux emewamenvcms [178,195,196,129/, a
Makoice Yayuuums pe3yibmamol U 6pems 60CCMAHOGIEHUSL MOMOPHOU U (DYHKYUOHANbHOU A8MOHOMUU
yenosexa [174,197,198,199].

OnepamugHnbvie emeuamenbcmed HeobX00UMo 6ce20a NPo8OOUMb C OCIMOPOICHOCIBIO 8 CEA3U
C BbICOKUM PUCKOM 00pA3068AHUSL 2UNEPNIACMUYECKUX MO301ell U Nocie OCMeomoMuu, OOHAKO
HeoOX00UMO YUumvleams U pPUCK NepeoMa Ha mecme 0Opazosanus Oepopmayuu KOHeUHOCMU U

3ameuierusl HOpMCUZbHOlZ KOCMHOU MKAHU cunepniacmu4ecCKumu KOCmHbvlMu MO30JIAMU.
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Ipuioxenne A3.10. PacuundpoBka npumevanmii.

... — mpemapar BXOIMT B IIEPEYEHb XKM3HEHHO HEOOXOAMMBIX M BaKHEHIINX JIEKAPCTBEHHBIX
npenapatoB (Pacmopsbkenue IlpaBurensctBa PO ot 12.12.2025 Ne 3867-p, (pen. Ha MOMEHT
YTBEP)KJCHHUS HACTOSIIMX KIMHUYECKUX pexoMeHaanuii) «O0 yTBep)KICHHH MEPEedHsS KXUIHECHHO
HEOOXO/JMMBIX U BaKHEHIIMX JIGKAPCTBEHHBIX IMPENApaToB Ha, a TaKkKe MEpevyHed JIeKapCTBEHHBIX
MpenaparoB JUii MEIUIUHCKOTO TPUMEHEHHUS W MUHHMAJIbHOTO acCOPTUMEHTA JIEKApPCTBEHHBIX
MperapaToB, HEOOXOAUMBIX JUISl OKa3aHHs MEAUIIMHCKOW MTOMOIIINY

# - IlpuMeHeHue JIeKapCTBEHHOTO Mperapara B COOTBETCTBUHU € MOKA3aTEIIMH (XapaKTEPUCTHKAMH),
HE yKa3aHHBIMH B MHCTPYKUMHU 1O ero npumenenuto (off-label), ocymecTBisercss mo pemieHuro
BpaucOHOW KOMHCCUHM TIPU YCIOBHH IMOANUCAHHOTO WH(GOPMHPOBAHHOTO JOOPOBOJIBHOTO COTJIACHSI
(cormacHo @3 Ne323-®3 ot 21.11.2011r. ¢ UIBMEHEHUSIMH)..;

**X - MEIMUIMHCKOE M3/eHe, UMIUIAHTUPYEMOE B OPTaHU3M YelIOBEeKa MPHU OKAa3aHWW METUIIMHCKOM

IIOMOIIIM B paMKax HporpaMmbl IroCyaapCTBCHHBIX FapaHTI/Iﬁ OeCIIJIaTHOIO0 OKa3aHHSs rpaxxaaHamMm

MEIUIMHCKON ITOMOIIIH.
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Koncynpranus
pOoPUIBHOTO
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Aaropurm tepanuu HO y nereit
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PI/ICyHOK. A.IIFOpI/ITM JICUCHHU A B3POC/JIbIX MANUECHTOB ¢ HECOBEPIICHHBIM OCTECOICHE30M

[Ipumeydanus:
CocraBuTenu:
Tropur AHTOH BUKTOpOBHY — K.M.H., IONIEHT, 3aBeAyIOMHN Kadeapoi BHyTpeHHIX Oone3neit ®I'60Y BO BIMY

XycannoBa Puta UropeBHa — 1.0.H., riiaBHBINA Hay4HBIH coTpyAHUK [ HI] PO OI'BY «HMUL] 3HI0KpHHOIOT A
Mumnszapasa Poccun

Jl03UpOBKH NpenapaToB, HA3HAYaEMbIX BHE 3apETHCTPUPOBAHHBIX B MHCTPYKIUH JISKAPCTBEHHOTO CPEACTBA IIOKAa3aHUI
yKa3aHsl B 11.3.3
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IMpuioxenue B. Uudopmanusa 1J1i naumeHra

HecoBepiueHHblii  ocTeoreHe3 — TIpylna TEHETUYECKH OOYCIIOBICHHBIX —OOJIe3HEH,
XapaKTepU3YIOIUXCs MOBBIIIEHHOW JOMKOCTBIO KOCTEH B pe3yibTaTe MMaToJOruK KojulareHa | tuna —
cTpajaeT MO0 KOJMYECTBO, JMOO €ro KauecTBO. Tak Kak KOJUIAreH — BaKHEHIuas CTpyKTypHas
eIMHUIA KOCTH, 3TO 3a00JIeBaHUE MPUBOJUT K TOMY, YTO KOCTH CTAHOBSTCS JIOMKHMH, BCIICACTBHE
4Yero BO3HMKAIOT MATOJOTMYECKHE mepenomsbl. [lanuveHTsl ¢ JaHHOM NaTOJOTMEW HMMEIOT 4acTble
IIepeIoMbl, BO3HHMKAIOIIME BCIEJICTBUE HE3HAUUTENIBHOM TpaBMbl, AedopMalMu KOCTeil ckenerta,
HU3KUH POCT M, B 3aBUCUMOCTH OT THUIIA 3a00JI€BaHUS, MOTIYT BCTpPEUaThCsl TaKM€ BHEKOCTHBIE
CHUMIITOMBI KakK, TOJyOble CKJEpbl, AaHOMAJIMU JeHTWHA (BemecTBa, (HOpMUPYIOMIETo 3YyObl)
(«sHTApHBICY, OMATECHUPYIOUINE, TPO3PAYHBIC 3yObI), TPOrPECCUPYIOIICE CHUKEHHE CITyXa U T.JI.

JlnarHocTHKa U JIEYEHHE NAllMEHTOB C HECOBEPIIEHHBIM OCTEOI€HE30M IPOBOJUTCS BpadyaMu
CIIELYIOIINX CIELIMAIIBHOCTEH: Bpay4-TPaBMAaTOJIOr-OPTOIE, Bpau-TeHETUK, Bpau-
9HJIOKPHUHOJIOT/Bpad-IeTCKUI SHAOKPHHOJIOT, Bpauy-HEOHATOJIOT, Bpad-TieANaTp, Bpad-TeparneBT, Bpay
o01Ieii MpakTUKHM (CEMEHHBII Bpad) U APyrUe B 3aBHCUMOCTH OT KIIMHUYECKOH CUTYaIHH.

HeobxonumocTe MeaMKaMeHTO3HOH Tepanuu 3aBucutr oT Tuna HO: mpenapar, pexum
JO3UPOBAHUS U NPOJOJIKUTEIBHOCTD JIEYEHUSI OIIPEIEIISIOTCS BPAaYOM.

Taxxe 1o noka3zaHusAM MOTYT IPOBOAUTHCS XUPYPrU4e€CKHE BMEIIATEIbCTBA.

AnekBaTHOE CBOEBPEMEHHOE U PETYJISIPHOE JICUCHHUE, a TAKKE PEaOMIUTAIUS CIIOCOOCTBYIOT

YIYHIICHHUIO ITPOTrHO3a U Ka4€CTBA KU3HH.

Hpuioxkenue I'1-I'N. HHIkajibl oneHKH, BOPOCHUKHU U IPyrUe OLEHOYHbIE
HHCTPYMEHTBI COCTOSIHUA MALMEHTA, IPUBEJACHHbIC B KIIMHUYECKHX

PEKOMCHAAIINAX

He npumensaiomcs.
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[lOKyMeHT noanucaH U nepeaaH yepes cUcCTemy pa3pa60TKM n BeaeHunsA

CTaH[4apToB MeAMLIMHCKOM noMoLym

Bnageneu ceptudmkaTa: opraHusauus,
COTPYAHUK

0OID.1.2.643.100.4=7727418805, CHW1C=06786956743,

OrpPH=1197700007108, NHH=616511236761, C=RU, S=77 .

MockBa, L=MOCKBA, STREET="2-4
MEJIUTONOJIbCKAS,21,2,1/X/1/75", O=ACCOUMNALNSA
OETCKUX TPABMATOJ1I0IOB-OPTOMEAOB, CN=ACCOUMNALNSA

0OID.1.2.643.100.4=7727418805, CHWI1C=06786956743,

OrpH=1197700007108, NHH=616511236761, C=RU, S=77r.

Mocksa, L=MOCKBA, STREET="2-4
MENTOMNOJIbCKASA,21,2,1/X/1/75", O=ACCOLMNALNA
OETCKMX TPABMATOJ1IOrOB-OPTOMEAOB, CN=ACCOLMALNA

0OID.1.2.643.100.4=7727418805, CHN/1C=06786956743,

OrpPH=1197700007108, NHH=616511236761, C=RU, S=77r.

Mockea, L=MOCKBA, STREET="2-4
MEJIUTOMOSIbCKASA, 21,2,1/X/1/75", O=ACCOLIMALINSA
[JETCKWX TPABMATOJIOMOB-OPTOMENOB, CN=ACCOLIMALINA

0OID.1.2.643.100.4=7727418805, CHW1C=06786956743,

OrpH=1197700007108, NHH=616511236761, C=RU, S=77r.

MockBa, L=MOCKBA, STREET="2-5
MEJIUTOMOSIbCKASA,21,2,1/X/1/75", O=ACCOLIMALINS
JIETCKMX TPABMATOJIOrOB-OPTOMEAOB, CN=ACCOLMAL1SA

0OID.1.2.643.100.4=7726445838, CHN/1C=00690898979,
OrPH=1197700000684, NHH=772812666426,
E=info@Ilcons.ru, C=RU, S=77 ropoa deaepanbHoOro
3HauyeHnss MockBa, L=FOPOJ MOCKBA,
STREET="AHEMPOMETPOBCKAS YJ1,40M 3,KOPMYC

0OID.1.2.643.100.4=7726445838, CHN1C=00690898979,
OMPH=1197700000684, NHH=772812666426,
E=info@Icons.ru, C=RU, S=77 ropoa deanepanbHOro
3Ha4vyeHns Mocksa, L=rOPO/J] MOCKBA,
STREET="AHEMNPOMETPOBCKASA YJ1,A0M 3,KOPMNYyC

0ID.1.2.643.100.4=6450945740, CHMJ1C=01898026277,
OMPH=1116400000100, NHH=631700820824, C=RU, S=77
MockBa, L=MockBa, STREET="YJIMLIA MPNOPOBA, OM 10",
0="0BLLEPOCCUNCKAS OBLLECTBEHHAS OPFAHM3ALINA
""ACCOLUMALUMNA TPABMATOJIOTOB-OPTOMEAOB POCCUN""",

0ID.1.2.643.100.4=7704357881, CHUJ1IC=03691772178,
OrPH=1167700057524, NHH=616305770054,
E=buh@amg-genetics.ru, C=RU, S=r. MockBa, L=BH.TEP.T".
MYHULIMMAJIbHBIA OKPYI 3AMOCKBOPEYLE, STREET="Y/]
BOJIbLUAS MMOHEPCKAS, [. 15, CTP. 1, STAX/MOMEL. 1/1I,

0ID.1.2.643.100.4=7704357881, CHW/I1C=03691772178,
OrPH=1167700057524, NHH=616305770054,
E=buh@amg-genetics.ru, C=RU, S=r. Mocksa, L=BH.TEP.T.
MYHVILlVII'IAJ'IbeIVI OKPYI 3AMOCKBOPEYbE, STREET="Y/1
BOJIbLLUASA MMOHEPCKAS, A. 15, CTP. 1, OTAX/MNOMELL. 1/1I,

0ID.1.2.643.100.4=7704027058, CHW/1C=01257920432,
OrPH=1037739356335, NHH=772850609490,
E=novikova@pediatr-russia.ru, C=RU, S=77 r. MockBa,
L=BH.Tep.r MYHVILlVIﬂAﬂbeIVI OKPYI" FAFAPI/IHCKVII7I,
STREET="yn BABW/IOBA, a 54, kopn 4, nom 4/1", O=CO03
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