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Cnucok cokpameHmi

AJl — ayTOCOMHO-IOMUHAHTHBIN

AJIT — ananmHaMuHOTpaHcepasza

ACT — acnapraramuHoTpaHcdepasa

AP — ayTOCOMHO-peLIeCCUBHBII

B® — 6udochonaTs

31K — 3o5eapoHOBas Kucnora

JIC — nexapcTBEHHOE CPENICTBO

JIOK — neuyebOHas pusKyIbTypa

MIIKT — MunepasibHas IJIOTHOCTh KOCTHOM TKaHU
HO — HecoBepiieHHbIN OCTEOTeHE3

[IMK — mamuponoBas kuciora



TepMuUHBI U onIpeaeJIeHUs

IInaTucnoHaMINsA — YMEHBIIEHUE BBICOTHI U MYIUIOIIEHHE TEJl IIO3BOHKOB B CBSA3M C PAa3BUTHEM B
HUX JET€HEPaTUBHBIX WJIM HEKPOTUYECKUX IPOLIECCOB.
Pu3omesus - yKopoueHHE IPOKCUMAIBLHOTO OT/AEa BEPXHUX U/MIIN HIDKHUX KOHEYHOCTEH.

AHTYIIALUSA KOCTH - yTioBas AedopMaryst JUIMHHBIX TPYOUaTHIX KOCTEH.



1. Kparkas nndopmanus no 3a001eBaHUI0 WIH COCTOSTHNUIO (TpyIe

3a00J1eBaHUI MJIH COCTOSIHUI)

1.1 Onpenejenue 3a00JeBaAHNSA WJIH COCTOAHNA (ITPYHILI 3200J1€BAHNN UM COCTOSTHUI)

HesaBepmiennslii octeorenes (HecoBepIIeHHbIH octeorenes, HO), Takke M3BeCTHBIN Kak 00JIe3Hb
«XpYCTaJIbHOTO  YEJIOBEKa» -  SIBISETCS  HACIEACTBEHHBIM T'E€HETHYECKHM 3a00JeBaHHEM
COEIMHUTENIHOM TKaHH, IPUYUHA KOTOPOTO CBsi3aHa 00 ¢ 1eeKTOM CTPOCHHsI KOJlareHa, TO €CTh
C HApyIIIEHUEM €T0 TIEPBUYHOU CTPYKTYPBHI, JINOO ¢ HEAOCTATOYHBIM €r0 CHHTE30M, YTO 00YCIIOBICHO
myTtanueid B renax COL1A u COL1A2 (B 90 % ciy4aes).

Knunuyeckue npu3Haku HECOBEPIIEHHOIO OCTEOreHe3a B OOJBIIMHCTBE CIIy4aeB BKIHOYAIOT
MOBBILIEHHYIO JIOMKOCTh KOCTEH B pe3yJbTaTe HU3KOM MPOYHOCTU KOCTHON TKaHH, YTO MPUBOIUT K
MTOBTOPHBIM TIepesioMaM, AePopMaIisam KOCTEH.

Jpyrue KIMHUYECKHUE CUMITOMBI, TAKUE KaK HU3KUH POCT, TOIyObIe CKJIEpPhI, THIEPMOOUILHOCTh
U «pa30ONTaHHOCTH» CYCTaBOB, TOHKAas W paHHMMas KOa, HECOBEPIICHHBIN [IEHTHHOTEHE3 H
MIPOrPECCUpPYIOIee CHIKEHHE CIyXa, BCTPEUYAIOTCS B PAa3IMYHOW CTENEHU BBIPAKEHHOCTU B
3aBHCHMOCTH OT THIIA U CTCTICHH TSKECTH 3a00JICBaHU.

CreneHp TSKECTH TeUYCHHUS 3a00JI€BaHUS BapbUpPYET OT JIETKOW (MUHHUMAaJIbHOE KOJUYECTBO

MEePEeIOMOB C HOPMAJIBHBIM POCTOM, 0€3 BUIUMBIX AeQopMaliiii KocTei) 10 TSKeIon (JIeTalbHOR).

1.2 DTHOJ0rusa U HATOreHe3 3200 1eBAHNA I COCTOSHUS (rPyNnbI 32001eBAHMI WJIN

COCTOSIHMIT)

I'eneTnueckuM )ICCI)CKTOM B 90% ClIydasx 3a00JIeBaHUs  SIBJISIOTCS MyTalluu JBYX TCHOB

koiareHa neporo tuna — o 1 mernu (COL1AL) m a 2 nermm (COL1A2). U3yuenst Gomee 1 500
JOMHUHAHTHBIX MYTAIlMi, MPUBOIANIMX K JaHHOW matosioruu. Pexe (B 10% ciyuaeB) 0oje3Hb
BbI3BaHa JIpyruMu myTtanusiMu. Kpome Toro, 3a mociennue 10 jeT BBISIBICHBI APYyTHe€ NPUYHHBI
BO3HUKHOBEHUS 3a00JI€BaHUs, HE CBsI3aHHbIE C KOJUTareHoM | TuIa 1 BcTpevaroluecs KpaifHe peliko.

Komnaren | Tuna siBisieTcsi OCHOBHBIM O€JIKOM B OpraHMYecKoW 4yacTu KocTHOM TkaHu. KocTHas
TKaHb y mojeil ¢ HO xapakTtepusyercss HeE3peaocThlo, ¢ 00€ITHEHHBIM MIaCTUHYATBIM CTPOCHUEM, C
HU3KUM TpaOeKyJIspHBIM OOBEMOM, TOBBIIICHHBIM YPOBHEM KOCTHOTO PEMOJECTUPOBAHUS H
yBETMYEHUEM KOJIMYECTBAa He3pesbiX ocTeolnacToB. Hespenble 0CTeo0IacTbl MOAJEPKUBAIOT
CWJIBHBIM TIOTEHIIMAJI JJIsi aKTHUBalUMM oOpa3zoBaHus W AuddepeHnnanuu octeoknactoB. CUHTE3,
npoaudepanrs U BKIOYEHHE B IKCTPALECIUTIONAPHBIA MAaTPUKC KOJUIareHa TaKkKe CHMKEHO. Takum
o0pa3om, HaOIIOAAeTCs MOBBIIIEHHAS Pe30pOLrs KOCTeH, YK€ MMEIOUIMX HU3KYIO IUIOTHOCTh , H
pa3BuBaeTcs moBbIIeHHas JIOMKOCTh. C 2006 roma BbIsIBIEHO Ooliee 15 HOBBIX I'€HOB, MYTallud

KOTOPBIX BBIZBIBAIOT HeCOBepHIeHHBIﬁ OCTCOIrCHE3 B PE3YJIbTATC HAPYUICHUA HOCTTpaHCHSIHPIOHHOI)’I
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MoauduKauu KoiutareHa | TWma, HapymeHHs peryJisiud MHHEpaIM3aluu KOCTeH, nedexra
npoiiecca 3-TUAPOKCUIINPOBAHUS KOJUIareHa, HapyueHus auddepeHiurpoBky ocreobnactoB u ap. [1-

4]

1.3 DuuaeMuoJ10rus 3a001eBaHNSA UM COCTOHUSA (rPVINIbI 32001€BAHMIT MM COCTOSHMIT)

YactoTa BOZHUKHOBEHHUSI HECOBEPILIEHHOIO OCTEOr€He3a MPU POKIACHUM IIpuMepHO 1 ciyuail Ha
10-20 000 Teic. HOBOpOXKAEHHBIX [5, 6]. OmHAKO YacTOTa BOSHUKHOBCHHS M PAaCIPOCTPAHEHHOCTH
pa3anyarTCs B 3aBUCUMOCTH OT TUMAa 3a00s1eBaHus (B CBA3H C JICTATLHBIMU CIY4asiMu).

Hecosepmiennslii octeorenes I m IV Tunos cocrasisier OKOJIO ITOJNIOBMHBI Beex ciydaes. llo
HEKOTOPBIM JaHHBIM [7], pactipoctpanenHocts I tuna - 3-4 Ha 100 Tbhic., a 1uis 1l Tuna u 111 Tumna - 1-
2 na 100 TbIC. HaceneHus.

3a0oneBaHne BCTPEUAETCS C OJUHAKOBOM YaCTOTOM y MY)KUMH U KEHILIWH, BHE 3aBUCUMOCTH OT

PACOBBIX U ’THUYECKUX OCOOECHHOCTEH.

1.4 Oco0eHHOCTH KOAMPOBAHHKS 3200J1eBAHNS MJIM COCTOSIHUSL (TPYIIBI 3200/J1€BAHUI MJIH

COCTOSIHU) 0 MeXXKAYHAPOIHON CTATUCTHYCCKON KiIaccudukanum 00J1e3Hell 1 nmpooJiem,

CBAI3AHHBIX CO 310POBbHEM

Q78.0 — HeszaBepiieHHBII OCTEOTCHE3

1.5 Knaccudukanus 3a001eBaHusd UJIH COCTOSHNSA (TPpyNnbl 3200J1¢BaHUA UJIH COCTOSTHUI)

B 1979 r. Sillence ¢ coaBT. ObuIa TpenokeHa KiIacCU(PHUKAIMSA HECOBEPIIIEHHOTO OCTEOTeHEe3a,
OCHOBaHHAsl Ha KJIMHUYECKHX W PEHTTEHOJOTHYECKUX JaHHBIX 180 marueHToB, 00CIIeOBaHHBIX B
ABcTpanuu:

e | Tunm - cpegHel cTeNmeHM TSDKECTH, XapaKTEPU3yeTcs ayTOCOMHO-JIOMMHAHTHBIM THIIOM

HaclleI0BaHMsI, HAJIMYUEM TOJTyObIX CKIIEp.

e |l TMmn — mnepuHaTanbHO-JETANbHbIM, NoapasneneH Ha cyotunsl A, B u C Ha ocHoOBe
PEHTIeHOJIOTHYECKUX JaHHbIX. HalOmiogaroTcss Tspkenble JegopMalud U YKOPOYEHHs
KOHEYHOCTEH, 4acTo - IeTaTIbHBINA UCXO/] BCIEICTBUE PECTIMPATOPHBIX OCIOKHEHUI.

e |ll Tun — mporpeccuBHO AePOPMUPYIOUIUIN, CO 3HAYUTENbHBIMHU JedopMalusiMu KOCTeH,
TSDKEJIBIM CKOJIMO30M.

e |V Tum - ¢ ayTOCOMHO-TOMWHAHTHBIM THIIOM HACJIEIOBAaHUS, XapaKTEPH3yeTCs

HOpPMaJIbHBIMU CKJICpAMU.



[ Tun HECOBEPIIEHHOTO OCTEOreHe3a CBSA3aH C KOJIMYECTBEHHBIM HapyIllIeHHeM CHHTe3a o 1 menu
npokoyiareHa. OgHa KONus T€HOB HE CUHTE3UPYET LIENH MPOKOJUIAreHa, B CBSA3M C YEM MAlUEHTHI
HMMEIOT HEJI0CTATOYHOE KOJIMYECTBO KOJIJIareHa, OJHAKO CTPYKTYpa €ro COXpaHseTCs.

II, I, IV Tumnbl HECOBEPIIEHHOI'O OCTEOT€HE3a CBA3aHbl CO CTPYKTYPHBIMH HApYUICHUSIMU
koutareHa. Okono 85% JaHHBIX MyTalMil SBISAIOTCS PE3yJIbTaTOM 3aMeHbl Hauboliee 4YacTo
BCTPEYAEMOr0 aMHUHOKHMCIOTHOTO OCTaTKa TJIMIHWHA B MPOKOJUIAr€HOBOM €U, YTO MPUBOIUT K
HapyIICHUIO 00pa30BaHUs TPOWHOM CIIUPaNI KOJUIAreHa U, COOTBETCTBEHHO, €ro (DYHKIIUU.

B 2009 r. nma Bcrpeue MexayHapOAHOTO KOMHUTETA HOMEHKJIATYpbl KOHCTHUTYIIMOHAIBHBIX
Hapymenuii ckenera (INCDS) 6110 npeniioxkeno kinaccudunupoBath Bee Tuibl HO Ha 5 Gombimx
rpynn, ao0aBuB 5-if Tun. B momonHeHWEe K JaHHOW Kiaccu(UKaluu, ObUIa BBIIEICHA TPYIINa
CHUHJPOMOB, KOTOPBIE TAK)XE COMPOBOXKIAIOTCS MOHM)XCHHOW MUHEPAIbHOU IIOTHOCTHIO KOCTEH

umeroT cxoauyto ¢ HO kinuHnveckyro kaptuny (tadum.l).

Ta6muua 1. Kiaccugukanus HecoepiienHoro ocreoreresza (HO) — no [8] ¢ usmenenusmu.

Tun HO Hacaenosanue [ 'en TaxkecTh M KINHUYECKHE 0CO0CHHOCTH

I All COL1Al1 | JIerkoe TeueHue 3a00CBaHUS, IMHEHHBIN
POCT COOTBETCTBYET CPEIHEMY WIIU
HECKOJIBKO HUKE CPETHETO B MOMYJISAIHH,
neGopManuu KOCTeH OTCYTCTBYIOT HITH
HEBBIPAKCHHBIH

I AJl, AP COL1Al, |IlepuHatanbHO NETANbHBIH,

COL1A2 | rumomuHEpaiu3aIys KOCTei Jeperna,
nedopMarius pedep Mo TUITY «HUTH
KEMUyTa», BRIpAKEHHBIC JTehopMaIuu
KOCTEU

Il All, AP COL1Al, |Tsokenslit ¢ MPOrpecCUPYOMUMU
COL1A2 | nedopmarusiMu KOCTEH, BEIpakeHHOE
OTCTaBaHUE JUHEUHOTO POCTa

v ALl COL1A1, |IIposiBieHus OT CpeAHEN TSHKECTH J10
COL1A2 | Tsmxenoro, nedhopMariy JTHHHBIX
TpyOuaThIX KOCTEH, TO3BOHOYHMKA,
OTCTaBaHUE JUHEUHOTO POCTa OT
HE3HAYUTENBHOTO J0 TSHKEJIOTOo

Vv Al IFITM5 [IposiBiieHUst OT JIETKOM JO YMEPEHHOM
CTETICHH BBIPAXKEHHOCTH (YMEPEHHO
nedhopMUpyIOIIei) ¢ KaTbIMPUKAITHEH
MEXKOCTHBIX MEMOpaH W/Win
TUIEPTPOGHUIECKUMHU MO30JIIMHU, BBIBUXOM
TOJIOBKH JIy4€BON KOCTH




VI

AP

SERPINF1

[IposiBiieHUsI OT yMEPEHHOM JI0 TAKEIOMN
CTEIMEHU BBIPAXKEHHOCTH, XapaKTEPHO
HaJIMYMe HEMUHEPAIU30BAHHOTO OCTEOM/IA;
KapTUHa OMOTICHH KOCTH HMEET PHCYHOK
MJJACTUHOK B BHJIE “phIObel yenryn”

Vil

AP

CRTAP

[TposiBieHUs OT TSAKEIOTO TCUCHUS JI0
JIETaIbHOT0, XapaKTEePHA PU30OMEITHUS
(YKOpOYeHHE MPOKCUMAIILHBIX OT/ICIIOB
KOHEUYHOCTEH)

Vil

AP

LEPRE1
(P3H1)

[TposiBieHUS OT TSDKEIOTO TEYCHUS 10
JIETAILHOTO, XapaKTepHa pU30MEINHsl, KOKca
Bapa, M3MEHEHUs MeTa(hU30B IITMHHBIX
TpyO4aThIX KOCTEH B BU/IE KaJIbIH(pUKaIu
10 TUITY “TIONKOpHA”

AP

PPIB

Tspxenblil, ykopoyeHHe IITMHHBIX
TpyOUaThIX KOCTEH M UX aedopmanus (B
T.4. cabaeBuaHas aedopmarius
001b111€0EPLIOBBIX KOCTEM)

AP

SERPINH1

Tspxenslil nedopMHUpyYOLIHii ¢
BHYTPUYTPOOHBIMH NIEPEIOMaMH KOCTEH

Xl

AP

FKBP10

Jledopmaruu ckenera BapbUPYIOT OT
JIETKOM JI0 TSKEJION CTeIIeHHU
BBIPXECHHOCTH, HIMCIOT MECTO
BpPO’KJICHHBIC KOHTPAKTYPhl CYyCTaBOB

Xl

AP

SP7

Tspxenble neopmanuu ckenera ¢
3aJIepKKOH Ipope3bIBaHus 3y00B

X1

AP

BMP1

IIposiBieHUs BappupyIOT OT
CPEIHETSHKEIION 10 TSAYKEJION CTEIIEHHU C
MIPOrPECCUPYIOUME 1ehopMaLIUIMU
KOCTEH

XV

AP

TMEM38B

OT yMEpEeHHOM JI0 TSHKEJION CTeNeH!

XV

AP, ATl

WNT1

[IposiBieHUs OT YMEPEHHOM 10 TSKEION
CTEIEHU BBIPA)KEHHOCTH, XapaKTEPHbI
ITOPOKH Pa3BUTHS FOJIOBHOTO MO3ra

XVI

AP

CREB3L1

Tspxenoe TedeHune ¢ IporpecCUpyoIuMu
BBIPXEHHBIMU JIepOopMaIisIMU KOCTEH,
HAJINYMEM BHYTPUYTPOOHBIX M1EPETOMOB
KOCTE, BO3MOKHO Pa3BUTHE JIbIXaTEIbHON
HEZ0CTaTOYHOCTU

XVII

AP

SPARC

Tspkenoe mporpeccupyrolee TeYeHne

XV

AP

FAMG4A

OT yMEpeHHOM JI0 TSHKENOM CTeNeHH,
nucMopdudecKkue 0COOCHHOCTH, 3aIepPiKKa
JIMHEMHOTO pocTa

XIX

X-CIleTUIEHHOE

MBTPS2

OT yMEpEeHHOM JI0 TSHKETION CTEeTIeHH,




nedopMarus TpyIHOM KIIETKH

Hexnaccudunuponannsiii | AP PLOD2 Jedopmariuu ckeneTa oT JErKou 0
TSDKEJIOH CTETICHH BBIPAKCHHOCTH,
KOHTPaKTYyphl CyCTaBOB

Hexnaccudunmposannsiii | X-cuemnensoe | PLS3 OcTteonopo3 ¢ nepenoMaMu KOCTEH, UMEET

KJIIMHHYeckoe cxoxnctso ¢ HO

Tabnuua 2. Knuanueckue ocobernoctr HO mo tumam [9]

Tun HacaenoB TskecTh

Yacrora KocTHble Poctr  HecoBep Ckiep Ilorepsn

HO aHue  3a00/1eBaHU TepeIoMOB aedopmair HIEeHHbIi bl cayxa
uu AE€HTHHOT
(Ml (ren) —
M#)
I ALl Jlerkun Or He Hopwmais Penxo I'ony6s1  [Tpucyt
(COL1AY/ HECKOJIbKM | XapaKTEpH  HBIA WK e CTBYET
(#166 COL1A2) x 10 100 bl HE3HAYH npumMep
200) TEIHHO HO B
CHUKEH 50%
CllydaeB
I Al (IIA - | Tlepunarans MuoxectB Beipaxkenn Ouenp |+ A - —
CO1A1/CO mno CHHBIC bIC HU3KUI TEMHO-
(HA - L1A2) JIeTaTbHBIN pocT royOBI
#166 e
210, AP (lIB -
1B - CRTAP) 1B -
#610 CBETJIO-
854) roy1yObI
i
Il Al Tsxenas MuoxectB | OT Ouenr |+ I'ony6s1 | YacTo
(COL1AY/ CHHBIC cpenHeld | HU3KUH e IpH
(#259 COL1A2) o pocT pOXJIeH
420) TKEIION Uy, ¢
CTETIeHH BO3pacT
BBIPKEHH oM
0CTH qare
puoop
€TarT
Oenblii
I[BET
v AJl Or MmuosxectB Ot jerkoii Huskuii | +/— benoro B
(COL1Al1/ | cpenmero o eHHBIE o WA HEKOTOP
(#166 COL1A2) Tsmkernoro cpenHei CEpOro | bIX
220) CTENCHU




Vv AJl Cpenusis
(IFITM5)

(#610

967)

VI AP Cpenusis
(SERPINF

(#610 1); pexe

968) Al ¢
POJUTEIIBC
KUM
MO3aHI3M
oM

Vil AP Cpenusis
(CRTAP)

(#610

682)

VIl |AP JletanpHbIH/
(LEPRE1) | Tspxenbrit

(#610

915)

BBIPAYKEHH
OCTH

MHoO)kecTB | YMEpPEHHO

ESHHBIE i

c/6e3 BBIPKCHH
dbopMupoBa octu

HUs

TUTIEPIUIACT

NYECKUX

KOCTHBIX

MO30JIer

MuoxectB | Puzomenu
CHHBIC o
MHoxecTB | XapakTepH
CHHBIC Bl

MuoxectB | OT

€HHBIE cpenHen
TSKECTU
10
TSDKEIas;
U3MEHEHNE
nu(pU30B
c
Kanpupu
Kalueu no
TUIly “‘TIom
KOpHa”

IX AP (PPIB) |Jleranbhubiii/ MuoxectB  OT

(#259 TSKENBIN

440)

CHHBIC CpenHen
10

TSKEIION
CTETeHU

BbIPA’KCHH

OueHb +

Huskuii |Her
pocT

paszIuyH

oi

CTENEHU
BBIPAXKEH
HOCTH

Jlerkoe | HeT
CHHUXCHU
e pocTa

Heznauwn |HeT
TEJILHO
CHUKEH

Huszkuii | HeT
pocT ¢
KOPOTKH

MU

KOHEUYHO
CTAMH

HU3KUI
pocCT €
KOpPOTKH
MU
KOHEUHO

oBETa cirydasax

benoro | Her
BeTa

Or HET
0eIoro

hi (o)

CBETJIO-
roixy6or

0 IIBETa

Or HET
HOpMAT
BHOTO

hi (o)

CBETIIO-
rojryoor

0

bemoro He
BETa | OIMCaH
0

l'ony6o |HET
ro
1BeTa

10



oCTH
X AP JletanpHblil/ MHOXECTB  BbipaxkeHH
(SERPINH | Tspxebrit CHHBIC bIC
(#613 1)
848)
Xl AP Tsoxenas MHoxkecTB | BolpaxxeHH
(FKBP10) CHHBIC bl€
(#607
063)
XIl AP (SP7)  Tsaxenas MHoxkecTB | BolpaxeHH
CHHbIC ble
(#613
849)
Xl AP Ot nerkoii | Muoxects Ot
BMP1 O TSDKEJION  CHHbIe cpenHein
(#614 ( ) A pen
10
856) TSKEIION
CTCTICHH
BBIPAYKEHH
OCTH
XV AP Tsoxenas MHoxecTB | BolpaxeHH
(TMEM38 CHHBIC bIC
(#615 B)
066)
XV AP Tsoxenas MHoxecTB | BolpaxeHH
(#615 (WNTL) CHHBIC bIC
220)

HJI necoBepmieHHbIH aenTHHOTeHE3; A/l ayTocOMHO-TOMUHAHTHBINH; AP: ayrocomuo-perieccuHbrii; COL1AL:

CTsAMH

Bripaxe |+
HHOE
CHUKEHU

€ pocTta

Beipaxxe HeT
HHOE
CHUKEHU

€ pocra

Huskuii | Her
pocT

Huskuii | Her
pocT

Huskuii | Her
pocT

Huskuii | Her
pocte

l'ony6o He

ro OTHCaH
nBeTa |0
Hopmai ne
BHOTO | OIHCaH
mBeTa |0

Hopwmaur | onncan

BHOIO | OB
IBETA
BIX

HEKOTOP

ciyqasx

benoro Her
BETA

Ot HET
oenoro

110

roxyoor

0 IIBETA

benoro Her
BETa

kosmared, tun |, aneda-1; COL1A2: xomnaren, tun |, ansga-2; CRTAP: xpsm-accormupoBannslii 0emnok; IFITMS:

uHTEepPEePOH-UHIYIINPOBAHHBIN TpaHcMeMOpaHHEIi 6enok 5; SERPINF1: cepriiiH, HHTHOUTOP CEPUHOBBIX MPOTEa3,

LEPREL: nporeornukaHn, oborameHHbIH JeiimaoM u npoiauHoM 1; PPIB: nentuann-nponnn n3omepasa B;
SERPINH1: uaruburop ceprun-nentuaaszsl H 1; FKBP10: FK506-cBsa3sBaromuit 6emox 10; SP7: Sp7

TpaHCKPUIIIHOHHBIN (pakrop; BMP1: mopdorenermueckuii mporenn xoctu 1; TMEM38B: TpancmeMOpaHHBIT

oenok 38B; WNTL1: Wnt cemeiinsiii 6enok 1; CREB3L1: HAM®-uyBCTBUTENBHBIN JIEMEHT-CBI3BIBAIOIIHI OCITOK

3-mtogo0HbI 1.
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Tabmua 3

Pentrenonoruueckue npusHaku HO mo tumam [9].

C E =

TsxecTs

JICTKOC TCUCHUC

TepUHATATEHBIN

JICTaIbHBIN

TSDKEIIBIN

JeTKoi/cpeaHeit

TAXKECTHU

CpeHEN TSKECTH

Yepen

BOPMHUEBBI KOCTH

HEOOCTAaTOYHAA
MHHEpaJIU3auns;
odyaru

KaITbITU(PUKAIH

Bopmuessl kocTy;
YBeJIHMYCHHE JIOOHBIX
OyrpoB;

MHKPOTrHaTHA

+ BOPMHEBBI KOCTH

OTHOCHUTECIIbHAsA
Makpolehams;

BOPMHEBBI KOCTHU

Ilo3BoHOYH

HK

OTCYTCTBHE
TpabeKyJIpHBI
X Ten
MMO3BOHKOB

(B3pocibie)

[Inatucionogn

sy

OTCYTCTBHE
TpabeKyJIApHBI
X Ten
MMO3BOHKOB;
KU(OCKOJINO3;
TUIATUCTIOHIMIT

us

OTCYTCTBUE
TpaOeKyIIPHBI
X TCJI

ITO3BOHKOB

CKOJIHO3
JeTKoH/cpenHe

u

Koneunoctn

HCTOHYEHHUE
KOMIIAaKTHOTO
BEIIIECTBA

KOCTH

BBIpaKEHHAS
nedopMarns;
[ITUPOKHE
H30THYTHIE
OenpeHHbIC

KOCTH

MOTU(DHKAIIHS
¢dopmBI
MeTadu30B B
BHUJIC MTONTKOPHA
(y mereit);
HUCTOHYCHUE
KOMIIAKTHOTO
BeIIleCTBa

KOCTHU

NCTOHUYCHUC
KOMIIAaKTHOTO
BEILECTBA

KOCTHU

runepTpoduye
CKasi KOCTHasI

MO3011b,

Apyroe

OCTCOIICHUA

nedopmanus
pebep 1o Tumy
«HHUTH KEMUYyTa»
XapaxkTepHa s
tuma lA;
BOPOHKOOOpa3Ha
s neopmarus
TPYIHOU KIIETKU

(11B)

HCTOHYEHHE
pebep, TKEIbIH

OCTEO0IOopPO3 10

DXA

IPOTPY3uUst
BEPTIIYKHOU

BIIaJUHBI

TSKEIIBIN
OCTEINOopo3 1Mo

DXA

12



VI

VII

VI

IX

CpEeIHEN TAKECTH

cpenHen
TSKECTH/TSKEIIbII/IeTa

JILHBIA

TSKEIBIN/JIeTaIbHbIH

cpenHen
TSOKECTH/TSKEIBII/eTa

JILHBIA

BOPMUEBBI KOCTH

yYMEHBILICHHE
OKPYKHOCTH TOJIOBBI
94acTO; BOPMUEBHI

KOCTH;

Hezapamenue mBos;
HOpPMAaJIbHAs/yMEHBIII
CHHasI OKPYKHOCTb

TOJIOBHBI

BOPMUEBBI KOCTH

BBIPAXXCHHOCT

n

KOMIIPECCUOHH
bIC NICPCIIOMBI;

CKOJINO3

BBIPaKCHHBIN

CKOJINO3

Bripaxxennsii
CKOJINO3;
noxoxx Ha HO

/111 Tunos

Kudockommos;
MOET OBITh
oe3

KOMIIPECCHUOHH

0OBIYHO B
OepeHHBIX
KOCTSIX;
occuduKanus
MEKKOCTHOU
MeMOpaHsbl
MpeIUICYbs;
Ha peHTreHe
MaTOBOCTb
MeTau3apHbIX
MOJIOC PSIAIOM C

30HOMU pocTa

noxoxx Ha HO
Tum 1V;
OynbOapHbBIe

MeTapu3bl

MOJKET
HaIllOMHUHATh
HO tun 1V,
nedopmanus
JUTMHHBIX
TpyOUaThIx

KOCTel

nedopmarys
JUTHHHBIX
TPyOUaThIX
KOCTEH,
KaJIbITU(UKAIH
s TIO THITY

IIOIMKOpHAa

HUCKPHUBJICHHBIC

KOHCYHOCTH

TSDKEIBIN
OCTEOIIOpPO3 M0
DXA; coxa vara;
MPOTPY3Us
BEPTILYKHOU

BIIaJUHBI

pU30OMeNus;
OCTEOIEHUS;

COXa Vvara

Tsoxenpii
0CTEONOpPO3 110
DXA;
HCTOHUCHHE
pebep;
000uK000Opa3Has
rpyIHas KIETKa,

pU30OMETHS

KUJIEBUIHAS
rpyAHas KJIeTKa;
BOPOHKOOOpa3Ha

s rpyAHas

13



Xl

Xl

Xl

XV

TSDKEJIBIN

TSDKEIIBII

JIETKOM/CpeTHeH

TAXKCECTHU

cpenHen

TSKECTH/TKEIIBIA

cpenHen

TSHKECTH/TSXKEIBII

cpenHen

TSHKECTH/ TSXKEIIBII

Makpouedanus;

BOPMHUEBBI KOCTHU

BOPMUEBBI KOCTHU

BBICTYTIAIOIIHHN JI00

BBICTYTIAIOIINH JIOO;

BOPMHUEBBI KOCTH

BbIAAOIIHUECCA

TOOHBIE OYTPHI

CHMIKCHHAas
MUHEpATIU3aNA

KOCTEH Jeperna

BIX
MEPEIOMOB;
CKEJIETHBIE
0COOEHHOCTH
cxoxu ¢ HO

/111 Tunos

CKOJIHO3;
KOMITPECCUOHH

bIC NIEPCIIOMBI

KH()OCKOINO3

CKOJINO3;
IUIATACIIOH AT

us

CKOIIHO3;
KOMITPECCHOHH

BIC TICPEIIOMBI

KOMIIPECCHUOHH

bIC TMICPEIIOMBI

MHO>XCCTBCHH
bIC
KOMIIPECCHUOHH
bIC TMICPEIIOMBI

IIO3BOHOYHHKA

MHOXeCTBeHH
ble KOCTHbIE
nedopmaruu;
coxa valga

BPOXKICHHBIE
KOHTPAKTYpPHI
KPYITHBIX

CyCTaBOB

nedopmarys
JUTHHHBIX
TPyOJaThIX
KOCTEH C
HCTOHYECHUEM
KOMIIaKTHOTO
BEIIIECTBA;
BaJIbI'yCHAs

nedopmarys

MHOKCCTBCHH
bIC KOCTHBIC

nedopManyu

KOCTHBIC

nedopMaIuu

TSDKEITBIC
nedopMaruu
JUTHHHBIX
TpyOUaThIX

KOCTEH;

KJIETKA;
YMEPEHHBIN/TSDK
eJbIN
OCTEOII0pO3 110

DXA

OcreorneHus;
TPEyroJibHas
¢bopma nuria;

IJIaTUCIIOHAUJINA

TpeyrojbHas
(dhopma nuua;

OCTCOIICHUA

TCHECPAIN30BaHH

ast OCTCOIICHUA

TpEyroyibHas
(hopma ynria,
HECOBEpIICHHASL
MUHEpAIU3aIUs
B HEKOTOPBIX

ciryqasx

TCHCPAJIM30BaHH

as OCTCOIICHMA

YkopoueHue
BEPXHUX U
HIDKHHX
KOHEYHOCTE;

TCHCPAJIM30BaHH
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’

TIATHCIIOH U
Hst
XV | Jerkoii creneHu CHIDKCHHUE KOMITPECCHOHH
| TSHKECTH/TSHKEIBIA occuukanum 13
Yyeperna; BOPMHUEBBI nedopMarmu
KOCTH MO3BOHKOB CO
CHIDKCHHOM
IJIOTHOCTBIO

KOCTHOH TKaHU

AHTyJIOus as OCTCOIICHM:A

HepesIoMbl OCTEOTIeHHNS
JUTHHHBIX

TpyO4aThIX

KOCTEH ¢

nedopMalusam

" aHTyJIIun

DXA: nByxsHepreTuyeckast pEeHTT€HOBCKas IECHCUTOMETPHsI (a0COpOIIMOMETPHsI)

(PeHTreHOICHCUTOMETPHS)

1.6 Kinunnueckass kapTuHa 3a00/1eBaHUs WM COCTOSHUSA (rpvnnbl 3200JdeBAHNN NN

COCTOSIHMA)

Ilpu3znaku u cumnmomel, xapaxmepusite ona HO:

- IOBBIINICHHAsA JTOMKOCTb KOCTCﬁ, BCJICACTBUEC YCTO Ha6J'IIO,I[aIOTC$I MMEPCIOMEI IIPU HE3HAUYHMTEIIbHOU

TpaBMC UJIH IIPU €€ OTCYTCTBUH, B TOM YUCJIIC Cpa3y IIOCJIC POKACHUA, BO3MOKHbBI BHYTpI/IYTpO6HLIC

MIEPEIIOMBI, )

-XapaKTepHO pa3BUTHE JAehOopMaIli KOCTEH KOHEYHOCTEH B pe3yJIbTaTe MePeIOMOB;

- HU3KUW JIMHENHBIN POCT KOCTEN;

- ronyOble CKIIepHI;

- TpeyrojpHas ¢popMa JINLaA;

- MaKkpoiiedams;

- ruAporedanus;

-0a3uisipHasi ”HBaruHaIMs

- HapylIEHHE cyXa B pe3yjbTaTe OTOCKIIEPO3a;

- 100aBOYHbIE KOCTHU Yepena;

- IPU3HAKH JeMUHEepaTH3aui (THIOMUHEPATN3alliN) KOCTEH;
- TUNIEPMOOHIILHOCTh CYCTaBOB;

- TUTIOTLIA3Ms, TIONYTIPO3payHble, KAPHO3HbBIE, 00ECIIBEUCHHBIE 3YObL;
- CKOJINO3 1 / uiu Kuo3;

- JIeTKasi PAaHUMOCTh KOXHU;

- IaxoBas U / WIIK IIyTIOYHas I'pbIkKa,

- IIOpaXCHME KJIAIIaHHOI'O aIrapara cepaua U yBEJIIMUYCHUE JUaMeTpa aopThI,
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- IbIXaTellbHasi HeI0CTaATOYHOCTD;
- ACTUTMATH3M, KEPATOKOHYC, TIIayKoMa.

Knuanyeckast KapThuHa BappUpPYyeT OT JIETKUX (OPM C HE3HAYUTEIHHBIM YBEJINYCHUEM YHCIIa
HEePEJIOMOB 10 CPaBHEHHIO ¢ OOl momyisinueid U OOBIYHON HPOJOJDKUTEIBHOCTBIO JKH3HHU JI0
TSDKEIBIX JepopMarnuii ckelieTa, BOSHUKAIOMINX Ha (OHE MEepesOMOB MOC/Ie MHHUMAIIBHBIX TPaBM (B
psijie cilydaeB 3HAYMTEIbHO BBIPAKEHHBIE Je()OpMaIlK CaMU SIBJIAIOTCS MCTOYHUKOM IOBBIIICHHON
onacuoctu) [10].

BaxHO OTMETHTh, 4TO KOppesiiusi reHoTun-¢eHotun y mnammeHtoB ¢ HO He sBisercs
aOCOJIIOTHOM: JJaKe B CEMbsIX, IJie HAONIOAAeTCsl OJMH U TOT )K€ I'CHETUYECKUIl BapHaHT, OOJIE3Hb

MOXET MPOSBIATHCS Mo-pasHomy [11,12].

2. JlnarHocTuka 3a00J1eBAaHUA WM COCTOSHUSA (TPyNIbI 3200/1eBaHU WU
COCTOSIHMII), MEITUIINHCKNE MOKA3AHUSA W NPOTHBONOKA3AHNS K IPUMEHEHHN IO
METOH0B IUATHOCTUKH

B nacmoawee 6pemsa Hem eOuHo2o Mmemooa - «30]10M020» CMAHOApma OuazHOCMuKU
HecosepulenHo2o0 ocmeocenesa. Ilepenomvl Kocmell, 603HUKAOWUe NPAKMuYecku 0Oe3 Kakux-audo
3HAYUMbBIX  mMpaem, 4dacmo AenAlomcsa nepsvim  npusnakom HO.  Bpauu-neouampwi/epauu-
mepanesmul/6payu obwell npakmuku (cemelinvie 8payl) 6padu-mpasmamono2u-opmoneovl, 8payu-
oemcKue Xupypau, 8pavu-3HOOKPUHOLO2U/BPAUU-0eMCKUe IHOOKPUHONO2U U OpYy2ue CReyuaIiucmol, K
KOMOPbIM 00pawjaromcs: nayueHmsl ¢ neperomamu Kocmetl, OONHCHbL pACCMAMPU8amy OaHHbLL
OUAcHO3 80 6CeX CAYYAAX, CEA3AHHBIX C MHONICECMEEHHLIMU NepeioMamMu Ul NpU HATUYUU 8

ceMeliHoM anamuese nepeiomos.

2.1. Kaj100LI 1 aHaMHe3

cm. pazden 1.6. Knunuueckas kapmuna
IIpu Hanuuuu nepeuucieHHbIX CUMRIMOMO8 He0OX00UMO OYeHUMb COCMOSHUEe KOCIMHOU MKAHU,

UCKTIOUUS Opyaue 803MOJNCHbIE NPUYUNbl nepenromos. Credyem yuumvléams cemMeunblli AHAMHES.

2.2 dusukajnLHoe 00c/IeI0BAHNE

IIpu ocmompe pedenxa credyem oopamums HUMAHUE HA:

- Oehopmayuro ONUHHBIX MPYOUAMbBLX KOCMell, PA3HOCIb UX OJIUHBL,

- HapyuieHue OCaHKu,

- HapyuleHue NOX0OKU, CNOCOOHOCMb NePedsUcambCsi CAMOCMOAMENLHO UMY 603MONCHOCTIb

nepeosuNcerUss MOJIbKO ¢ NOMOWBIO NOOPYUHBIX CPEOCME, NOOOEPHCKU UTU UHBATUOHO20 KPECId,
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- Oehopmayuro yepena,

- HeBbICOKUL POCT UMY HUMCE, YeM NPeonoaazdioch, 8 CPAGHEHUU C POCIOM OPY2UX YleHO8 CeMbl, He
3AMPOHYMbIX OAHHOU NAMOA02Uell;

- 2UNEPMOOUTLHOCTIb CYCMABO8,

- 201y0Oble cKepbl;

- HanuYUue HeCOB8EPULEHHO20 OeHMUHO2eHe3a (NPO3PAUHbBLX, ONAIECYUPVIOUWUX, «AHMAPHBIX» 3)008);

- Hanuyue 6cmasoyHvlx (Bopmuesvix) kocmeti,

- npoepeccupyrouyio nomepio ciyxa (vawe 8 nocmnyoepmamuom nepuooe).

2.3 JIa0opaTopHbIe TMATHOCTHYECCKHE HCCAeT0BAHNS

. PexomennoBano manuentam c npuszHakamu HO wuccrienoBaHHE COCTOSIHMSI MHUHEPAIbHOTO
oOMeHa: ypoBHS OOIIET0 U HOHU3UPOBAHHOTO KaJbIIMs, HEOPraHUUECKoro ¢ocdopa, MarHust ypoBHs
25-OH ButammHa /| B KpoOBHM, MapaTHPEOUJHOTO TOPMOHAa B KPOBH AaKTHBHOCTH IIEIOYHOM
¢docdarazpr; COCTOSIHHSI OpraHOB, TATOJIOTHYECKHE H3MEHEHHS B KOTOPBIX MOTYT IPHUBECTH K
HApyIIEHUIO KOCTHOTO MeTa0oNM3Ma: MCCIIEJOBAHHWE YpPOBHS MOYEBHHBI, KpEaTWHWHA B KpPOBH,
orpeziefiecHUue YPOBHS aKTUBHOCTH allaHnHaAMUHOTpaHcdepasbl B kpoBu (AJIT), onpeneneHue ypoBHs
aKTHBHOCTH acraprataMuHoTpaHcdepassl B kpoBu (ACT), a Takke UCCIIeA0BaHUs YPOBHS KaIbIIUs U
dochopa B Mmoue Bcem nammentam ¢ HO. JlaHHbIe mcclie0BaHUS BBITOTHSIIOTCS TPU AHMATHOCTHKE
(mnsa muddepeHImantbHOro 1Maruo3a) 1 Jajiee B JUHAMUKE B CIydae MEIUKaMEHTO3HOM Teparuu s
KOHTPOJISI KOCTHOTO METa00JIM3Ma M OLIEHKH COCTOSHUSI ITOYeK u rmedenu. [13, 14].

J (VOO 4, YYP Q)

KommenTtapuii: O6viunvie pymuHuble UCCIE008aHUSL KPOBU U MOYU He BbIAGIAION CHeYUpuueckux
onsa HO usmenenuti. Oonaxo npu nosvluueHHOM paspyueHuu KOCMHOU MKAHU MO2Ym OMMeYamuCsl
maxue xapakmepHule UsMeHeHUs, KaK nogvluleHue ypoeHs welounol gochamasvl 6 Kposu, 8 mom
yycie KOCMHOU, 2unepkaibyueMuss U Unepraibyuypus. Ypoeenv cunepraivyuypuu HeoOX0O0umo
OMCNeHCUBAMb, OCODEHHO K020d HA3HAYAIOMCA OONOIHUMENbHO (8 CBA3U C BblAGIEHHbIM UX
oechuyumom) npenapamul Karoyusa u eumamuna D, 6ciedcmeue nosviulenus pucka unepralbyuypuu
u Heghpoxanvyuroza u/unu Hegporumuasza. JlamHvie ananuzbl HeOOXOOUMO NPOBOOUMb  OJisl
UCKTIIOYEHUSL OPY2UX 803MOIHCHBIX 3A00N1€6AHULL U COCMOSIHULL.

J Pexomen10BaHO paccMOTpETh (B CiIydae BO3MOXKHOCTH KJIIMHUKH) ITPOBEJACHNE aHAIN3a KPOBU
Ha OIpeJesieHue YpOBHS MapKepoB (OPMHUPOBAHUS KOCTHOM TKAaHM HCCIEAOBAaHHE YPOBHS
OCTEOKaJIbIIHA B KPOBH, UcCleloBaHHe YpoBHS N- TepMUHAIBHOTO MpOMENTHIa MpoKoJUiareHa 1-

tuna (PINP B kpoBu)) u ee pe3opOuuu (McciaenoBaHHE YPOBHS JU3OKCHIUPUIMHOIMHA B MOUYE,
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HCCIeIOBAaHUE YPOBHS OeTTa - n3oMepu3npoBaHHOTO C-KOHIIEBOTO TEJIONENTHAA KojutareHa |1 tuma
(-cross laps) B kpoBu) manmeHtam ¢ HO a1 muHAMHUYECKOTO HAONIOJCHUS B CiIydae MPOBEIACHUS
aHTUpe3opOTUBHOTO Jeyenus [15,16,17,18].

(VA 4; YYP C)

2.4. HNHCTpYMEHTAJIbHBIE IMATHOCTHYECKHE MCCIEI0OBAHNS

o PexomeHnnyercsi mpoBeneHre PeHTreHorpadguu mMOpakeHHOW 4YacTH KOCTHOTO —CKeJeTa
(nmuHHBIE TpyO4aThle KOCTH, IO3BOHOYHHK, Yepen — 00JacTh HUCCICIOBAHHS ONpPEACIIeTCs
WHJMBUIYaJlbHO Ha OCHOBAaHMM BHEIIHMX WM3MCHECHUH CKejlera WM kajno0) MalleHTaM C
nono3peHreM Ha HO W mpu JAMHAMUYECKOM HAOIOIEHUU C IEJIBI0 JUATHOCTHKHU IIEPEIIOMOB,
nedopmarnuii kocreit [19,20,21].

Yaa4; Yyp Q)

KomMmeHTapuii: MOXET 6biA6umb  CHUMCEHUE MUHEPANbHOU NIOMHOCMU  KOCMHOU — MKAHU
(ocmeonenusi, ocmeonopos), oughgepenyuposams nepenomvi (Ho8vle/8 cmaouu KOHCOMUOAYUU),
0y2006pasHvle Odepopmayuu Kocmel KOHeuHOCmel, KOMNPEeCCUOHHble Nepesiombl NO360HOYHUKA,
8CMABOYHbBLE KOCU Yepena 6 001acmu poOHUYK08 U no X00y w60 (npumepro y 60% b6onvnvix ¢ HO
guisisnsiiomest  ecmagoynvle kocmu). Ilpu |l mune yoice npu poowcoenuu mooducHo  eviseums
2eHEPANUZ06AHHYIO  OCMEONEHUI0, MHONCECMBEeHHble NepeloMbl, UCKPUBIeHUus u oeghopmayuu
Kocmell. B meuenue HeCKONbKUX HeOelb UIU MecAyes KOCMU MO2Yym Npuobpecmu 6u0 «HIOCKUXH»
kocmetl. Pebpa, kax npaeuno, moukue, ocmeoneHuueckue u NpPOSPECcCUBHO UCKPUBTSIOMCS C
pazeumuem NAAMUCNOHOUNUU — (PEHMEEHOOUACHOCMUYEeCKUIl NPUSHAK: YBeIUYeHUEe NONEPEYHbIX
pazmepos mei NO360HKO8, 00bIYHO 6 COYEMAHUU C YMeHbUEeHUeM UX 8blcomul (Opesucnonounuel).
Takowce xapakmepHviM NPUSHAKOM AGIAEMCA HAAUYUE MHONICECMBEHHbIX UWOBHLIX KOCmel yepend
(0obasounvie kocmu uepena), 0Opa3VIOWUXCS NO XOOY UYEPENHBIX WIB08, XOMS OHU MO2YM He
BU3VATUIUPOBAMBCSL NPU POICOCHUU.

Ilpu N mune penmeenonocuveckue usmeHeHuss Heooxooumo ouggepenyuposams 0m oCcmeocapKombl,
IOKCMAKOPMUKAIbHBIX MUOZUMHBIX Occugurayuti u ocmeoxoHopomvl. OKOHUAMENbHbIL OUACHO3
NO3601UM YCMAHOBUNMb KOMNbIOMEPHASL U MACHUMHO-PE30HANCHASL MOMO2paghus.

Ipaxmuuecku 6cecoa eapuaHmvl OA3UNIAPHOU UMApeccuu U OA3UNIAPHOU UHEAZUHAUUU
couemaromes ¢ niamubasuetl - ynjioujeHuem ocHosanus yepena [22,23,24].

Hccneoosanusi  npooeMoOHCmMpuposaniy  Hamudue aHOMAIUU OCHOBAHUS Yepena U  KPAHUO-
sepmebpanbHo20 nepexooa npu écex yemoipex munax HO (1, 11, 111, IV).

Knunuueckue nposenenus 6apuanmoe amomanuu KpaHuo-6epmedOpaIbHO20 nepexooda CEA3aHbl CO

coasienuem cmeoa mo3ea, 6€pXH€W€ZZH020 omoena CHUHHO20 MO3ed, 4EePEenHvlx Hepeoe U mocym
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NPOAGIAMbCA CRACMUYECKUM MEeMPanape3om, npossieHusmu 0y1b0apHoco CUHOpoOMA, HUCHASMOM
npu nogopome 830pa GHU3 («ObIOWUL BHU3 HUCASM»), A MAKHCE HAPYUEHUAMU TUKEOPOOUHAMUKU,
npossnsowuecs cuopoyeganuetl.

B numepamype makoice onucanvl eouHuuHvle HAOIOOEHUS NEPeroMo8 3Y008UOHO20 OMPOCHKA,
amaaHmMo-aKCuaIbHOM OLOKUposanuu u cnonouronucmese axcuca npu HO [25,26].

Yuumeieas mpexniockocmuoul xapakmep Oepopmayuu ¢ HAIUYUEM BbIPANCEHHO20 MOPCUOHHO2O
KOMNOHEHMA KOPPeKMHO 0003Hauams 0ehopmayuu nO360HOYHUKA MEPMUHOM «KUDOCKOAUO3Y, d
msidcecms  0ehopmayuy  YKazvleamv NO  GelUUUHE 6edyueco (PpPOHMANbHOZO0 KOMHOHEHMA
oepopmayuu 6 epadycax no Cobb [koncencyc asmopos KP].

Dopmuposanue Kugockoauozos munuyno oas nayuenmos c¢ |, W u IV munamu HO no
knaccugpurayuu Sillence [27]. Ilpu smom ons | muna munuuno opmuposanue neekux oegpopmayut
(0o 50° no Cobb), ona Nl muna — ymepennvix oegpopmayuii (0o 100° no Cobb), ons IV muna —
msicenvix (bonee 100° no Cobb) [27]. Hepopmayuu epyonoii knemku u nepexocvl maza munuiHbl
051 CKOMU0308 U Kugockonuosos 6onee 50° no Cobb. Dmu oce asmopwvl coobwaiom, umo
scmpeuaemocmov kughocxkoauoza npu I, 111 u IV munax HO - coomeemcmeenno 39%, 68% u 54%.
Hegopmayuu peoxo eosnuxarom 6 eospacme 00 6 jnem, HO C POCMOM PeOeHKA 6epOSIMHOCHIb
B03HUKHOBeHUsl cKouo3a nosviwaemcs ¢ 26% oo 82% [28, 29]. Ilocne wecmu nem 6vicmpoe
npocpeccuposanue CKoauo3 Habaooaemcs y nayueHmos, He noayuasuiux oucgocgonamor [30].
Heghopmayua no3eonouHuka modcem Hapacmams u NOcle 3a8epuieHus nyoepmamHoco nepuood.
Hszmenenus 6 nO360HKAX He UMEIOm KOPPEIAYUU C MAICECMb 00uje20 NOPAdiCeHUs CKelemd.
Cnonounonus u cnonounonucmes noszeonxos npu HO naubonee uacmo onucamnvi 015 ceemenma L5-

S1. Ux ecmpeuaemocmsb MOACHO omcaeoums moabko N0 OAHHbIM eOUHUYHBIX HAON0O0eHUl, KOmopas

cocmasnsiem om 5.3% 0o 10.9% [31,32.].

J PexoMeH10BaHO MPOBEJEHNE PEHTI€HOIEHCUTOMETPUM BCEM NAllMEHTaM C MOJI03PEHUEM Ha
HO u npu nocnenyromem HaOMIOJEHUH B JAWHAMHKE C LIEJbI0 OLIEHKM MUHEpPAIbHOM MIIOTHOCTH
KOCTH B JIMHAMHKE B IIPOIIECCE €CTECTBEHHOTO pa3BUTHs 0OJE€3HHU MJIM Ha (POHE aHTHUPE30pOTUBHOM
teparnuu [33 - Ommoka! UcTOYHMK CCHUIKHM He HaiiIeH. |

(YA4 4; YYP B)

KommenTapuii: uccriedosanue npogooumcs no nokasanusam 6 3a8UcCUMOCy Om maxcecmu meyeHus
3a601e8aHUs, NPOBOOUMOL mepanuu, 8 cpeoHem, ¢ yacmomou I pas 6 200 (no nokasanuam — yauje,
HO He paHee Yem uepe3 6 mecayes nocie npeodvloyue2o Uccie008anus).

Ha ¢one mepanuu 6ugocgponamamu — 1 pas ¢ 200 [33 35 36].
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Penmeenooencumomempus maxoice A613emcs peHmMeeHON02ULeCKUM Memoo0oM 00C1e008aHUs, HO
xapakmepu3syemcs 6o/lee HU3KOU J1y4e8ol Hazpy3kou. B nacmosawee epems — 3mo CMaHOapmHblil
Memoo uzmeperus MuHepaivhou niomuocmu kocmuou mxanu (MIIKT).
Omo HeuneasueHwvili Memoo, yeibio KOmopo2o AGJAEmcsL:
O onpeoeneHue MUHEPAILHOU HIOMHOCMU KOCMHOU MKAHU,
O Koumponb d¢hhexmusnocmu nevenus. llpu npogedenuu anmupe3opomuenol mepanuu
uccnedosanue npoeooumcs 00 Havana iedenus, a samem 1 paz 6 200 [35].

B mo owce 8pems, nposedenue penmeenHooencumomempuy 0emsam maiaoue 5 iem 0cpaHuieHo
gcredcmaue 603HUKHOBEHUsL 8 npoyecce UCCIe008anusi apmedhakmos, 00YCl081eHHbIX 08ULAMENIbHOU
AKMUBHOCBIO peOeHKA U OMCYMCMEUeM OOJHCEHCMBYIOUUX HOPM OJisk Oemell OAHHOU 803PACMHO
epynnwi [38]

. PekoMeHZOBaHO paccMOTPETh MPOBEIECHUE KOMIIBIOTEPHOM TOMOrpaduu KOCTH C LEIbI0
OLICHKH CTPOCHHSA KOCTHOW TKAaHM TMalueHTaM (B3pocible M JeTu) ¢ mojo3penueM Ha HO wu
npoBefeHus: nuddepeHnanTbHON JUarHOCTUKH, a TakXKe B JaJbHEWIIEM Ui OLIEHKH COCTOSHUS
KOCTell B TuHAMHUKEe Ha (poHE aHTUPE30POTUBHON TEPANUU WA B MPOIECCE ECTECTBEHHOTO TCUECHUS
OoJIe3HM Ui KOHTPOJS CTENEHH MPOTPECCHPOBAaHUSI OOJIE3HM M ONpENeNIeHUs] TOKa3aHWh K
uHunmanuu tepanuu [37 - 40].

(VI 4; YYP B)

Kommenrapmii: Kowmnwsromepnas momoepagusa kocmu aeisiemcs MeOUYyUHCKUM Memooom OJisl
OYEHKU MUHEPATbHOU NJIOMHOCMU KOCMHOL mxanu (MIIKT) c UCNONIL30BAHUEM
ckanepa komnviomepHot momocpaguu (KT) ¢ 3anosicennviv 6 Hem cmanoapmom 006pabomxu
usoopasicenuti KT u npeobpazosanuem ux 6 noxazamenu MIIKT. Hcnonvsosanue xomnviomepHou
momocpaghuu kocmeil (npu 603MONCHOCMU, KoIudecmseenHol nepugepuueckou KT) oonornumenvho
nosvluiaem KIUHUYECKYI0 YEeHHOCmb 8 onpeodeieHuu oocmosepuvix sHauenuti MIIKT, a maxoice
aghpexmuernocms ¢ MoUKU 3penuss 3ampam no CPABHEHUIO ¢ OOHOMEPHbIMU MemoOaMU CKPUHUHSA, 8

yacmuocmu, penmeenoodencumomempuu [41].

2.5. UHble NMarHocTH4YecKue uccJae10BaAHNS

2.5.1 Moaekynapuo-2enemuyueckas OuazHocCmuKa

. PexomennioBano nanuentam ¢ npuzHakamMu HO mpoBenenue /IHK ananuza renoB COL1AL u
COL1A2 (obOpaser aist HCCIIeIOBAaHUS — KPOBb WIIH CITFOHA), TaK KakK y 90% MManneHTOB BBISBISIOTCS
MyTallMd MMEHHO B 3THX TreHax (Kommekc nccnemoBaHWil [Uis AMAarHOCTHKH HECOBEPIICHHOTO

ocreorene3a) [Ommoka! McTOYHMK cCHUIKH He HaiigeH. - OmmoOka! MICTOYHHK CCBUIKH He
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Haiigen.]. Oanako B 10% ciyyaeB MyTalud, OPUBOIAIINE K Pa3BUTHIO HECOBEPIICHHOTO
OCTEOTeHEe3a, BCTPEYAIOTCSI B HEKOJUIATCHOBBIX TEHAX, MOATOMY B HACTOSIIEE BpPEMS TaKXKe
PEKOMEHJIOBAHO  TPOBEACHHE  MOJEKYISPHO-TEHETHUECKOW JHWAarHOCTUKA C  HPUMEHEHHEM
TCHETUYECKOW TMaHeNW, BKIIOYAlOIIed B ce0sl MCCIeOBaHUE OCHOBHBIX TapreTHBIX oO0acTeit
KOJIJIAr€HOBBIX M HEKOJUIAr€HOBBIX T€HOB, YYAaCTBYIOIIUX B PA3BUTHUH HECOBEPIICHHOTO OCTEOTeHE3a
- CCKBCHHMPOBAHHME HOBOTO IoKojeHus (next generation sequencing) [42- Omméka! HcToyHuk
CCBHIJIKM He Hai/leH.].

(YAd4; YYP Q)

Kommenrapuii:  Ompuyamenvuvie — pe3yiomamvl — AHAIU308 — MOJEKVIAPHO-2EHEMUUECKO20
uccnedosanuss npu Haauduu cumnmomos HO me uckmouarom uanuyue 3a601e8aHUSA, ONCUOAHUE
Pe3yIbmamos Ui NOUCK peOKUx Mymayuti He s8Js1emcs 003ameibHOlU npoyedypoul 0 NOCMAHOB8KU

OUASHO3a4 U HA3HAYEHUSA mepanuu

2.5.2 Ilpenamanvuas ouaznocmuka.

¢ PekOMEHI0BaHO MPOBEJCHUE PYTUHHOTO MPEHATAIBHOIO YJIbTPAa3BYKOBOI'O HCCJICIOBAHUS IUIO/A
(Y3U) GepeMeHHBIM >KEHILMHAM, UMEIOIIMM B ceMeilHoM anamHe3e ciydaid HO ¢ uenbpio panHei
JMAarHOCTUKU U3MEHEHUI KOCTHOM TKaHH y rioaa [5, 45 - 47].

(YYPC; Y1 5)
Kommenrapuii: Yivmpaseykosoe uccredosanue niooa - neunsazusnas npoyeoypa ¢ MUHUMALbHBIM

pUcKkom 0nsi 300p08bs 0yoyujeco pebeHka u mamepu, 80 6pemMsi KOMOpoU NpPOoBOOUMCS OYeHKA
ONUHYBL, HOpMbL ONUHHBIX MPYOUaAmMvbIX Kocmel, pébep, NO360HOUHUKA, HAIUYUs Oeghopmayutl,
coomeemcmeusi ONUHbL KOCMell 2eCMAayUOHHOMY B03DACMY, BbIAGNAIOM HAIUYUe NepelomMos U
KOCMHble aHOMAnuu, dauje 6ce20 conpogodxcoaiowue msxcenvie Gopmwr HO. Kax npasuno,
VILMPA38YKOBOE UCCIE008AHUE CHOCODHO BbIAGUMb USMEHEeHUs KOCIMHOU mKanu y naoda va 18-24
nedene cecmayuu. Oouaxo, 6 Hekomopwvix cayuaax (HO, mun 1) ynempaszeykoeoe ucciedosanue
moorcem onpedenumsv npusnaxu HO na 14 nedene bepemennocmu. Pedoko mooicHo evisisums menee

msicenvie popmol (I u IV mun HO).

o [Ipn Hammuuu pucka poxaenus pebenka ¢ HO (xapakrtepHbie Y3-TpuU3HAKU WU BBICOKUN PHUCK
HACJIEIOBaHMS OT OJHOTO U3 POJUTENEH) HE PEKOMEHIOBAHO PYTHHHOE IMPOBEICHUE CIIETYIOIINX
WCCIIeIOBaHMI /T oaTBep kIeHus quarno3a HO y mona [5, 48, 49]:

o buornicus xoprona, mianeHTsl (OMOTCHs BOPCHHOK XoproHa) [49]
KommenTapmii: Hccreoosanue nnayenmapuwix xiemok, evinonusemcs Ha 10-14 ueo. eecmayuu.

Mozym b6vimb npogedenvl Kak cenemuuecKue Uccie008anus 0 8blA6leHUs MYMAayull, XapaKmepHvlx

21



ona HO, max u buoxumuuecxue, ¢ onpeoenenuem 3HAYUMENbHBIX KOIUYECME MOOUDUYUPOBAHHO2O
xonnazena. .[48]

o Awmnuunorenres [49]
KommenTapuii: uccrnedyromes kiemku niooa 8 AMHUOMUYECKOU Hcuokocmu. JlanHoe ucciedosanue
NpUMEHsIemcst MONIbKO 0/l onpeodeneHuss eeHemuyeckux mymayuti. Ilposooumcs na 15-18 meo.
eecmayuu. [48]
Oba uccnedosanus sA61AI0MC UHBASUBHBIMU, UMEEMCs PUCK NPEPbl8aAHUsl OepeMeHHOCIU (NPUMEPHO
1 %).
Heobxooumocmv — npogedenuss  OamHblX — UCCAE008aAHU  OUCKymabeivHa.  Yibmpazeykosoe
uccnedosanue ni00a 00blyHO Ovisaem O0OCMAMOYHBIM OISl PAHHEU NOCMAHO8KU OuazHo3a. Taxoice
MONEKYIAPHO-2eHEMUYeCcKoe UCCIe008aHUE MOXCeM 3aHAMb Onumenvhoe epems. Kpome moeo, ezo
pe3yromam moxcem 0vbimb OMPUYAMETbHLIM UL COMHUMETbHbLIM U He 8ce20d No0380.5em MOYHO
VCMAHOBUMb OUACHO3, YMO He Glusem HA OAlbHeUuyl0 MAKMuKy 6e0eHus, OCHOBAHHYI0 HA
pe3yIbmamax yibmpaszeyko8020 UCC1e008aAHUSL.
YAA5; YYP C)

2.5.3. Hccenedosanue nezounoil hynkuuu

. [Taruentam ¢ mogo3penueM Ha HO u manumentam ¢ HO pexomMeHIOBaHO peryssipHOe
MIPOBEJICHUE HCCIEeIOBAHUSI HECIIPOBOLIMPOBAHHBIX ABIXATEIbHBIX OOBEMOB M IMOTOKOB ((yHKIMHU
BHEIITHETO JIIXaHUs, CIIMPOMETPHS) /ISl OLIEHKH JIETOUYHON (DYHKIIMHK, HAYMHAS C ETCKOTO BO3pacTa
[49-Ommbka! McTOYHUK CCHIJIKH He HaiiIeH. |.

Yaa2vyypeQC)

Kommenrapuii: V nayuenmos ¢ HO uzmenenus ovixamenbHulx 00bemMo8 mMo2ym 0vimb 00yCll06/1eHb
KaK nopasiceHuem HenocpeoCmeeHHO Camoll 1e204HOU MKAHU 8 pe3ylbmame umeroue2ocs oeghekma
KOMlAa2ena, mak u  pezyiomame O0e@dopmayuu N0360HOYHUKA (8 0COOeHHOCU 2PYOHO020 OmOea).
Ilepeo npoyedypoii cmandapmHo npo8OOUMCs usMepenue pocma.

Ilokazamenu cnupomempuu y nayueHmos ¢ oeghopmayuamu 2pyoHoU KIemKu Uiu )y NayueHmos,
KOmopble He MO2ym CMOsimb, OO0JIHCHbL OblMb CKOPPEKMUPOBAHA HA POC U PASMAX PYK.

Y nayuenmoes c Il u IV munamu makaice ciedyem KOHMPOIUPOBAMb UCKPUBTEHUE NO360HOUHUKA U
oechopmayuu epyonotl knemku_[52, 54-Owubra! Hcmounux ccvliku ne natioen. .

Heobxo0umo npoeedenus uccrnedosanus Hecnpo8OYUPOBAHHbIX ObIXAMENbHLIX 00beMO8 U
NOMOK08 (PyHKYUuU 6HewHe20 ObIXAHUS) MEMOOOM CRUPOMEMPUU U, NPU BO3MOICHOCIU, MEMOOOM
PA3MbI8AHUS 2€NUsl C OOUHOYHBIM 800XOM, C YACMOmOoU, 8 cpeonem, I paz 6 200 y nayuenmos c
Ka4eCmeeHHbIMU UBMEHEeHUAMU KoJldeeHa U He pedce, yem [ paz 6 3 200a y nayueHmos c

KONUYEeCMBEHHbIMU USMEHEHUAMU KOJJIAceHA C YENbI0 B6bIAGNIEHUS NPOcpeCCUPOBAHUSL CUMNNIOMOE
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JIe20UHOU HEeOOCMAMOYHOCMU (NpU ee HAIUYUU) U ONMUMUZAYUU mepanuu (npu HeooxXooumMocmu)
[57].

o PekomeHm0BaHO ~ paccMOTpeTh  MIpoBeAeHHE  OoaurieTu3Morpaduu,  UCCIEIOBaHHE
i dy3noHHON crocoOHOCTH JerkuxX nanueHTam ¢ HO ¢ 1enbio KOHTPOJs JIErOYHON (QyHKIUH |
CBOEBPEMEHHOM AMArHOCTHKH ITOPAKEHHUS JIETOYHOM TKaHu [53, 54]

YAA2VYYPCQC)

Kommenrapmii: Hccreoosanusi npogoosmces 6 npoyecce OUHAMUHECKO20 HAOMOOeHUs: npu
Heobxooumocmu.

o Pexomeni0BaHO MpOBEIEHUE KOMIBIOTEPHON TOMOrpaduu OpraHoB TPyAHOW MOJOCTH
naruenTam ¢ HO mo moka3aHusiM ¢ 11eNIbI0 TUarHOCTUKY MOPAKEHUS JISTOUYHOU TKaHu [53, 54].
YAA2YYPC)

Kommenrapuii: moeym obHapyscusamspcsa: «mamogoe CMeKIo», ameneKmasvl, YuyacmKu
Qubpozuposanusi  1e20YHOU  MKAHU, IMpuU3eMamosHvle  USMEHEeHUs  (napacenmanbHas
ampuzema).

. PexoMeHI0BaHO TIpOBEIECHUE MYJICOKCUMETPUH W/WIIM UCCIICAOBAHUE KUCIOTHO-OCHOBHOTO
COCTOSIHUSI U Ta30B KpoBH manueHTam ¢ HO mpu 1mMomo3peHuu Ha Hajauuue OOCTPYKTHBHOTO altHO?d
CHA C IeJIbI0 THArHOCTHKY THIIOKCEMUH /WA CHIYKeHUsI catyparmu [51, 58].

yYaa4vYYypC)

KommenTapuu: nposooumcsa npu maiuyuy uiu npu noo0O3peHul Ha NopaxceHue 1eKux, 6 m.u., 8
OUHAMUKe

2.5.4. Dnekmpokapouozpadhus

J PexomeH10BaHO TPOBEACHUE 3JIEKTPOKApAHOTpagyM C LENbI0 BBISBICHHS HApyIIEHHH CO
CTOPOHBI Cep/lia y mauenToB ¢ npusnakamu HO [59, 61].

YA -2YYP-B)

KommenTapmii: [lpu nposedenuu IOKI' y nayuenmos ¢ HO mocym eviagnamsbcs cledyioujue
U3BMEHeHUsl: NPUSHAKU 2Unepmpoghuu 1e8o2o xcenyoouka, noovem uau oenpeccusi 3yoya ST-T,
Henoinas — 6aokaoa  npaeou  Hodcku  nyuka luca, cumycoeasi maxukapousi,  6blCOKUIL
npasoAHceny0oyKo8blll 80IbMANC, HU3KUL 8oabmaxc komniekca PR. B docmynnoil iumepamype nem
YyemKux yKazanuil Ha kpamuocms npogedenus IKI. Uccredosanue 001H#CHO 8bINOIHAMBCA CO2NACHO
PEKOMEHOAYUAM, HNPUHAMBIM 6 KApOUOIO2UU, NPU HATUYUU COOMBEMCMEYIOWUX USMEHEHUI.
Oxcnepmam suoumcs yeiecooOpasHvIM 00HOBPEMEHHOe ¢ 3XOKapouozpagduetl nposedenue 0aHHO20

uccneoosnus OpaHiry3bl B3pOCIBIM peke mumryT 5-10 et
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2.5.5. Oxoxkapouozpagusa

o PexomennoBano nmpoBeneHue dXxokapaworpaduu (C  JOMIUIEPOBCKUM  aHAIM30M) U
IYTUIEKCHOE CKaHHWPOBaHHE aopThl (YJIBTPA3BYKOBOE HCCIEIOBAHUE AOPTHI C JIOMILICPOBCKUM
aHanmu3oM) nanuenTam ¢ HO 11 olleHKH KJIaaHHOTO arlnapara ceplia, MUOKap/a B II€JIOM, a TaKkxKe
KPYITHBIX cocyaoB [8, 45].

YAIA5; YYPC)

Kommenrapmii. y nayuenmos ¢ HO 6cmpeuaromca ounamayus KOpHA aopmbl, OUCEHYHKYUU
KIAAnaHos, pedce aHeepusmbl Uil paccioenue aopmaoi.

B nacmosawee epems Hem eounHozo MHeHUs NO NOBOOY CPOKO8 U KPAMHOCMU NPOGeOeHUs
axokapouoepaghuu, wacmoma onpeoensiemcs UHOUBUOYAIbHO - Ol OMCAEHCUBAHUSL PUCKOB
B03HUKHOBEHUSI  8MOPUYHO20 nopadxcenusi cepoya npu HO coenacno coomeemcmeyowum
PEKOMEHOAyUsAM N0 KApOUOL02UUu/0emckou kapouonroauu. B cpeonem,y e3pocuvix, - 1 paze 5-10 nem
[61]

2.5.6. Ayouomempusn

. [Manpenram ¢ HO pekoMmeHAOBaHO NPOBEACHHWE HCCIACIOBaHHUS clyxa (TOHAIbHOU
ayJIMOMETPUH, TOHAJIBHONH ayJIHOMETPUU B CBOOOJHOM 3BYKOBOM IIOJIE, PEUYEBOM ayJHOMETPHH,
UTPOBOM ayJIMOMETPUH, PETHCTPAIMH BBI3BAHHBIX aKyCTHYECKHUX OTBETOB MO3ra Ha ITOCTOSHHBIC
MojyupoBaHHesl TOHBI (ASSR- Tect)) - kaxzapie 3 roa axke MpH OTCYTCTBUU CHIDKEHHS CITyXa C
L[EIbI0 PaHHErO BBISABJICHHS HApYILIECHUI M MpOBEAEHUS JiedeOHbIX Mepornpustuid. [lpu cHmkeHun
OCTPOTBHI CllyXa YacTOTa WCCIEAOBAaHUS OMpeNesieTcs TNPUYMHOW U CTENEHBI0 TYTOYXOCTH
[62,0mmoka! UCTOYHHK CCHIJIKM He HaiiIeH. .

(YOO 3; YYP B)

Kommenrapuii: Hccrnedogsanue cnyxa yenecoobpasno npogooums, HAYUHAS C PAHHE20 803pAcma,
NOCKOILKY 0e0m Clyxo8vix Hapyulenuti y nayuenmos ¢ HO moowcem passuseamucs 6 nepgvie decsams
nem ocusnu. Haubonee wacmo ecmpeuaemcs KOHOYKMUBHASL MY20YXOCMb, pexce — CMeUlaHHO20
muna unu ceHcoHespanvhas. Illpu eviaenenuu HapywieHuti cayxa MmMakmuka 6e0eHus O0NHCHA

ONpeoessimbCsi COOMBEMCMEEHHO KIUHUYECKUM PEKOMEHOayusim npu oannot namoaocuu [63,64].

2.5.7. Komnvlomepnaa momozpaghusa uw/uiu MacHUMHO — PE3OHAHCHAA momozpajdua Kocmeil
yepena.

. PexomenmoBano nposenerne KT mmu MPT kocteir yepena (KommbrotepHas Tomorpadus
rOJIOBHOT'O MO3ra MarHuTHO-pe30HaHCHAasi TOMOrpagusi OCHOBaHHUA yepena, MarHUTHO-pEe30HaHCHAs
TOMOrpadus JHIEBOrO OTAeNa Yepena, MarHUTHO-pe30HaHCHas TOMOrpadus TOJIOBHOTO MO3Ta)

narienTaM ¢ HO ¢ nienbio Bepudukanmu npu3HakoB 0a3wiissipHON WHBaruHauu [45].
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Yaas; yypC)

Kommenrtapmii: Mccredosanue nokazano npu HAmuuuu coomeemcmeyrowei CUMnmomamuky. B
Hacmosiujee 8pems OMCYMCmeyIom YKa3anus Ha CPOKU, K020a 00aXHceH Oblmb GbINOJIHEH CKPUHUHE HA
Hauyue 6a3unNApHOU UHBASUHAYUU.

2.5.8 KoHcyabTauuu crienuajucToB

. PexomenaoBaHo: uarHoctuka M BejaeHue mnanueHToB ¢ HO MynbTUAMCHMIIIMHAPHON
KOMaHJI0OM CHEUHUAUCTOB C LEJIbK0 OKa3aHUs KAYECTBEHHOM CIELHATU3UPOBAHHON MEIULUHCKOU
nomoinu [45, 53,8, 65]

YAA-5YYP-C)

KommenTapuii: 6 6udy mozo, umo 3abonesanue xapakmepusyemcs nopajicesuem MHO2Ux op2aHos u
cucmem, mpebyem KOMRNJIEKCHOU mepanuu, 4mo OUKmyem HeoOXO0OUMOCHb COBMECHHO20 8€0eHUs
nayueHma Cneyuaiucmamy pasHulx npoguiel, noKazaHvl nepeuyHsvlie U NOBMOPHbLIE KOHCYIbMAayul
8paua-eeHemuKa, 8paya-He8po102d, 8pavd-Heupoxupypad, epaia-3HO0KpUHOI02d, 6paid-0emcKo2o
9HOOKPUHON02A, 8pava-Hedpono2a, 6paia-mpasmamono2a-opmoneod, 8pavd-cmomamono2a/epaia-
0emcKoe0 cmomamonoea, 8pada-He@pono2a, 6paua-nyibMOHON02d,  8PAYA-KapouLo2a/epada-
0emckoeo  Kapouonoaa, 8PAUA-0MOPUHONIAPUH20]I020/8PAYA-CYPOOI02A-0OMOPUHONIAPUH20I02A,
8paua-neouampa/8paya-HeoHamon02a/epaia-mepanesma/spaya  ooweli  Ppakmuku  (cemetHozo
gpaua),  cneyuanucma — no  MeOUYUHCcKou  peaburumayuu  (6pava  no  MeOUYUHCKOU
peabunumayuu/épaia Quzuueckou U peadUIUMAyUOHHOU MeOUYUHbI-peaduIumono2a/epaia no
JeuebHol uskyiomype u 0p.), @ maxxce epadei Opy2ux CneyuaibHocmel nayueHmam, UMeruum
HapyweHus @QYHKYuii coomeemcmeylouux opeanoe u cucmem. Kpamunocmv Koncyremayui
onpeoensiemcs UHOUBUOYATLHO C YU4emoM 803pacma u maxcecmu 3a0071e6aHuUs.

o PekoMeHZO0BaHO  TpOBEACHHME  KOHCYJIbTAallMd  Bpadya  CTOMATOJIOTa/Bpada-IeTCKOTO
CTOMATOJIOTa MAaIlMeHTaM ¢ KITUHUYeCKUMH npu3zHakamu HO ¢ 11ento TMarHoCTUKY WM OIIEHKU pHUCKa
pa3BUTHS HapYNICHWA JCHTHHOTCHE3a W MPOBEICHUS MPODUIAKTUYCCKUX WM JIeYeOHBIX
Mmepornpusithii [45, 66, Omuoka! UcTOYHHK CCHIJIKHM He HaiIeH. ].

YIAS; YYP O)

Kommenrapmii: Koncyremayusa epaua cmomamono2a/epaia-0emcko2o cmomamonoza npo8ooumcs
nayuenmy c¢ HO, nauunas c nepgoco 2o00a dcusHu. B Oanvhetiwiem, npu 6viaeieHUU NPUHAKOG
Heco8epuleHHo20  OeHMUHO2eHe3d UMW  PUCKO8 €20  pa3eumus, OCMOmMp  6pai4oM  —
CMOMAMONO20M/BPAUOM-0EMCKUM CIOMAMOL020M NPOBOOUMCS, 8 cpeoHeMm, 2 pasza 6 200 [45].

o PexoMeHn0BaHO TIPOBEJEHHE MHTPAOIEPAIIMOHHOTO MOHUTOPUHTAa HEPBHO-MBIIICYHON

IMPOBOAUMOCTH IIPU MMPOBCACHUU XUPYPTUICCKUX KOPPUTUPYIOIINUX BMCIIATCIILCTB HA TIO3BOHOYHHUKE

[67].

25



(YIUL5; VYP C)

2.5.9 Tuchhepenuuanvuniit ouazrnos

Jugppepenyuanvnan ouacnocmuxa no eo3pacmy
J /Jlemu pannezo eo3pacma:

1. 7Kecmokoe oopawenue ¢ oemovmu. JIvoO0¥ THTI IepeoMa MOXKET OBITh BBI3BaH KECTOKHM
oOpaiieHueM ¢ peOEHKOM, B TaKUX CIIydasx, yallle BCEro BCTPEYAIOTCS MEpeoMbl B 00JacTH
MeTau30B KOCTeW W 3amgHel mnoBepxHocTH pebep. llpm mono3peHHHM Ha AAHHYIO NPUYUHY
MOBPEXICHHUSI KOCTEH HEOOXOIUMO TMPOBEICHHE TIATEIFHOTO aHAIN3a UCTOPUH OOJE3HU U OLEHKU
COCTOSIHUS peOeHKa, ONPEIeICHUS HaTUus APYTUX MPU3HAKOB KECTKOTO OOpaIeHusl.

2. Ocmeonenus HeOOHOUIEHHBIX.

OcteoneHust HeTOHOIICHHBIX Pa3BUBACTCA B pe3ysbTate neduimTa Kanbuus, pocdopa, B
MEHbIIEH CTEIIEHU BUTaMUHA D, NposBIsSeTCS CHUKEHUEM MUHEpanu3auuu Koctel. B nepuon
BHYTPHYTPOOHOTO pa3BuTHs peOeHKa HauOObIIasi CKOPOCTh HAKOIICHHUS Kanblus U pocdopa
npoucxomuT B III Tpumectpe GepemeHHOCTH. UeM MEeHbIIIe CPOK TecTallii K MOMEHTY POJIOB, TEM
BBIIIIE PUCK M CTENEHb MOCIEAYIONIET0 pa3BUTHsI HeduunTa Kanbius u Gocdopa. Y HEJOHOIIEHHBIX
JeTeH MUHEpaIn3alus KOCTEe! K MOCTKOHIIENTyaaIbHOMY Bo3pacTy 38-40 Hell ocTaeTcsi CHUKEHHOM.
Kak npaBuno, ormeuaercst runoocdareMusi B COU€TaHUH C MOBBIIEHUEM aKTUBHOCTH IIEJIOYHOM
docdarazel. MoryT HaOMI01aTHCS TUTIEPKATIBIINYPHUS U TUTIEPKAIBIIEMUs], pa3BUBAIOIINECS B
pesynbTate Aedunuta nocrymieHus Gocpopa [69].

3. Paxum. B pe3ynbrare nedunurta BuraMuHa D pa3BUBaIOTCS B IEPBYIO OYepelb CUMITTOMBI
MOpaXEHUsI HEPBHOM CHUCTEMbI (HApYIIEHUS CHA - IOBEPXHOCTHBIM UM MPEPBIBUCTHII; MOBBILICHHAS
IUIAKCUBOCTh M Pa3paKUTENBHOCTh; TOTIMBOCTh U 3aTbuloyHOe oOmbiceHue). [lozxke -
paxUTUYECKUe  M3MEHEHMsI  CKeJeTa:  «OMUMIUICKUU  100»,  paxuTUYECKue  «UYETKUY,
nedopmaiusi TpyIUHbl (HAapuMep, BOPOHKOOOpa3Has WM KWJIEBUAHAS Jedopmanuud TpyaHOU
kietkn), X- win O-o0pa3Has aehopManus HIKHAX KOHEYHOCTEH. MOTyT Tak)Ke 0TMEeUaThCsl 4acThIe
CPBITMBaHHMS U PBOTA, OONM B KHUBOTE, TOHOCHl WM 3alOpbl, YBEIHMUYEHUE pa3MEpPOB IICUCHH,
OJIeTHOCTh KOXKU BCJIEJCTBUE aHEMUHU. XapaKTepHbl MOBBIIIEHHE aKTUBHOCTH 1IENI0UHON (ocdaraszsbl,
MOTYT OTMEYaThCsl THUIMOKaIbIUEMUS U runodocdaremust.

4. ipyrue peakue CHHAPOMBbI U 00JIe3HH.

T'unogpocpamazun - HacnenCTBEHHAs 00JIE€3Hb, XapaKTEPU3YIOMIASCS HU3KOH aKTUBHOCTHIO
TKaHEHeceU(pHUECKON MeT0YHON (ocdaTasbl B CHIBOPOTKE KPOBU B pe3yJIbTaTe MyTallud B IeHe

ALPL, xommpyromeM HecrenuPuIecKuidi TKaHEBOM wu30pepMeHT ImenodHor  (ocdarassl.
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ConpoBosk1aeTcsi THIOMHHEpANIU3aleil KOCTHOW TKaHU, C Pa3BUTHUEM MEPEIOMOB U MOCIEAYIOMNX
neopmanuii KocTeid M IMOJMOPTaHHBIMU OCIOXHEHUsAMHU. KimroueBbMU U depeHIHPYIOMUMU
NpU3HAKAMU SIBIIIIOTCS HU3Kasg AaKTHBHOCTh INEIOYHOM (ocdara3bl M BBICOKUH YpOBEHb
nupugokcanbhocdara (akTUBHOM GopMbI BUTaMUHA Be) B KpoBU Ha (pOHE paXUTHUYECKUX U3MEHECHHIA
KOCTEH.

Tunogpocpamemuueckuit ~ paxum (pocpam-ouabem) — rpynna HACJIEICTBEHHBIX
3a00JIeBaHNM, CBA3aHHBIX C HapymieHueM peabcopbumu (ocdaroB B MPOKCHUMAIBHBIX KaHAIbIAX
nmovyek. MaHudecTarus IpoucxXoauT vaimie B Bo3pacte 9-12 mecsien. PasBuBarotcs docdartypus,
runodocdaremus. YpoBeHb CHIBOPOTOUYHOIO KaiblMsl B OOJBIIMHCTBE CIIy4aeB B HopMe (3a
UCKITIOUEHUEM PEIKOI (GOPMBI ¢ TUTIOKAIBIIMEMHUEH ), aKTHBHOCTD IIEIOYHOH (ocdaraspl MOBBIIICHA,
ypoBHU BuTamuHa D u maparropMoHa, Kak NpaBWiIO, B HOpPME. XapaKTEepHBI 3aJiep’KKa pocTa,
BBIPKECHHBIE PAXUTUYECKUE U3MEHEHUS KOCTEU, PEe3UCTECHTHBIMU K OOBIYHBIM J103aM BUTaMuHa D.
[Ipope3biBanue 3y0OOB MPOUCXOAUT C OMO3AAHUEM, OTMEUAIOTCS JePEKThl YMaId U MHOKECTBEHHBIIH
kapuec. Jleuenwe mpoBomsT mpemaparamu (ocdopa, akTuBHBIMH (popmamu BuTammHa D (cwm.
KIIMHAYECKHe pekoMeHaanuu « TyOynonatuu y nerei»)

Aymocomno-peyeccusnvtiic. ocmeonempos («Mpamopnas 6onesnb Kocmeily) -  PEAKoe
KIIMHUYECKH TeTEepPOreHHOe 3a00JIeBaHUE, XapaKTepU3YIOIIeecs Ype3MEpPHBbIM  yBEIUYECHUEM
IUIOTHOCTH KOCTE€W M3-3a HapyLIEHHs Ipolecca pe30pOLMM OCTEOKJIAacTaMH, 4YTO MPUBOJAUT K
MOBBIIIEHHOW JIOMKOCTH KOCTHBIX CTPYKTYp. Kiaccuduuupyercs mo HaclelIOBaHHIO: ayTOCOMHO-
JOMUHAHTHBINA, X-CIEIJICHHbII U Haubojee TSHKEI0 MPOTEKAIOUUI ayTOCOMHO-PELECCUBHBIN HIIH
uHGpaHTWIbHBIN Tul. KiuHudyeckumu mpu3HakaMud HMHQPAHTUILHOTO OCTEONEeTpo3a SBISIOTCS
TsDKeNasi aHeMusl, IPOTPECCUPYIOIINE renaToCIUIeHOMEranus, ruponedanus, TyroyxocTh, CJIEoTa U
np. Ilpu peHTreHonorMueckoM HCCIEAOBAHUN ONpPENENseTcs TIeHEpaJIu30BaHHOE YBEIMUEHUE
IUIOTHOCTH CKeJIeTa ¢ Pe3KUM COKpPALIEHHEM KOCTHOMO3TOBOI'O MPOCTPAHCTBA BIUIOTH JIO MOJIHOTO
€ro OTCYTCTBHS B JUIMHHBIX TPYOUaTHIX KOCTSX. BONBIIMHCTBO cilydaeB 3a00s1eBaHue JaHHON (OpMBI
oOycioBiensl myrtammsiMu B TeHe TCIRG1 (ren T-kieTo4HOro WMMMYyHHOrO peryistopa 1),
KOJIMPYIOIIETO  OCTeoKJIacTHocmenuduunyro a3 uzopopmy  ogHOM W3 CyObEIUHUIL
TpaHcMeMOpaHHOro BakyolsisipHoro AT® — 3aBUCHMMOro HMPOTOHHOTrO Hacoca. boibHbIE NeTH, Kak
MIPABUJIO, YMHUPAIOT /10 TPEX-TATUIETHETO BO3pacTa.

. JeTu crapuiero Bo3pacra:

1.  Cunopom Onepca-/lanno  sBusercs  3a00J€BaHHEM  COCAMHHUTENBHOM  TKAHH
HaCJIEICTBEHHOT0 XapakTepa. CUMITOMBI CHJIBHO BapbUPYIOT B 3aBUCUMOCTH OT THMa 60se3Hu. Tem
HE MeHee, B KaXKJIOM ClIy4ae OHU BbI3BaHbl HAPYILIEHUEM CTPYKTYpBI MJIM HeoCTaTKoM KoJiiareHa I11

THIIA. XapaKTepHBI PHHCpMO6I/IHBHOCTL CyCTaBOB (B HCKOTOPBIX ClIyvasx CTCIICHb
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TUIepMOOUIIBHOCTH HACTOJBKO BBICOKAs, YTO HEBO3MOXHO [eNlaTh Kakue-muOo JIBHXKEHUS);
TUTEPIIACTUYHAST KOXKa, CKJIOHHAs K TOBPEXKICHUSM, IUIOX0€ 3aKUBIECHHE paH U (HOpPMHUPOBAHHE
pyOIIOB; XpYIKHE KPOBEHOCHBIE COCYIBI (BILIOTH 10 aHeBpU3M cocynoB nipu IV tune). Tunst VIIA u
VIIB, xapakrepu3yroTcsi HECTaOUIbHBIMU CBSI3KAMH U THIEPIIOJABH)KHOCTBIO CYCTaBOB C
MIPEIPacIOIOKEHHOCTHIO K IEpPeIoMaM.

2. Kocmmuwte onyxonu. Omnyxonu, Kak JTOOpOKa4YeCTBEHHBIC, TaK M 3JIOKAYECTBCHHBIE, MOTYT
BBI3BIBATh MATOJIOTUYECKHUE MEPEJIOMBI, BpacTas U 3aMEHssl HOPMAJIbHYIO KOCTHYIO TKaHb. Y JeTel
NO0OpOKAYeCTBEHHbIE OMYXOJIM KOCTEH BCTPEYAIOTCS 4YacTo, KaK MpaBWIIO, OECCUMIITOMHBI H
BBISBJISIIOTCSL CIIy4ailHO MOciie IepeioMa Wi TpaBMbl. MHorjga HaOmIOMAIOTCS JOKAJIM30BAaHHBIC
O6omu, OTek, aeopmanus KOCTEH WM maronorndyeckue mepenombl. K 1o00pokauecTBEeHHBIM
OITyXOJISIM, TIPH KOTOPBIX PA3BHUBAIOTCS IEPEIIOMBI, OTHOCSATCS Heoccupuimpyoomas ¢udpoma u
OCTEOHJIHAsg OCTeOMa. 3JI0KAaYeCTBEHHBIE OMYXOJIM KOCTEH COCTaBISIOT 5% BCeX MEAHaTPUUYECKUX
3JI0KQYE€CTBEHHBIX OIyXOJIeH, C MUKOM BO3HHKHOBEHHs B Bo3pacte 10-24 jer. M3 310KauecTBEHHBIX
OITyXOJICH KOCTEH y JleTeil Hanbosee pacpoCTpaHeHbI capkoMa u octeocapkoma FOuHra, KOTOphIe B
COBOKYITHOCTU cOCTaBIsIIOT 90% mnenuarpuyeckux 3710KaYeCTBEHHBIX oIyxosei kocrei. Capkoma
HOunra vaie BcTpeuaeTcs B TeueHue nepBbix 10 JeT Ku3HU, Cpeiu JIeTell cTapiiero Bo3pacra oosee
pacmpocTpaHeHa ocTeocapkoma. [lepBudHbIe ouaru 4acTo BOZHUKAIOT B 00JIaCTH KOCTeH Ta3a, Oexpa,
TOJICHEH W IUICYEBBIX KOCTSX. MOTYT OTMEYaThCsi OO M OTEK, YCHIIMBAIOUIMECS MPH (HU3UIECKOI
Harpy3Ke Wik B HOYHOE BPEMsI, HHOT/[a IIEPBBIMH IMPU3HAKAMH MOTYT OBITh ITEPEIIOMBI.

3. Houonamuueckuil 106eHuibHblil ocmeonopo3. OCTeonopo3 y JeTel, BBIABICHHBIA 0e3
COIMYTCTBYIOIIEH MATOJOTHUH WM MpHeMa MpernapaToB, OTPUIATENBHO BIMSIONIMX Ha METa0OIU3M
KOCTHOH TKaHHW, OTHOCAT K HIMONATHYECKOMY IOBEHWJIBHOMY OCTEONopo3y. 3aboJieBaHHE daIle
BBISIBIISIETCSI B TIperryOepTaTHOM miepuone wim mybeprate. [IepBbIM MpOsSBICHUEM HINOMATHYECKOM
(OpMBI FOBEHUJIBHOTO OCTEOIOpO3a Yalle BCEro sBIsAETCS OO0Mb B CIMHE, BO3HHUKAIOWIAS MPH
(bu3nuecKoil Harpy3Ke, ATUTENILHOM PeObIBAaHUH B OJHOM ToNioskeHnu. Hepenku xanoo6sr Ha 6o B
KOJICHHBIX CyCTaBaxX, BO3ZHUKAIONIME NpPU Harpy3kax, m3peika W B TOKoe. Yarie 3TOT CHMIITOM
Ha0JII0JaeTCs B TIEPHO]T OBICTPOTO POCTA MAIUEHTOB.

CHHIPOMBI C TIpe- W/WIH OCTHATAIBHBIMU (DEHOTHIHMYECKUMU CUMIITOMaMH, cxoxumu ¢ HO,
Mpe/ICTaBJICHbI B Ta0IHIIE 2.

Tabnuna 2.

CHHIIpOMBI € TIpe- U /WM OCTHATAIbHBIMU (PEHOTUITMYECKUMH cuMITToMamHu, cxoxumu ¢ HO.

IMaTonorus OMIM |Ten Jlokyc IIporenn Hacaeno
BaHHe
I'maropnadusanbHas #166260 | ANO5 11p14.3 AHoOkTamMuH -5 AJl

nucriiasus (osteopenia
with radiolucent lesions
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of the mandible)

Xaxnay-Uunes cuagpom | #102500 | NOTCH2 1p12-pll Hetiporennsiii Al
JIOKYC
TpaHCMEeMOpaHHO
ro
PELenTOPHOro
OenKa yeloBeKa

Wnnonarnyeckuii 259750 | HewusBecren | HeusBecren | Heussecren Hewussec

FOBEHUJIbHBIN THO

0CTEO0Nopo3

I'unodocdarazus #241500 | ALPL 1p36.12 Hecneunguueck | AP
Ui TKAaHEBOU
n30(pepMeHT
IIECJIOYHON
docdarassl

HO ¢ BpoxieHHbIMU #259450 | FKBP10 17921.2 I'en ssmepHoTO AP

KOHTpakTypamu | THma ¢axTopa karmma B

(bpyx cunapom | Trm) (FKBP10)

HO c BpoxieHHbIMU #609220 | PLOD2 3924 [Ipokomnaren- AP

KOHTpaKTypamu 2 TuIia JIM3UH, 2-

(bpyk cunapom |l Tum) OKcoriryTapar 5-
JIMOKCUTEHAa3a

HO ¢ kpannocrenosom, 112240 | Hemssecten | Hemssecten | Hem3Becten Al

OKYJISIPHBIM IIPONTO30M,

ruapouedanuei, u

XapaKkTepHbIMU

W3MCHCHUSIMH YEPT JIUIA

(cunpom Koyna-

KapnenTtepa)

Ocreonopos #259770 | LRPS 11913.4 oenok peuentop- | AP

MICEBIOTIMOMA CBSI3aHHBIN JIUIIO
IIPOTENH HU3KOH
MJIOTHOCTHU 5

[epBuunsbrii octreonopos | #259770 | LRPS 11913.4 oenok peuentop- | Al
CBSI3aHHBIN JIUIIO
IIPOTEUH HU3KOH
MJIOTHOCTHU 5

CHoHIUI00K YIS PHBIN 605822 | HemsBecten | HemsBecren | HemsBecten AP

CUHIPOM (OCTEOIOPO3,

KaTapakTa u

peTHHANIbHAS AUCTITIA3Hs)

e B3spocasbie.
Ocmeomanayun — XapakTepusyercss OOISIMH B KOCTSAX, MOBTOPHBIMH TEpEIOMaMHU,

MOBBIIICHHUEM AaKTUBHOCTH ILEIOYHOM (I)OC(paTEBLI. Kak npaBHJIO, PpPa3BUBACTCA B PE3YJIbLTATC

nedunmra Gocdopa. Ilpu peHTreHOIOTHYECKOM HCCIEIOBAaHUU ompenensitorcs: cHmkernne MIIK,

MICEBJIONIEPENIOMBI, OTCYTCTBHE TPAOEKYJISIPHOCTH TEJ MMO3BOHKOB, JIMHEHHBIE 30HBI «IIPO3PAYHOCTI

B KOPTUKAJIbHOM 30HE TPyOUaTHIX KOCTEH.
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3. JleueHue, BKJIOYAsE MeIUKAMEHTO3HYI0 U HeMeTUKAMEHTO3HYIO Tepanuu,
AHETOTEpPaNuIo, 00e300,JUBaHUe, MeIMIIMHCKHE TOKA3aHNsI U IPOTHBONOKA3AHUS

K IPUMEHECHUI0 METOAO0OB JICUCHUA

3.1 KoucepBaTupHoe Jie4yeHHE

o BoNbIIMHCTBY TMAIMEHTOB C HECOBEPIICHHBIM OCTEOTCHE30M PEKOMEHIYETCS JICUCHHE
oudochonaramu (bD) («3omotoii cranmapt» Ttepanuu HO) c 1enbi0 TMOBBINICHUS TUIOTHOCTH
KOCTHOM TKaHHW, CHWXCHHUS pPHCKa BO3HHKHOBEHHS TIEPEIOMOB, YMCHBIICHHS BBIPAKCHHOCTH
XPOHHYECKOTO OojieBoro cuHapoMma. [loka3aHuss K Hayally Tepamud ONPEACISIOTCS C y4eToM
TSOKECTH 3a00JIEBaHUS: YacTOTHl TIEPEJIOMOB, CTCICHW HApPYyIICHUsS MHUHEPaIbHOW TUIOTHOCTH
KOCTHOW TKaHH (OCTEONECHUS/0CTEOTIOPO3), HATNYIMS JeopMaIuii CKeJeTa i 3aIePKKU (PU3HIECKOTO
passutus [70-72, 36, 73,61].

YIAA - 1; YYP — B)Kommenrtapuii: /layuenmam c | munom 3abonesanus, xapakmepuzyouwumcs
JIe2KUM meyeHuem (MeHee 3-X NepeiomMos 3a MNOCAeOHUll 200, OMCYMCMBUE BblPANCEHHBIX
oeghopmayuti ONUHHBLIX MPYOUAMBIX KOCMeEl, OMCYMCmeue 3a0epicKu Qu3uuecKkoeo pazeumus u
m.0), mepanusi bugocponamamu ne nokasana. [14].

Bud@OCdbOHambl npomueonoKa3anbvl K NPUMEHEenuIo.

— NpU 8bIPANCEHHOM HApyuleHUuu QyHKYyuy novex (Kiupeuc kpeamununa mernee 30-35 mi/mun);

— npu annepeudeckux peakyusax u HenepeHocumocmu 100020 uz komnonenmog JIC;

— npu omcymcmeuu d¢hghekma om npeouiecmeyrowe2o 1edeHusl 1eKapcmeeHHbIMU CpeoCcmeamu Ha
ocnoge ED;

— NpU HACMYNJIEHUU MANCENBIX NOOOYHBIX I pexmos om npeduiecmsyrowux Kypcos ieyerus bd;

— NpU HEKOPPULUPOBAHHOU SUNOKANbYUEMULL;

— Npu NIAHUPOBAHUU/BbIAGIEHUU DEPEeMEHHOCU, TIAKMAYUU,

— 00 U nocie mpasmamoso20-0pmoneoudecKUx Xupypeuieckux eMeuamenbcme Ha KOCMHOU mKanu
00 MOMEHMA NOIHO20 3ANCUBILCHUS 8 30HE MEULAMenbCcmea (00bIuHO — 6 meueHue 4-6 meciayes);

— nocjle XUpypeuueckux Cmomamolocudeckux emeuamenscms (00 NOJIHO20 3AXNCUBNEHUS 6 30He
eMeuamenbcmea,).

Tepanus ougocghonamamu nauuenma ¢ HO nposodumcs off-label — sne sapecucmpuposanmnwix 6

UHCMPYKYUU NeKAPCMBEHHO20 CPedCcmea NOKA3AHUL, OCYWeCmENaemcs Nno peuleHuro 8payebHoll
Komuccuu, ¢ paspeuieHus JIokanbHo2o0 3muuecko2o KomMumema MeOUYUHCKOU OpeaHusayuu (npu
HAIU4UY), ¢ YCrosuem MNOONUCAHHO20 UHDOPMUPOBAHHO20 CO2aACUsl pooumenel (3aKOHHO20

npedcmasumeris) u nayueHma 6 eopacme cmapuie 15 nem.
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Ilepeo nauanom u 6 npoyecce newenus b® y nayuenmos ¢ HO cnedyem nposecmu cneoyrouwjue

meponpuamusn:

» Jlabopamopnvie memoosvt OuazHocmuxku nepeo Hauanom jedyenus bB® (danee — nepeo

(@]

©)

Kax)covim Kypcom mepanuu):

o Ananuz Kposu Ouoxumuueckuil odOwemepaneemuyeckull, GKIUAs UCCIe008AHUE
VPO8HA 0bwe2o 6enKka 6 Kpogu, YpOGHs KAlbYusl UOHUSUPOBAHHO20 KANbYUs (KOPPEeKyus no
anbOYMUHYy — N0 NOKA3AHUAM), YPOBHI HeopaHuuecko2o gocgopa 6 kposu, Hccreoosanue
ypoeus 1,25-OH sumamuna /[ 6 kposu, ucciedosanue yposHs napamupeouoHoco 20pMOHA 8
KpOSU, YPOGHs 00uje20 MacHus 6 CblGOPOMKe KpOS8U, UCCLe008aHUe YPOBGHSI MOYEBUHDbL,
KpeamuHuHa 8 Kpoeu, onpeoeieHue YPO8HA AKMUBHOCMU alAHUHAMUHOMPAHChepassl 6
kposu (AJIT), onpedenenue ypoeHs AKMUBHOCMU ACNAPMAMAMUHOMPAHCHeEPazvl 8 Kposu
(ACT), uccnedosanue YpoGHs  CEA3AHHO20  (KOHBIOSUPOBAHHO20) U  CB0O0OHO20
(HEKOHBIO2UPOBAHHO20) OUNUPYOUHA 8 KPOBU, UCCIEO08AHUE YPOBHSL 2TIHOKO3bL 8 KPOBU
buoxumuueckue Mapkepvl KOCMHO20 Memadonusma (onpedeieHue aKmueHOCMU Wel0UHOU
Qocpamaszvl 6 Kposu, npu  B03MONCHOCMU  onpedeneHusi. Hcciredosanue  ypoeHs.
OCMEOKANbYUHA 8 KPOBU, UCCIe008aHUsl YPOGHS bemma-uzomepuzo8anioco C-KoHYyego2o
menonenmuoa konnazena 1 muna (f-Cross laps) 6 kpoeu. Hccnedosanue yposHs
oesokcunupuouHoruHa 8  moue. Heobxooumocmv —u  kKpamnocmev  onpeodeneHus
VCMAaHasueaemcs UHOUSUOYAIbHO, NO NOKA3ZAHUAM,

oyenka kanvyuypuu Hcciedosanue ypoeHs Kalvbyus 6 moue (KOIUHeCmEeHHOe OnpedeieHuUe
Ca 6 cymounou (2-1i ympenHeli nopyuu) moue, KalbYull/KpeamuHuHoGbll KOIhduyuenm
YmpeHHel MoUl),

oyenka ochamypuu Hccneoosanue yposus ¢ocghopa 6 moue (KoruuecmeenHoe
onpeodenenue gocgopa 6 cymounoii (2-ui ympennei nopyuu) moue, hocghop/kpeamurnuroswlil
K03 Puyuenm ympenuel Mouu);

Obwuii (Knunuveckuti) ananus Kposu pazeepnymoliil (6xnrouas Hccneoosanue ypoeus obujezo
eemoznobuna 6 Kposu, Oyenxa cemamoxpuma, HMccredoeanue YpoeHs mpomMoOOYuUmos 6
Kpo8u,);

Obwuii (KIuHUYeCKUil) aHanu3 Moy,

UHblIE COPMOHbL — NO NOKA3AHUAM

Kommenrapmii: Hccneoosanue yposus 25-OH Butammna I u 0bweco u uoHu3uUposamnnozo

Kanvbyus 6 Kpoeu, KOppeKyusd ux Oeqbuuuma o0bs3amebHbl Yy ecex nayueHmoes neped JleyerHuem

Bb®. Heobxooumo cobarodenue obocawiennon xarvyuem u sumamunom D ouemvl, nasnauenue

J1eKapCcmeeHHblX cpedcme, codepofcawux Kaflblzﬂzlﬁ, KaK 6 U30aupoeaHHom eu()e, mak u 6 euoe
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KoMmOuHayuil) (Hanpumep, #npenapamoel Karvyus 6 KomMoOuHayuu ¢ eumamurom JJ u/unu opyaumu
npenapamamu: Hapnpumep #Hxkanvyus kapoornam + konekanvyughepon®*) u eumamuna D
(nanpumep, npenapamul #Konexanvyugpeponra**, #Anvpakanvyuoon**, Opeoxanvyugepon u
0p.) nepeo newenuem u 8 npoyecce mepanuu b 6o uzbescanue cunoxanrvyuemuu.
Bepuguyuposanuwiii oegpuyum sumamuna D mpedbyem nasnauenusn JIC 6 0o3ax, npesvluarouux
pekomendosanHvle 8 obuel 300posoil nonyasiyuu. B coomseemcemeuu ¢ [75] npu yposue 25-OH
sumamun D cymmapnoiii menee 30 ne/mn pexomenoosamvl ciredyioujue aededHbvle O003bl
sumamurna D (npu uzdovimounou macce/odcupenuu nayuenma npumeHsiiom 003bl, OauUKUe K
BEPXHUM SPAHUYAM YKAZAHHO20 OUANA30HA):

* HOBOpOIICOéHHbIe (00 I mecaya) — 1000 ME/cym,

» demu 1-12 mecayes — 1000-3000 ME/cym,

* 0emu 1-18 nem — 3000-5000 ME/cym.
Jnumenvhocms newenuss cocmaegnsem 1-3 mecaya 6 3a8UCUMOCMU OM CMENeHU MAICecmu
oepuyuma eumamuna D. I[locne oocmudicenus n1abopamopHo NOOMEEPHCOEHHBIX UeNeBblX
konyenmpayuii - obecnevennocmu  sumamunom D (30-50  me/mn)  ycmanasnusaemcs
noooepaicusarowas 0o3za. Ilpumensiom 3apecucmpupoganHvlie 6 CmMpaHe — U30IUPOBAHHBLE
HamusHbvie hopmul eumamuna D.

Bspocnvim na gone neuenus b® — ouema, obocawennas kanvyuem 800-1200 me/cym u 400 ME
sumamuna D 6 denv [36]

Ipu ecunoxanvyuemuu NPUMEHIOM U30IUPOBAHHbIE NEKAPCMEEHHbIe NPenapamvl HA OCHOBe
conell Kanbyusi ¢ MAKCUMAIbHbIM DJIeMEHMAPHBIM €20 COOepIHCaHUeM (Hanpmmep, Kalbyus
enokoHam™®*, a makace xombunuposanmnvie JIC, coodepixcawue xanoyuii u eumamun D
(nanpumep,  #ranvyus  kapbonam — +  Koaexanvyugpepon™** Anvgaxarvyuoonr+Kanvyus
Kapbonam,).

> IIposedenue uHCmMPYMEHMATbHBIX 00C1e008AHUIL.

O  peHmeenHocpaghus Kucmu (HeOOMUHAHMHOU) C Yelblo OnpedeieHue KOCMHO20 803PACma

O  peHmeeHoOeHcumomempus (pecuoHvl ummepeca — noschuynvili (LI1-L4) omoen
n0380HOYHUKA, npocpamma «total body less heady)

o penmeeHozpaghus Opy2ux omoenos ckeiema (MOnuUKa u KpAmHoCcms — no NOKA3AHUAM);

> Koucynomayusa epaua- cmomamoioza/epaua-0emcKozo Cmomamonoza

Kommenrapuii: /Iposooumcs écem nayuewmam — 2 pasza 6 200 (8He aeuenus BD), nepeo
nepeotl ungysuei b, oanee — pecynapro (6 npoyecce newenus BD). Ilpubauszumenvro ¢ 50%
Cyyaes HeCcoBePULEHHOM) OCMeEeO02eHe3y, CONYMCHEYem HeCO8ePULEeHHbIL OeHMUHO2eHes,

COI’lpO@ODfCOCUOI/I/;MZZC}Z cmomamoiocudecKumu u opmodOHmutteCKumu I’lpO6]Z€MCZMU. B cea3u ¢
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amum 00 Hayana nedenus BD nayuenmam c¢ HO nposooamcs: canayusi akmueHvlX 04d2o08
ungexkyuy, ycmpameHnue 04ac08 6blCOKO20 PUCKA pA3BUMUsL UHGEKYUOHHO20 npoyecca,
HeoOx00uMble obwecmomamonocuyecKue u OpMOOOHmMuU4ecKue Xupypeuueckue
emewamenscmea 6 nonrocmu pma. Jlevenue B® nauunaemcs me pamnee 00BLEKMUBHO20
noomeepxcoeHus 3ajcugienus 6 30He emewiamenvcmea. Ilpogooumca mekywas u
nocnedyrowas npo@uUIAKmMuUKa namonrocuieckux npoyecco8 8 pPomoeol NOJIOCMU, KOMopbvle
Moeym  nompe6o6amv  XUPYpeUYeckoeo UNU  MepanesmuiecKko20  JleYyeHuss 6 Nepuoo
naanupyemoeo naedenusi b®D (obyuenue eucuene, mexwuxe uucmxu 3y008, nooo6op 3yOHOU
wémxu u op.)

» Ilnanupoeanue mpagmamonozo-opmoneoutecKozo XupypzuiecKozo n1e4enus.
Kommenrtapuii: Ocywecmeénsemca ananuz anammecmudeckux OaHHbLX, OOKYMEHmAayuu 6
OMHOWEHUU  NPOBEOEHHO20  paHee  ONEePpAmuUSHO20  OPMONeOUHecKko2o  JjleyeHus
(koppueupyrowue ocmeomomuu u Op.). Ilpumenenue BD conposodcoaemcs 3ameodneHuem
3AXACUBNIEHUSL NOCTIe XUPYPSUYECKOU KOPPEeKYUU KOCMHBIX deopmayuti (HO He nepeiomos),
ymo mpebyem 6o30epixcanus om npumenenus bD na npomsgxcenuu 4-6 mecayeé 00
NIAGHUPYeMo20 UIU NOCle NPOBeOdeHHO020 emeuwamenscmea (neyenue bD moocem Ovimo
80300HOGNIEHO/HAYAMO U paHee — NOCIE PEHM2EeHONI02UYeCKO20  NOOMBEPHCOeHUs
3AACUBTIEHUS).

» Hckniouenue bepemennocmu (y 1uy HceHCK020 NOaa hepmuibHO20 603pacma).
KommenTapuii: HO ne conpogooxcoaemcs HapyuieHuem gepmuivHocmu. Y auy sHceHCKo2o
noia epmunvbHo20 803pacma, KOMoOpuiM nianupyemcs Haswauvenue bBb®, Heobxooumo
noomeepaHcoeHue/UCKIoyeHue bepemeHHocmu neped Hauaiom (U 6 npoyecce) jeuenus 66U0Y
HOMeHYUanbho2o mepamozenno2o enuanus bd. Ilpu noomeepowcoenuu oOepemeHnocmu
neyenue b® ne navunaemcs (npexpawaemcs). Ha nepuoo nevenus b® nayuenmam credyem

PEKOMEHO06aMmb Mepbl npedoxpanenust om nacmynienus 6epemennocmu [20,21, 76, 35].

. He pexomennyertcs nanuentam ¢ HO pyTuHHOE npumeHeHue nepopaibHbix opm bD B cBszu
C HAJTMYMEM MOOOYHBIX 3()(PEKTOB, CBA3aHHBIX C KETYA0UHO-KUIICYHBIM TPAKTOM [77-79]

YpoBeHb 10CTOBEPHOCTH pekoMeHaauuii B (ypoBeHb yOeauTeIbHOCTH 10KA3aTEJLCTB 22).
Kommenrtapuii: nevenue nepopanrohvivu ¢gopmst BD  mpedbyem ucxo0Ho20 nposedenus
930(az02acmpooyo0eHOCKonUY ¢ NOBMOpEeHUeM  UCCIe008anus &  npoyecce  JeYyeHus.
I30¢hacocacmpodyodenockonus, no NOKA3AHUAM (803HUKHOBEHUE HCAN0d u Op.), NPOBOOUMCS nepeo

HA4anom unu 8 xooe Jedenus: napeHmepanbHolmu popmamu bD
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Haubonee pacnpocmpanenuvim u usyyeHHbIMU npenapamamu u3 2epynnsl ougocgonamos y
nayuenmos ¢ HO sensiiomes #llamuoponosas kucnoma (ImK) u #3oneoponosas xucnoma™* (31K)[
35].

Taxaice npumensomcst anedpoHo8ast KUCIOMA u pusedporosas kucioma [8].

. B neuenun nereit ¢ HO B Hacrosimee BpeMsi peKOMEHIyeTcss w3 rpynmsl oudochonaros
MPEUMYIICCTBEHHO B Ka4€CTBE CPEACTBA MEPBOM JTUHUHM IPUMEHSATH #30JI€IPOHOBYIO KHCIOTY** Kak
mpemapar ¢ Hawboyiee IUTEIBHBIM OIBITOM HCIIONB30BaHMS, KOTOPBIM MOATBEPKIAET WX
3¢ GEKTUBHOCTH, 0€30MMaCHOCTh M yI00HBIN pexxuM BBeAeHus [ 76, 80-85].

YYPB VYA ?2)

KommenTapuu: npenapamot #301€0ponogotl Kuciomol mpeodyrom menbuiel OIumenrbHoCmu UH@Gy3uu
u KpamHocmu eeedeHus. Haubonee wupoxo y demeti ¢ HO npumensemcs pesxcum 003upo8anusi

#31K**, ykazannwiii 6 mabauye 3.

Tabmua 3.
Hosuposanue JIC Ha ocHoBe #3n1K** y nereit ¢ HO
[35]
Bospacr Jo3upoBka YacroTa BBEeAeHUA

<2 net, mepBoe BBEJICHHE B/B 0.0125 mr/kr maccel Tena,
#oudbochonaton OJIHOKPAaTHOE BBEJICHHUE

<2.0 ner, nocneayroume 0.025 Mr/kr Maccel Tena, OMHOKpaTHOE | 3 Mecsa
BBeJleHUsl B/B #0udocdonaros | BBeieHHE

>271€eT, IepBOe BBEJCHHE B/B 0.0125 mr/xr mMaccel Tena,
#oudocdonaTos OJIHOKpPAaTHOE BBECHHE
>2 JIeT, Nocieyomme 0.05 Mr/kr mMaccel Tena, OAHOKpaTHOE | 6 MecsIeB

BBeJIeHUs B/B #0MQochoHaTOB | BBE/IEHUE

Ecau no jaHHBIM peHTT€HOAEHCUTOMETPUHN MOSICHUYHOTO OT/eNa O3BOHOYHUKA 3HAUEHUS
MIIKT z-score >-2:

>2 neT 0.025 mr/kr macchl Tena, 6 Mecs1eB
OJIHOKPAaTHOE BBEJICHHE

Ecnu no naHHBIM pEHTT€HOIEHCUTOMETPUU MOSICHUYHOTO OT/IEJT T03BOHOYHUKA 3HaueHuss MITKT
z-score >0:

>2 et 0.025 mr/xr maccel Tena, 12 mecsieB

OJIHOKPATHOE BBEJCHUE

BHyTpI/IBCHHBIe BBCACHMU IpCIiapaTa MpoOBOJATCA KallICJIbHO MCJICHHO, B TCUCHHC 50-60 MUHYT.

Tabmua 4.
Pa3BesieHne mpemnapara i IpOBeIeHUS] BHYTPUBEHHOU HHDY3UU

Jlo3a #30neapoHoBoii KUCIOTI**, Mr | O0bemM 0,9%-ro pacTBOpa HATpus | Mil/yac

xjopuga®®, M
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0-0,05 10 12,5
0,051-0,125 10 15
0,126-0,25 15 25
0,251-0,375 20 30
0,376-0,5 30 40
Boiee 0,5 50 65
Bomnee 1,0 100 130

HpI/IMeanI/IeI MaKCUMaJibHass KOHIOCHTpAaluA npcrnapara Ha OAHO BBECACHUC HEC NOJIKHA MTPCBLIIATH

0,022 mr/miI.

o PekoMeH0BaHO B KadecTBE aJlbTEPHATHBHOIO Ipermapara B JedeHWH mnamweHtoB ¢ HO
MPUMEHSTh #1aMUAPOHOBYIO Kucaoty (#IImK)

[86, 87].

YYP A; YA 1)

Kommenrtapuu: #llamuoponosas xucioma marxoice wupoko npumeHsemoe u Haubosee uzyueHHoe
JIeKapcmeenHoe cpedcmeo, Komopoe 3¢gpgexmueno y demeil u e3pocivix ¢ HO. Pexomenoosanmnas
cymmapuas 2o0osas 003a no #llamuopornosoil kuciome, coenacHo naubonee pacnpocmpaHéHHOMY U3
npomoxkonos, cocmaensiem 6,8+/-1,1 mr/kr/ron (cm. mab. 5). Pasmuuus 6 uacmome 6sedenus 8
3A8UCUMOCTU OM B03PACA CBA3AHbL C PA3HOU CKOPOCMbIO KOCIHO20 PeMOOEUPOSAHUSL. Y MAAOUUX
Odemell OHa @vlule, yem y cmapuwiux (maoauya 3). Heobxooumocms noio8uUHHO20 YMEHbULEHUSL 003bl
JIC npu nepeou unghyzuu obycnosnena oyeHkou nepenocumMocmu, MAKCUMALbHOU 8EPOAMHOCHbIO

pAda nobouHvlx 3¢hchekmos npu nepeom 68edeHul, cmpemieHuem K MUHUMUAYUU PUCKA NOOOYHBIX

aghgexmos.

Tabnmna 5.
Jlo3upoBaHue U KpaTHOCTh BBeacHUs npenapata #IIMK y nereii B 3aBucuMocTH 0T Bo3pacta [87,86.]
Bo3zpacr Ho3za YacToTa BBeieHUS
Ho 2-x aet | 0,5 MI/Kr/cyT B TeueHue 3-x nHel Kaxnpie 2 mecsana
BKJIIOUUTEILHO
Crapme 2-x ner— g0 | 0,75 mr/kr/cyT B TeueHue 3-X AHEH Kaxnpie 3 mecsamna
3x jer
Crapuie 3x ser 1,0 Mr/kr/cyT B TeueHue 3-X AHEH Kaxnpie 4 mecsana

Brympusennvle ungysuu npenapama npo8oosimcst KaneibHo MeONeHHO, 8 MEYeHUe KAK MUHUMYM
4 yacos.

Tabnuma 6.
Pa3Benenue npenapata #IIMK mis BHyTprBeHHOM HHDY3UH
Jo3za #namuaponosoit | O6beM  0,9%-ro  pactBopa | CkopocTh B/B uHbpy3un

KHMCIIOTBI, MI HaTpus xJopuga**, mu (M71/9ac)
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0-5 50 15

5.1-10 100 30

10.1-15 150 45

15.1-25 250 75

25.1-50 500 150

50.1-60 600 180

° JmurensHocTh HazHaueHusi b® y maruentoB ¢ HO pekoMeHa0BaHO OMpenesisaTh COTJIACHO

ATOPUTMY C YYETOM pOCTa pPEOCHKA, COXPAHEHHS IMEPeIoMOB, OOJIM C UENBI0 JIOCTHKEHHS
MaKCHMaJIbHO BO3MOKHOTO 3(h(heKTa U MpeoTBPAIIEeH s HeKelaTeIbHbIX sBiaeHui [50].

YYPB; Y1 4)

Kommenrapmii:  ycmawnosneno, umo maxcumanvhvlil mepaneemuyeckull d¢gexkm na KOCMHYIO
mKaueb npu npumenenuu #b® oocmueaemcs 6 nepsvie 2-4 200a om HauAIA JeYeHUsL C NOCIEOVIOUUM
€20 0cnabneHueM.

J B3pocneiv nanmentam ¢ HO pekomeHyercsi pacCMOTpeTh Ha3HAYCHHE TPEnapaToB TPYIIIBI
oudochonaTe: mamMmuapoHOBast Kucaota - 1.5 mr/kr, makcumym 60 mr 3a oHy MHQY3HUIO — BBEICHHE
B TeueHue 4 vacoB Ha 0,9% pactBope HaTpus xjopuaa** kaxzasle 3-4 Mec. B 3aBUCUMOCTU OT
MIPUBEP’KEHHOCTH TALMEHTa, ANICAPOHOBAs KUCIOTa U PU3EIPOHOBAs KuciaoTa — B 103e 70 u 35 mr
coorBercTBeHHO. Diets were supplemented with 800-1,200 mg of calcium/day and with 400 IU of
vitamin D/day [36]

Pusenponosas kucimora 35 mr/uen [61]

3oneaponoBas kucnota** npu T-score <2 B/B 4 mr kaxzsie 6 Mec. — iepBblie 3 TO/a JCUCHUS, Jaiee
— exxeronno [98].

YYPB; Y1 4)

o He pexomenayercsi kopcetupoBanue (HamoxxeHne kopcera nmpu MaToJIOTUX HIEHHOTO OT/IeNa
MM03BOHOYHMKA, Hano)keHne kopcera MmpH MaToJIOTUH TPYAHOTO OTJeNa MO3BOHOYHWKA, Hanoxenue
KOpceTa TpH TATOJIOTHUH TOSICHUYHOTO OT/eNla TO03BOHOYHMKA) mamueHtaM ¢ HO B kauectBe

OCHOBHBIX METOJIMK JICUEHHUS B CBSI3M C HEJIOKa3aHHOW HEI(PPEKTUBHOCTHIO.

YYP C; Y/ 4)

Kommenrapmii: Vcnonvzosanue 6 xauecmee KOHCEPEAMUBHO20 JEYECHUsL PA3TUYHBIX KOPCEMO8 8
HACMOAWUL MOMEHM CHUmaem He 3(phekmuenoll mexHoio2uell jiewenus 0epopmayuil NO360HOYHUKA
npu HO, nHo mocym ucnonvzosamucs kak onyusi «eviuepams epemsy» [28, 88, 89, 90, 91/, a maxoce

npu conymcmeyroujux 3(160JZ€GCZHM}DC, npenAimcmeyrouux 603MONCHOCMU ONEPAMUBHOC0 JIEYEHUA.

Onucanus KOHCeEpBeamuBHblx NnOOX0008 JNleyueHUs: Namoiocuu KPAHUO-YEPBUKATIbHOCO U NOACHUYHO-

Kpecmy08020 nepexo0os 8 tumepamype He 0OHAPYHCEHO.
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3.2 Xupypruueckoe JieueHne

3.2.1 Opmoneouueckoe u xupypzuueckoe jieueHue

OCHO6HBIMU NOKA3AHUAMU K XUPYPIUYECKOMY ledenuto nayuenmos ¢ HO yenosvie decpopmayuu nudxcHux
Koneunocmeu 6bonee 20° aubo oepopmayuu, umerowue npocpeccupyiowull xapakmep, peyuousupyroujue
nepeiomvl Ha ypoeHe Oeghopmayuil, MopCcUOHHble 0ehopMayull CeeMeHmo8 HUICHUX KOHEYHOCMel, GeKyujue
DYHKYUOHATbHBIE HAPYUWEHUS, TIONCHbIE CYCMABbl ONUHHLIX MPYOuamvlx Kocmel, apycHas degopmayus
wietiku  OeOpeHHol  Kocmu (weeuno-ouaghuzapuwiti  yeon 95° u  menee), omcymcmeue HABbIKOB
CamocmosimenbHol Ul NACCUBHOU BEPMUKATUAYUU U X0O0bObL 86UV HACMBIX NEPelomMos oadce npu
omcymemeuu oeopmayuii KOHeYHOCmel, Ko20a Opmoneoudeckoe jedeHue (opmesuposanue) oKazvléaemcs

HeahPekmueHvIM, a maxdice nepeiomsvl NO36OHOUHO20 CMOA0A, 4 MAKJICe CMEHO3bl U HeCMAOUTbHOCIb HA
VpoeHe Kpanuo-eepmebpanvioeo nepexooa. [92,93,94,95].1]env xupypeuueckozo neueHus nepenomos
npU HECOBEPUIEHHOM OCHIe02€He3e —  yCcmpaueHue U Npe0OmepaujeHue CmeujeHuss OmaoMKOS,
YMeHbuleHUue 0018020 CUHOPOMA U COKPAUjeHUe CPOKO8 UMMOOUIUZAYUU C  BO3MOJICHOCHIbIO DAHHell
aKmMuUeU3AYUU NOCIE NEPETIOMOS.
Ileny xupypeuueckozo neueHus 6pONHCOEHHBIX U RNOCHMIMPAGMAMUYECKUX  Oehopmayuii -
Inobanvroti  3a0auelil  opmoneduuecKkoeo  Xupypeuwueckozo — JjledeHus — Oegpopmayuili  Kak — uacmu
MYTbMUOUCYUNTUHAPHO20 HOOX00A ABNAEMC NOOOEPHCAHUE O8USAMENbHOU AKMUBHOCU, ABMOHOMHOCHU,
cnocobnocmu K npuobpemenuio U pasgumulo MOMOpuKu, obrecuenue yxooa. Jlocmueaemcs 3mo uepes
VECIUUEHUe MEXAHUYECKOU NPOYHOCMU KOCMEU HA 6CeM  HPOMSICEHUU  XUPYPSUYECKUM  Nymem,
npedomepaweruem peyuousos degpopmayutl u cHudceHuem uacmomsot nepenomos [96,97]. Xupypeuueckoe
JleyeHue Npugooum 6 KOHEYHOM umoee K  YBeIUHeHUI0 O08UcAMeNbHOU AKMUBHOCMU, CO30AHUN0
yenosuil 0nisl (hOpMUpOSaHUss URU VIYYULEHUs. ABMOHOMHOCIU U NOBbIUEHUS KAYecmed JHCUSHU
nayuenma. [99, 100, 101] .

OnmumanoHblM MOMEHMOM O/l ONEePaAMmuUBHOl KOPPEeKYuU sGIAemcs 803pacm, Ko2od pebeHOK
Puzuonocuuecku 2omos k sepmukanuzayuu u xoovoe [102,103,104].
o [Ipunstue pemieHust 0 HEOOXOIUMOCTH MPOBEACHUS XUPYPTUUECKOTO BMENIATENLCTBA MAllIeHTaM
¢ HO pexomeHnayeTcst BBIIONHATh B MHAMBUIYAIbHOM MOPSJIKE MYJIbTUAUCIUIUIMHAPHON TPYyNIoOn
CIIELIMAIIUCTOB, UMEIOIIUX 3HAHHWS U OIBIT B JICYEHUM JAHHOW IATOJIOTMU C LENBI0 IMPOBEICHUS
ONTUMAJIbHO KavyeCTBEHHOro BMermarenbcrsa. [101, 105, 106, 107, 108, 109, 110, 111, 112, 113,
Omnoka! UCTOYHUK CCHUIKU He HaiiIeH. |

(YYPC; Y1 5)
. XUpypruueckyro KOppekiuio aedopManuii HIKHUX KoHewyHocTed mnanueHtam ¢ HO B

OOJIBIIIMHCTBE CJIy4acB PpCKOMCHAYCTCA IMPOBOAWUTHL Ha4YWHAd C MOMCHTA, KOTAa pC6CHOK Ha4YnHaACT
BCTaBaTb W/WJIH npu JOCTUKCHHUH KOCTHOI'0 KaHajla AOIYCTHMBIX PasMEpOB C LECJIBIKO IMOJIYUYCHHA

ONTUMAJIBHBIX PE3YyJIBTATOB Je4ueHus [114, 115].
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YYP C; YA 5)

KOMMeHTapHﬁ: Cﬂe()yem ommemums, 4Ymo 'y NnaAyuenmoe C NnOBMOPAIOWUMUCH nepeiomamu U
npozpeccupyrowumu  oepopmayuamu, He NOOOAUUMUCA JIeYeHUID KOHCEPBAMUBHbIMU — MemOoOdMU
(ZMI’ZCOGLZHMe, 0pme3up06aHue) peuiterue 06 onepamueHoMm emeuamenrbemee Moxcem nPpUHUMamsCs be3 yuema
eo3pacma u cnocobrocmu K camocmoAamelbHomy neped@uafceHuio.

[116, 117]. Jdocmosepuvix uccredosanuti 3naueHuil y2no8 Oe@opmayuu u 4Yucid nepeiomos,
onpeoensiouux NOKA3aHus K ONepamusHoOM)y BMeuamenbcmey, He ONUCAHO 8 OMmedeCmBeHHOU U

3apybexcHou 1umepamype.

3.2.2.0cobennocmu npogedenus XupypeuieckKux emMeuamebCcnme Ha KOHEYHOCMAX U 6blOOD
KOHCmMpYKYUil

J [Ipy  HECOBEpIIEHHOM  OCTEOT€HE3e  PEKOMEHIYETCS  HCIOJb30BAHWE  HMMILIAHTOB
HUHTPaAMENyJUSIPHBIX TEIECKOMMUYECKUX HecTepuiIbHbIX (CTEpKEHb TEIECKONMUYSCKHN (TUTAHOBBIN),
HabOp JUII €ro YCTaHOBKM (KOMIUIEKT JJIsi YPE3KOCTHOTO OCTEOCHHTe3a) Wiu  Vmrmianrat
teneckonmueckuii Fassier-Duval aist nuHTpaMeayIsipHOTO 0CTEOCHHTE3a, HAO0Op MHCTPYMEHTOB IS
YCTaHOBKHM MMIUIAHTATOB Tejeckonuueckux Fassier-Duval s MHTpamMenysuIipHOTO OCTEOCHHTE3a),
W3MEHEHHE JUIMHBI KOTOPBIX IMPOUCXOJUT CHHXPOHHO C POCTOM CErMEHTa KOHEYHOCTH 3a CYET
ocoboro cmocoba ¢ukcanuu B dSnUpU3AX, YTO OOECHEYMBACT IOCTOSHHOE BHYTPHUKOCTHOE
apMupoBaH#e Ha 00JIBIIOM MPOTsHKeHNU [Omuoka! McTOYHMK CChIIIKHM He HaliaeH., 118 119] .
YYPB; Y1 4)

Kommenrapwmii: Munnanmor unmpamedyiisiphviil meieckonuyeckutl necmepuibHulil (Mmnianmam
meneckonuyeckuil Fassier-Duval ons unmpamedynnapnozo ocmeocunmesa, Habop uncmpymenmog
0N  YCmMawosku umniawmamos meneckonuveckux Fassier-Duval ona  unmpameoyinapHozo
ocmeocunmesa (cmepacens Fassier-Duval)) u  omeuecmeennvlii - meneckonuueckuii  cmeparcenn
(cmepoiceHb meneckonuueckutl, Habop ONisi YCMAHOBKU CMENCHS MeNleCKONUYeCcKo20) sGIsOmCcsL
aensemes 68  Hacmosiyee  epems  Haubolee  YACMO  UCHOTb3YeMbIMU  MeNeCKONUYeCKUMU
KoHcmpykyuamu. Tlpeumywecmeamu A61A10MC MUHUMATLHASL MPABMAMUYHOCIb NPU YCMAHOBKE -
Hem  HeoOXO00UMOCmu  Npogedenus  OOnoaHumenvHou  apmpomomuu. Ilo  cpasnenuro ¢
HemenecKonu4eckuMUu KOHCMpYKYUsAMU coKpawaemcs Koauvecmeao nosmopruix onepayuti [120]. Tax
JHce umeemcst 803MOACHOCMb nposedenusi MPT-ucciedosanuti Ha momozpagax ¢ Hanpa#CeHHOCMbIO
noast 0o 1,5Tn exmouumenvno npu cmanrvnom cmepxcne [121,122], npu  ucnonvzosanuu
omeuecmeenHo20 MUmMaHo8020 CMEPIHCHA - O02PAHUYEHUU NO MEeXHUYECKUM XAapakmepucmukam

goinoanernus MPT nem.
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Kommenrapumu: Vcnonvsosanue Hemeneckonu4yeckux KOHCmMpyKyuil (2ubKue s1acmudnvle CmepiCHu,
UHMpameoyIapHble 26030U, CRUYbL U CMEPHCHU) CONPOBONCOAEMC 3HAUUMENbHIM NOGbIUUEHUEM
YUCIa NOBMOPHLIX onepayutl 6 00a20cpounom nepuooe [OQuiuoka! Hcemounuk ccvliku He
Hauioen.,127]u mooicem Ovimb pPeKOMEHOOBAHO MOJILKO 8 CAy4ae MeXHUYECKOU HeBO3MONCHOCMU
VCMAHOBKU MENeCKONULECKO20 CMEPAHCHL NO NPUYUHE V3K020 KOCMHOMO3208020 KAHALA, NIOX020
COCMOAHUA INUPUZAPHBIX 30H Ol (PUKCAYUU MEeMANTOKOHCMPYKYUU) UIU NO OKOHUYAHUU pPOCMA
nayuenma.

Tpancuzaproe apmuposanue 1ACTMUYHBIMU CIEPAHCHAMU COXPAHAEM NOKA3AHUSL NpU  MAlbIX
nonepeunvix ouamempax Kocmei (0cobeHHo 6 eozpacme 00 4-5 nem), npu noauou odIumepayuu
KOCMHO-MO032060U NOJOCMU U MATbIX OUAMEMPAX, K020ad CIePHCHU NPOBOOSIMCL NOOHAOKOCMHUYHO,
a maxaice npu Koppekyuu oegpopmayuii npeonieuwvs [123,124,125,126].

Ocmeomomuu, 8bINONHsAEMbIE C UCNONIb30SAHUeM MoOupuyuposannol onepayuu Coguroa-Munrapa
(4pecKodCHAsL MANOUHBAZUBHASL) (DEKOHCMPYKYUSL KOCMU) 6 COYEMAaHUU ¢ UHMPAMeOyLIspHOU
Qukcayueli ¢ noOMOWbIO UMWIAHMOS MENeCKONUYECKUX CHOCOOHbL  COXPAHUMb  MeMOpamy
HAOKOCMHUYbl, KPOBOCHADICEHUe KOCMU, COKPAMumv 6peMs Onepayuu u MUHUMUSUPOBAMD
OCJIOJICHEHUS, CBOUCMBEHHbIE 011 OMKPLIMbIX Xupypeuueckux emewamenvcms [113,127, 128,129/, a
makoice  YIyuuums pesyibmamsl U 68peMs 60CCMAHOGNEHUs. MOMOPHOU U  (DYHKYUOHATbHOU
aemonomuu yenosexa [109, 130, 131, 132].

OnepamusHvle emewamenbcmed HeoOXo0UMo 6ce20a NPOBOOUMb C OCMOPOICHOCMbIO 8 CBA3U C
BbICOKUM PUCKOM 00pA306anuemM SUNEpniacmudeckux MO30ael U Nocie O0CMeomoMuu, OOHAKO
HeoOX00UMO YUUmuvléams U PUCK NEpeioMa Ha mecme 00pazosanus Oepopmayuu KOHEUHOCmU U
3ameujeHusi HOPMAIbHOU KOCMHOU MKAHU UNEPRIACMUYECKUMY KOCMHBIMU MO30JIAMU
H3onuposannoe npumeHeHue HAKOCMHO20 OCMEOCUHmMe3d (NIACMuMsl, BUHMbL), KAK Ccnocoda
KOppexkyuu Oeopmayuii uiu J1eYeHus NnepeiomMos 6ecbMd OSPAHUYEHO U HEeNCeNamenbHO Y
NAYUEHMOB C HECOBEPULCHHBIM OCME02EeHe30M BCIe0CMEUe CO30AHUSL 30HbL 8bICOK020 HANPSINCEHUSL U
nosvlueHUu0 pucka nepeioma na epanuye xocmv/umniaumam[133, 118/. Oownaxo, 6 rauecmse
OONONHUMENbHO20 CPeOCmea (ukcayuyu K mMenecKOnUYecKUM KOHCMPYKYUsAmM OJil KOppeKyuu
POMAYUOHHBIX CMEUWJeHUll Ul NpU NOBbIUEHHOU HeCmAabUIbHOCMU 8 30He OCMEeOMOMUU MOHCem
ObLIMb NPUMEHEHO UCNONL308AHUe NAACUH C Y2l080U CMAOUILHOCIbIO U MOHOKOPMUKANbHOU
Guxcayuerl. OOnaxo maxkou nooxo0 mpebdyem OONOIHUMENbHOU onepayuu no YOaieHuro NiacmuH
nocie  OOCMUICEHUs CMAWeHUs OCMmeomomMuy U He npeonoiazaem pamHel  HACPY3KU
Hamonepuposannyio koneunocms [134, 135, 136.]

Couemanue menecKONUYECKO20 CMEPIHCHA U OSPAHUYEHHO20 NO BPeMEHU U 00beMy GHeuHe20

ocmeocunmesa no3eojsem obecneyums 0cesyr0 HAZcpYy3Ky HA ONeEPupoOearHyio KOHEYHOCmb 6
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me4yeHue nepeoﬁ Heoenu nocne onepayuu u NOJHOCMbIO UCKIIOYUMb 6NnOopudHble mMOpPCUOHHblE U
np000ﬂbele CMeueHUsl KOCNHblX qbpaeMeHmoe u He mpe6yem UHBA3UBHOLL onepayuu O/1sl CHAMUSL

annapama eHewHell qbukcauuu, maxdice UCKIIOYAs HeOOCmamKu d)LlKCGLﬂlM 2UNCOBOLL NOBI3KO

[119,137].

3.2.3. JIeuenue nepejiomoes y nauuenmaoe ¢ HeCO6ePULICHHbIM OCME02€He30M

Hecmomps na mo, umo y nayueHmog ¢ HeCcOo8epULeHHbIM OCMEe02eHe30M NOBbIUEHA XPYNKOCHb
Kocmell, CPOKU CpaujeHus nepeiomos He omiuyaiomes om ooweti nonyaayuu. Qounaxo ecieocmsue
NIOXOU CHOCOOHOCMU K PeMOOeNUPOBAHUI) KOCMHOU MKAHU 6 30He 00pa308aHusi MO30IU YACMO
NPOCIEANCUBAIOMCS NPOCBEMIECHUSL HA PEHMSEHOZPAMMAX, UMO 60CNPUHUMAEMCS KAK HeCPOCUULIC
nepenom. Cnedyem nomMHums 06 3MoM U He NPesbluiams CPOKU UMMOOUIUZAYUL, OPUESHIMUPYACL HA
803DPACMHbLE HOPMbL CPAUJEHUSL NEPETIOMOS.

Jna nayuenmos ¢ HO Kpaiine 8adjiCHbIM S1875€MCsi OPMONEOUYecKoe COnposodcoeHUe nayuenmad,
8 C653U C OONBULUM PUCKOM pazeumusi Oepopmayuii Kocmeti KOHEYHOCHell 8Cle0Cmeue nepeiomos u
pazeumus 2unepniacmuieckux KOCMHbIX MO30el, NOMOMY Ymo Mo NPUEOOUm K HAPYUWEHUIO OCU
KOHEUHOCMU U HAPYULEHUIO MEXAHUKU pabombl KOHEYHOCU U MeM CAMbIM CHUdMCAem KAyecmeo
acusznu [109, 130, 131, 138].

Bvibop memooa neuenusi 3asucum, 6 nepsylo ouepedb, Om Muna u msdiceCcmu medeHus
HeCco8epuIeHHO20 0CHeo2eHe3d.

Ipu mune I HO xocmuas KoHCOIUOAyust npoucxooum 6 obviunvie cpoxu. M eciu xupypeuyeckoe
Jleyenue, npeononazaujee GHYMPEHHUNl OCMeocuHmes, He mpebyemcs, mo ONUMEIbHOCHb
UMMOOUNUZAYUU 2UNCOBOTL NOBSA3KOU He 00INCHA Oblmb 8blude, uem Y 300poswix demeti [102].

Ilpu msaxcenvix munax HecosepuieHnoz2o ocmeoeeneza (mun III, IV) noeviwenunas yacmoma
nepenomos ommeuaemcsi 8 OOUKOIbHOM U wKoIbHOM 6o3pacme [139,140].

IpunyunuanbHoim nOOX000M 8 JEYEHUU OCMAENCs MUHUMU3AYUS 8PEMEHU UMMOOUIUIAYUY U
nepuooa 6e3 PyHKYUOHANbHOU HASPY3KU KOHEUHOCIU C Yelbio U30edcams 6moputHo20 0Cmeonopo3sd
[141,142,143].

Ilpakmuuecku nonmoe ycmpaweHue cmeujenus OMIOMKOS sGIAemcsi 00A3aMmeNbHbIM, MAK KaK
KOHCOMUOAYUsi nepeiomos ¢ yeroguimu Oegpopmayuamu 6onee 20° u bonee npedpacnonazaem K
noMopHLIM namoaocuieckum nepeiomam [144,145 146].

Ilpu neuenuu nepenomos, npousoweOwiux Ha @one yce cCywecmeyowux oepopmayuil,
pekomeHOyemcs Yy Oemell  GbINOJHAMb  NEPEBUUHBINL  MENeCKONUYeCKUll  UHMPAMeOYLIAPHbLI
ocmeocunmes 6 COYEMAaHuu K XUpypeuueckou Koppekyueu yeln08blX U MOPCUOHHbIX Oepopmayuil

[123,137,147,148]. Ilepsuunoe npumeHeHue menecKonuyecko20 UHMPAMEOYLIAPHO2O0
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OCMeOCUHme3a CHUdNCAem 4acmomy eMeuamenscms 6 0yoywem no CPasHeHuro ¢ OCMeoCUHmMe30M
MpaouyuoHHbIMU, Hemeneckonuyeckumu cpeocmseamu [104].

Opmoneduueckas xupypaus KoHeunocmeu y e3pocavix ¢ HO

2. Tunuynvle opmoneduueckue npobLeMbl y 63POCAbIX C HECOBEPULCHHbIM OCMEO2eHEe30M:
nepenomwl, oeghopmayuu, parnue oecenepamushvie usmenenus 6 cycmaesax [149,150,151].

Koncepsamusnoe neuenue pexomendyemcs npu 3aKkpblmoix nepenomax oes cmewernust [149].

Ocmeocunmes He QOJHCEH BLINOJIHAMbCS NIACMUHAMU UTU pUeUOHbIMU cmepiichamu [149].

3. [Ilpu evinonnenuu peKoOHCMPYKMUGHOU XUpYpeuu 8blCOK PUCK HECPAUJeHULl Ul 3aMe0NeHHOL
rkoncoruoayuu  [149,150].  Ilpumenenue  KOMOUHUPOBAHHBIX ~ MEMOOUK 6  COYEMAHUU C
OCMEOUHOYYUPYIOWUMY — UHMPAMEOVIIAPHLIMU — CMEPAHCHAMU — CHUdCAem  PUCK — HeCcpaujeHul.
Apmponiacmuka ocho8ana Ha NPUMEHEHUU KACMOMU3UPOBAHHBIX IHOONnpome308 cycmasog [102].
3.24. Ilenv xupypeuueckozo neuenus Oepopmayuu NO360HOYHUKA — TIPEIOTBPAIICHUC
MPOTPECCUPOBAHUS U KOpPpeKIus jaedopMalii MO3BOHOYHHUKA ISl BOCCTAHOBJICHHUSI TI00ATBHOTO
(GpOTHATBHOTO W caruTTagbHOro OanaHca. Bo MHOroM 5TO OOYCIIOBIEHO IUIOXHM KadeCTBOM
KOCTHOW TKaHU U PUTHIHOCTH JehOpMaIiu.

Xupypzuueckas Koppexyus Kugockoauosa pacCMaTpuBacTCA IIpU:

- BenmuuHe aedopmanuu 6onee 45° mo Cobb,

- TporpeccupoBanue 6oiee 4° B rox;

- Hed((HEeKTUBHOCTBHIO KOHCEPBATUBHOM Tepanuu [152].
YYP B; Y11 3)
PexoMeH10BaHO HCMONB30BATh CUCEMbl MHO20ONOPHOU @uKkcayuu ¢ MmMpancneouxyIsapHbuiMU
ONOPHBIMU MOUKAMU UTU UX KOMOUHAyuUell ¢ Kplokamu (2ubpuomnvie cucmemot) [153]
YYPC; YOI 4)
Kommenrapmii: yenecoobpasno ucnonv3osanue MakCUMAIbHOZO KOIUYECMEd MOYeK GuKkcayuu
[26]. Taszosasn ¢puxcayus nokazama npu 6vIPaAN’CEHHBIX U PUSUOHBIX NEPEKOCax masa [KoHcencyc
asmopos KP]. Bvibop oocmyna u mexnonoeuu medxcmenosoco cnonounooesa (PLIF, TLIF, ALIF), a
MaKoice 30Hbl UHCIMPYMEHMAayuL oOnpeoesames Xupypeom.
YYPC; YIAS)
PexoMeH10BaHO HCIOJB30BAHUE cuUcmeM OUHAMUYECKOU uKkcayuu ¢ mpaHcneOuKyIapHbiMU
ONOPHBIMU MOYKAMU UIU UX KOMOuHayuell ¢ kpiokamu (2ubpuonvie cucmemst) (Growing Rods,
Magnetically Controlled Growing Rods, VEPTR u ux ananoru) [154,155,156].
YYPC; YIAS)
Kommenrtapmii: Omannvie oucmpaxyuu cucmem xowmpons pocma no kiaccuguxayuu Skaggs

(2014) cmoum evinoausmo 6 cpedHem pas 6 6-12 mecayes 8 3a8UCUMOCIIU OM 803PACMA U CMENEeHU

41



npoepeccuposanus oepopmayuu [154]. Abconomnvim nokazanuem K HNpUMEHEHUN) pebepHo-
NO360HOYHO20 OUCMPAKMOPA (803MOJNCHO 8 KOMOUHAYuUU ¢ pebepHO-pedepHbiM OUCMPAKMOPOM)
cucmemvt VEPTR siensiemcst cunopom mopaxanvHoi Heoocmamournocmu [155].

YYPC; Y1 4)

KommenTapmii: Hecvmomps na umanuuue nokazanuti Ojisi ONEpamuHoOU KOppekyuu Kugpockoauoza
npu  eeruuune Oepopmayuu 6oree 45° no Cobb, yenecoobpasno uzbecamv  pamnnet
UHCIMPYMEHMANbHOU, 8 MOM YUCle OUHAMUYecKol, guxkcayuu y demei 0o 7 nem. Bo munocom 3mo
00YCN061eH0 O0NbULell Pe3yIbMAMUBHOCTILIO COBPEMEHHBIX Mem0o008 KOPPeKyuu KUPOCKoIU0308 8
00Hy ceccuto 6 0Oollee cmapwiem 8o3pacme, NO38oAUWUE U3De2amb SMANHOU KOPPeKyuu
OUHAMUYECKUMU CUCmeMaMu ) Oemell.

Takoce He0OXO0UMO YUUMBIEAMb 603DACH NAYUEHMA U POCHm MYI08uwyd, 4mobsbl usdexcams
CUHOPOMA MOPAKANbHOU HedocmamouyHocmu. Pe3ynomamsl npumeneHusi OUHAMUYECKUX CUCTNEM
Quxcayuu He noxazanu 3Hauumoe yiyuuieHue obvema neekux. Ho noxazamo, umo npumeneHue
8apUAHMO8  MHO20ONOPHOU  (hukcayuu  NO360HOYHUKA — NO3B0Jslem  Npedomepamums
npoepeccupyiouee cuudicenue JKEJI 6 pezyniomame cunopoma epyonoti nedocmamoynocmu [157.].

B kauecmee onyuii mosicem paccmampugamocsa npuMeHeHue KOCMHO20 YeMeHmMa 8blCOKOU 83KOCHU,
a Makice UCNONb308aHUe BAPUAHMOE MHO20YPOBHEBOU OCMeomoMuU no3eonounuka muna Schwab 1-
2 [153].

YYPC; YOI 4)

3.2.5. Xupypruyeckas KOppeKuus CIIOHANIOJINCTE3A

KnuHnueckass 3HAUMMOCTP W €CTECTBEHHOE TEUYCHHWE CIOHIMIONM3a M CIIOHAWIONHCTE3a Y
narrieHToB ¢ OU He scHBI B TuTeparype, a nHpopMaIHs O TOKa3aHUAX K XUPYPTHUECKOMY JICUCHHIO
¥ METOJax JOCTYITHA TOJbKO B €AMHUYHBIX MyOJIHKAIMAX C ONMHMCAHHEM OTACIBbHBIX ciaydaeB. [Ipu
ATOH HO30JIOTHMH TPUMEHSIOTCS CTaHJAAPTHBIE METOAbl W ONIMH JICYCHUS HCTMHYECKOTO
CTIOH/IMJIOJIHCTE3A.

PexoMeH10BaHO TIPOBEIICHUE MPAHCNEOUKVIAPHOU PUKCAYUU U MENHCIEN068020 cnoHOurooe3a [27].
Kommenrapmii: Boibop docmyna u mexunonocuu mexcmenosoco cnonounooeza (PLIF, TLIF, ALIF),

a makKoce 30Hbl UHCMPYMERmayuu onpe()eﬂ;zmc;z XUPYp2OM.

3.2.6. Xupypruueckoe JedeHue naroJoriu KpaHuo-epBuKaAJILHOI0 nmepexoaa

Ilokazanuem k OINCPATUBHOMY JICHCHHUIO ABJIAKOTCA CHMIITOMATUYCCKUC BAapUAHTHI 6a3lflﬂﬂpH0ﬁ

HHBarnHanuun
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PexomMeH10BaHO BHITIOJHEHNE KPAHUOLEPBUKAIBHON MHCTPYMEHTAIbHOU (DUKCAllMM ¢ BapHaHTaMH
Tpakuuu uiu 6e3 [158, 27].

YYPC; Y1 4)

KommenTapmii: Peowce Oasunapnas umnpeccus npu HO mpebyem evinonnenus 3aometl, peoice
nepeone-3a0Hell  OeKOMNpeccuu Cmeold U CHUHHO20 MO032d C  OKYUNUMOCNOHOULOOE30M.
Ipumensiomea cmanoapmmuvie 0OCMyNnsl, 8 MOM YUCIe C MPAHCHA3ATLHOU 8udeoaccucmenyuen. B
Kavecmee QQUKCUpYIOWUX KOHCMPYKYUL UCNOAb3VIOMCA CMAHOAPMHble NOJUAKCUATbHbIE BUHMDbL, d
makoice KprouKku U nposoJioka 0iist cyoramunaprou guxcayuu [27,158].

Hmeemcs puck 803HUKHOBEHUSI HEBPONIOSUYECKUX OCLONCHEHUL ) NAYUEHMO8 C HeCO8EePULeHHbIM
ocmeocene3oM Ha @QoHe namonocuu KpaHuo-yepeuKkaibHo2o nepexooa npu uumybdayuu. Ilpu
NIAHUPOBAHUU BMeulamenbcms nod oouell anecmesueti He0OX0OUMO BbINOIHUMb PEeHMeeHO2PaAPUIO
wetino2o omaoena NO360HOYHUKA & OO0K080U npoekyuu. B ciayuae nooospenuti na namonozuto

npouszeooumuvcsa KT u MPT [koncencyc asmopog KP].

3.3 Uuoe Jeuyenne

J [Taunentam ¢ HO, y KOTOpBIX OTMeYaeTcs 3aJep)KKa pocTa, peKOMEHJOBAHO PAcCMOTPETH
BO3MOXXHOCTb JIEYEHHS] PEKOMOMHAHTHBIM TOPMOHOM pocTa (#coMaTponuH™*) ¢ 1eNplo yIydIlieHus
oOMeHa B KOCTHOW TKaHHU, B TOM yHcie, MeTabosn3Ma KosuiareHa, yseianuenuto MIIK u ckopoctu
pocra manuentos ¢ HO [159,160,161].

YYP A;¥Y12)

Kommenrtapmii: Pexomenoyemvie 0o3vl  #comamponuna™* oemam ¢ HO 0,1 ME/ke/cym 6 Oneii 6
Heoenio — nepsvie 6 mec. 1e4eHuss ¢ NOCMEeNneHHbIM NOGbIUEHUEM 003bl 00 OOCMUICEHUS YBETUUEHUS]
ckopocmu pocma Ha 50% om ucxoonoeco. [lemu, y KOmMopvlx He Obll0 OOCMUSHYMO UIU He

COXPAHANOCL NogvluleHue ckopocmu uepez 6 mecayes, enocieocmeuu aevunucy 0,2 ME/ke 6 cymxu.
[160]

IIpumenenue comamponuna ne cHudCaem pucku nepeiomos kocmeil y nayuenmos ¢ HO. [Ommoka!
HcrouHuk ccbllIKH He HaiineH.]. Jleuenue #Hcomamponunom™>* 603moocHo coemewams ¢
npumenenuem npenapamos u3 2pynnvi b® C yenvro 63aUMOO0ONONHAIOWE20 NONOACUMENLHO2O0
8030€licmeUsi Ha YyenuyeHue NIOMHOCMU KOCMHOU MKAHU, cmumyisayuro pocma nayuenma [161,
Omuoka! UcTOYHMK CCHUIKM He HaiiieH., Ommoka! MCTOYHHK CCHIJIKU He HalijieH. |.

. [Tpobnems! C npixanueMm y nanueHToB ¢ HO u pecnmpaTopHble HHPEKIIUH PEKOMEHIYEeTCs
JICYUTh HE3aMEJIUTEIBHO BCJIEICTBUE TOTO, YTO JIaHHAs MATOJIOTUS SBJIAETCS OJAHOM U3 BaXKHBIX AJIS

MPOIOIDKUTEILHOCTH XKHU3HH [53]
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YIAA5YYPO)

¢ PekomennoBano manuentam ¢ HO mpoBeneHue Tepanuu, HallpaBJICHHON Ha YMEHBIIICHUE 0OJIEBBIX
OLIyIIICHUH, TpH HeoOxoaumoctu [58, 162, 164, 164].

Kommenrapmii: yuenvwenue 6onu y nayuenmose c¢ HO ommeuaemcs Ha ¢pone mepanuu
oughocghonamamu, 6 pade ciyuaes — nocie xupypeuweckou/opmoneduyeckou xoppexkyuu. Taxoice

NPUMEHSIOMC Memoobl  (uzuomepanesmudecko2o e6o3oeticmeus [58, 162, 164, 164]. Ilpu

HeoOXoouMocmu  Modcem — Oblmb  pACCMOMPEHO  HA3HAYeHUue Npenapamos,  001a0aruux

obesbonusarowum delicmauem no oowum npunyunam mepanuu 6o1u [8].

. He pexomenioBaHO Ha3HaueHUe #Tepuraparuja 0oabMMHCTBY nanueHToB ¢ HO B cBsizu ¢
HEOJHO3HAYHBIMH JaHHBIMH 110 ero 3¢ dexruBrocTH [165].

YOAASYYPC)

KommenTapuu: #mepunapamuo nosviwaem MIIK npu neexux eapuanmax meuenus HO, u
npakmuyecku He GIUANL HA mAdcenvle dopmvl. AKMYarbHOCMb OAHHOU Mepanuu Hnpu e2o
00pO20BU3He MepPsLemcsl, CMbLCIIA PEKOMEHO08AMb 8 HACMOsWee peMs ee Hem.

. PekoMeHZ0BaHO paccMOTpeTh MpUMEHEHHe #IeHocymala MalleHTaM MpU TSKENIol gopme
HO — VI Tune, y B3pocasix npu koropoMm, HO pas3BuBaercsi B pe3yibTare MyTallMd B TI'€HE
SERPINF1 ¢ 1ienbio yMeHbIeHHst KOCTHOHN pe3opOiuu [166.

YAAS5YYPCO)

Kommenrapuu: #/[enocymab —noanocmvio uenogeueckoe pekomoOunanmuoe MOHOKIOHANbHoe 1gG2-
anmumeno k RANKL (Receptor Activator of Nuclear Factor Kappa-B Ligand), yumoxuny cemeticmea
gaxkmopa nekposa onyxoau. Imo OCHOBHOU 0eNoK KOCMHOU pe3opoyuu, KOmMOopwli npooyyupyemcs
ocmeobnacmamu. B pesynemame ezo ceazvisanus ¢ RANK na ocmeoxknacmax uHOYYUpyIOmcs ux
oughpepenyuposxa u akmueayus, nosviuiaemes evixcugaemocmo. Ilomumo RANKL ocmeobdracmoi
cekpemupylom 0py2ou 0eioKk — 0cmeonpome2epun, KOmopbwlil A6IAENCs eCmeCmeenHbIM UHSUOUMOPOM
RANKL. brazodaps ocmeonpomezepuny nod0epiHcu8aemcst 6Aianc pemooeiupo8aniuss KOCMHOU MKAHU.
C 2012 2 umetromcs nybaukayuu o npumerHenuu oenocymaba npu msaxcenou gopme HO — VI mune, y
83POCTILIX NpU KOMOPOM, KAK YKA3bIBANOCH 6blule, DA3GUBAEMCs 6 pe3yibmame Mymayuu 6 2eHe
SERPINF1, umo sedem x axmusayuu ocmeoxnacmos uepe3 RANK/RANKL nymu. Ilpumenenue
deHocymaba npu OAHHOM Mune AGIAEMCs NAMO2eHeMmuyecku 000YHOBAHHLIM, 6e0em K YMEHbUEHUIO
kocmuotul  pezopoyuu u yiyduwenuro MIIK. Bedymcsa kiunuueckue uccie008anusi no npumMeHeHuio

denocymaba npu opyeux munax HO
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4. MeaunuHcKas peadMauTANMS U CAHATOPHO-KYPOPTHOE JiedeHne,MeIuIIMHCKUe
NMOKA3aHUS U MPOTHUBONOKA3AHUS K NIPUMEHEHHI0 METO0B PeaduIuTaAlui, B TOM

YUCJI€, OCHOBAHHBIX HA HCITOJIB30BAHUM IIPHUPOAHBIX JeuyeOHbIX (l)aKTOPOB.

Ha coepemennom smane pazsumus meouyunsl, 3a0adamu mepanuu HO saensaiomces He monvKo
oocmudiceHue MeOUKAMEHMO3HOU PeMUCCUL, HO U MAKCUMAIbHASA Qu3uuecKkas, NCUxoro2uvecKds u
coyuanvhas peabunumayusi nayuenmos. Ilpu ceoespemenHoM adekeamHoM MeOUKaMeHmo3IHOM
Jleyenuy U NpAasUIbHOU  PeabUIUmMayuoOHHOl Npocpamme NOJHOYEHHAS COYUANUZAYUS AKUX
NayueHmos co8epueHHo 00CMudXCUMA. Yuumoleas, umo 3¢Gekmuenocms ie4yeHusi HecO8ePUEHHO20
ocmeocenesa 3asucum Ha 50% om npumenenus meouxameHmosnoti mepanuu u 50% om
PeaduIuUMayuOHHbIX MepONpuamuLl, KpatHe GadCHbIM MOMEHMOM SGNAemcs 2SPAMOMHbBIN U
UHOUBUOYATILHBIL NOOOOP PeadUNUMAYUOHHOU NPOCPAMMbL Ol KAAHCO020 pebeHKA U 83DOCN020 C
HeCco8epUuLeHHbIM OCME02eHe30M.

OcHognoti yenvio peabunumayuounvix meponpusmuii npu HO saenaiomcesa makcumanvHoe nogvluietue
MOOUNbHOCMU  (NOOBUNCHOCMU) NAYUEHMO8 U Y8eludeHue MAcCbl KOCMHOU MKAHU, pa3eumue
MbIUEYHOU CUTIbL.

e PexoMeH0BaHO IMpOBEIEHUE PEadMIMTALMOHHBIX MeponpusTuil BceM mnanueHtam ¢ HO c
MOMEHTA YCTAHOBJIEHUS JMAarHo3a Ha MPOTSHKEHUU BCEHM KU3HU C LENbI0 BEPTUKAIU3ALMUH,
YKPEIUIEHUU MYCKYJATypbl, INPUOOPETEHUS HABBIKOB CAMOCTOSTEIBHOTO IEpeBUKEHUS,
ymenbmenuss Oomm [169, 170, 171https://www.physio-pedia.com/Osteogenesis_Imperfecta,
172, 162, 61].

YYP-C; Y -5)

KommenTapuii

OcHognbimu 3a0a4amu peaburumayuu, K KOmopou OMHOCUMC MACCadc, leueOHds QusKyIbmypa,
obyuenue pooumeinell HABLIKAM 0OpAWeHUs ¢ HOBOPOHCOECHHBIMU OembMU ¢ OUACHOCMUPOBAHHbBIM
HO, npumenenue opmesos sigisemcs:ycuieHue MUKpOYUPKYIAYUU 6 Muluyax U Onocpe0O08aHHO
KOCMAX,
O KOpPeKyus MblUeYHO20 U C8A30UHO20 HANPANCEHUSL,
O YMeHbUleHUe 001e6020 CUHOPOMA;
O KOppeKmupexkyus MUHepaIbHou NI0MHOCMU KOcmell, Kpo8ooOpawjenus 6 KOCMHOU MKaHu
U CUTLOBBIX HANPAICEHUT NOCMPOEHUSL KOCU
O yayuueHue pabomul cepoeuHO-COCYOUCTOU CUCMEMbl 3d CHem O003UPOBAHHBIX AIPOOHBIX
Hazpy30K;
O  CMUMYIAYUA 0esmeNbHOCIU 0CmeobNacno8 MexaHuieckoll Hazpy3Kou,

O  CO30aHUe «MbIUEYHO20 Kopcemay,
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O  YIyduieHue KOOpOUHAYUU OBUINCEHUS U NOGbLULEHUE 08ULAMETILHOU T08KOCMIUL,

O NpoBOOEHUE NPU B03MONCHOCIU BEPIMUKATUZAYUU,

O YayuuieHue pecnupamopHulX noxazamenell U npogedexeue NPOPUIAKMUKU 3ACTOUHBIX

AGNEHUU 8 JIe2KUX U NHEGMOHULL,

O mpoguiaxmuka ocmeonoposa,

O ncuxonozuyeckas paboma ¢ NAYUeHMoOM U e20 OAUNCAUUUMU POOCNEEHHUKAMU.
OCHOBHLIMU  CTLONCHOCMAMU  peaduIumayuy s61aemcs mpyoHoCmb O003UPOBAHUS HASPY3KU U

CIIOAHCHO-KOMOUHUPOBAHHbLE HAPYULeHUS OUOMEXAHUKU OBUNCEHUI.

Peabunumayuonnvie npoepammul 3asucam om ospacma nayuenma ¢ HO, a mak sice cmenenu
msdjcecmu 3a0071e6aHUs.

Peabunumayus nauunaemcs ¢ pamneco gospacma. B cnyuae, eciu ouacno3 ycmanoénen 6
nepuode HOBopodxcoenHocmu (0emu ¢ msdxcenvimu opmamu HO) peabunumayus nmanpasiena Ha
obyuenue pooumeneli 0E30NACHOMY 00pAWeHUI0 ¢ peOEeHKOM: Yacmas CMeHa NOJ0JCeHUs mend,
8bIKIAObIBAHUEe HA dcugom u m.0. 3ausmusi JeweOHoU Gu3uueckou Kyabmypou HAYUHAIOM
C KOHMPOS NOJIOAHCEHUS 207108bl U Ulel, OANAHCUPOBAHUS CUOSL U 8EPIMUKATUIAYUU.

Peabunumayua 6Oonee cmapwux oOemeill HanpasieHa HA YGelUdeHUe MbIUEYHOU CUTb,
@yHKYyUOHANbHOE pazsumue U hoOpMUposanue camoCmosamenrbHOCm.

YV oemerl, yorce noogepauiuxcsa koppusupyrowjum onepayuim, HeCMomps Ha ONoOpocnocoOHOCMb
HUICHUX KOHEYHOCmell (hopMmupyemcs cmpax 6Cmamy u onepemvcs Ha Hux. /s 6binoaHeHus 3motl
COJCHOU ~ 3a0auu 6 OMOENeHUsX  pedOunumayuu  UCHONBL3YIOM  CHeYUudIUu3UpOSaHHble
8EPMUKAIUZAMOPbL U UHOUBUOYATbHBIE OPME3bl, KOMOpble CIMAOUTUZUPYIOM HUNCHUE KOHEeUYHOCMU
CO CNAOBIMU MBIUYAMU U 2UNEPITIACTUYHBIMU CYCIABAMU.

Jna e3pocavix nayuenmos ¢ HO peabunumayus max e s615emcsi HEOMbEMAEMOU YACbIO
neyenusn. OoOnaxo, eciu Ol NAYUEHMOB O0emCKO20 B03PACMA BO3MONCHO CMAHOAPMUIUPOBAND
PeaduIumayuorHble Meponpusmus, mo cneyupuueckux pekoMeHOayull OmMHOCUMENbHO Uy
cmapuie2o 8o3pacma Hem U peaduNUMAyUOHHAs NPOSPAMMA OO0ANCHA OblMb aA0ANMUPOBAHA K

d)yHKL;uOHaﬂbelM Hapywernuiam Kaxc0020 OMOebHO 8351MO020 nayuerma.

[61; 170]
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5. IpopmiakTuka u AucnaHcepHoe HAD/I0leHHe, MeUIIUHCKNE IOKA3AHUS U
NPOTUBOINOKA3AHUA K IPMMEHEHUIO MEeTO10B NPOPUIAKTUKH

5.1 Ilpogpunaxmuxa
. PexoMeHmyeTcsi TeHETMYECKOe KOHCYJbTHUpoBaHue poautenet nperer ¢ HO  npu
IUTAHUPOBAHUH MOCIIEIYIOMNX OEpEMEHHOCTEH C 11eJIbI0 MUHUMHU3AIMK PUCKA POXKACHUS OOJIBHOTO
peoOenka [Omuoka! McTOYHMK CCHIJIKM He HalijleH. |.
YAOA-5YPP-C)
J PexkoMenayercst mpoBeieHne eXEroAHON BaKI[MHAIIMY MPOTHUB T'PUIINA B CBSI3U C ONMACHOCTHIO
pecniupaTopHbIX HHekuuit i nanuentos ¢ HO [53]
NYIAASYYPO)
KommenTapuii: HO e aenisemcsa npomugonoxazanuem 0Jisi BaKYUHAYUU TH0ObIMU 8AKYUHAMU, 8
m.y.,8Ka04eHHbIX 6 HallMOHANBHBIN KaJICHAAPEM npoghuiakmuieckux TPABHUBOK
5.2 lucnancepnoe naoniodenue
Conposooicoenue nayuenmog ¢ HO noopazymesaem mynomuoucyuniuHapHsviii H00Xoo.
IIposoosimcea  uccnedoeanus O0ns KOHMPOJs Mepanuu, COCMOSHUSA Kcomell, GblAGleHUs
nepenomos, OYeHKU U CB0eBPEMEHHOU Mepanuu 0CI0HCHEHUH.
llosmopnas 2ocnumanuszayusi 6 cmayuoHap OCyWecmensemcs Ojisi NPo6eoeHUs 04epeoH020
Kypca meouxkamenmo3snou mepanuu, JICK, ¢huzuomepanuu, Kohmpousi cocCmosHus KOCMHOU MKAHU U
Opy2Ux 0p2aHo8 u CUCmeMm.
5.2.1 Habnwoenue depemeHHbIX HCEHUWUH 6 CIyYae 8blA6/IeHUA Y Oy0yuie2o MaadeHua
Hecos8epuieHHO020 ocmeozene3a

Bce 6epemennvie dncenwunvl, 8 cuyyae GulasieHUss y ux OVOywux MidoeHyes Heco8epuleHHO20
ocmeozene3a, OONNCHbL COON0OAMb COOMBEMCMEYIOWULL PAYUOH NUMAHUA U  3AHUMAIOMCA
QusuveckuMu  YnpasCHeHusAMU 80 6peMs OepeMeHHOCmU, uYmobbl obecneuumv ONMUMATLHOE
300p0o8be 011 cebsi u ceoezo byoyweeo pebenxa. Ha cecoonawnuii 0env, ucciedo8anusi NOKa3vléarom,
Ymo HeoOXO0UMO NPUHUMAMbL CMAHOAPMHOE KOoaudecmeo kanvyus u eumamuna D 6o epems
bepemeHHOCU ¢ NOOO3PeHUEeM HA HeCOBEPULEHHBIL OCIe02eHes, 0OHAKO He Cyujecmsayem JeKapcme
U nuwesvlx 006asoK, Komopuvle Mo2iu Obl NPeOOMEPAMUMb PA3sUmMue 3a001e8aHUs U/Ull coeiams
€20 Npos6ieHUsl MeHee MANCETbIM.

B npoyecce nabnooenus 3a GepemeHHOU HCeHUWUHOU HeoOXO00UMO MAKdMCe peuums 80npoc O
cnocobe pooopaspeuienus (ecmecmeeHHbIM HymeM Ul nymem Kecapesa ceuenus). Pewenue
OO0JIHCHO NPUHUMANBCA 8 KAHCOOM KOHKPEMHOM caydae unousuoyanvio. Cuumaemcs, umo Kecapego
ceueHue A61Aemcs MeHee MPaAeMaAmUyHbIM, YeM eCmecmeeHHble poobl (meopemuyecKu, cyujecmsayem

NOBbILUEHHBIU PUCK NOPAINCEHUS YEHMPATIbHOU HEPBHOU CUCTEMbL NPU NPOXOAHCOEHUe Yepe3 POO08ble
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nymu, 6ciedcmeue HeOOCMAMmMOUYHOU MUHEPATUIAYUY Yepend U e20 MpAeMAmu3ayuu, a makice
B03HUKHOBEHUSL NEPENOMO8 UHMPAP0o0osvix kocmell). OOHaKko no 0aHHbIM HeOa8He20 UCCIe008aHUs
[174, 175], xecapeso ceuenue ne ymenbuwiaem pucka nepeiomMos8 KOCmel Npu PONCOCHUU Y
HOBOPOJICOEHHLIX C HENeMAlbHbIMU QOPMAMU HECOBEPUIEHHO20 OCME02eHe3d, PABHO KAK U He
npoonesaem BblICUBAHUE MEX, KOMOopble DPOOUIUCL C JeMANTbHLIMU (GOpMaAMU HECOBEPULEHHOZO

ocnieocernesda.

6. Opranusanus oka3aHusi MeIUIUHCKOH IMOMOIIH

[Tauuentam ¢ HO, B 3aBucHMOCTH OT HEOOXOAMMOCTH, MOXKET OBbITh OKa3zaHa MEJUIIMHCKas
IIOMOIIb J1I000r0 BHJA, YCIOBUA, (OPMBI, MPETYCMOTPEHHBIX 3aKOHOAATENbCTBOM Poccuiickoit
denepanuu.

[Tocie mocTaHOBKM IMArHo3a MalueHT JI0JDKEH ObITh BHECEH B PETUCTP peAKuX (ophaHHBIX)
3aboneBanuii Mun3apasa Poccun.

[TatmentoB ¢ HO 06bI14HO BeayT Takue CIELUAIUCTBI KaK Bpay-TpaBMaToJOr-OpTone i, Bpay-
SHJIOKPUHOJIOT/Bpay-IeTCKUI 3HIOKPHUHOJIOT, Bpad-HE(POJIOr, Bpau-TEHETHK, Bpad-TieaAuaTp/Bpad-
TepaneBT/Bpad oOmIeld NpakTHUKU (CeMeWHBIH Bpad). Jlpyrue CHenHaiuCThl MPHUBICKAIOTCSA 10
HE0O0X0aUMOCTH (CcM. 11.2.5.8).

[Tocne ycTaHoBIEeHUs JUarHo3a U MpOBEJIEHHs Kypca JISYeHHs B CTallMOHape HaOII0IeHue 3a
peOeHKOM MPOAOIKAETC Ha aMOy1aTOPHO-IIOJIMKINHUYECKOM JTarle.

6.1 Moka3zauus K MJIAHOBOM rOCHIMTAJIN3ALUA

Pemenue Bompoca 0 HE0OOXOUMOCTH Havajia aHTUPE30pOTUBHON TEpAIUU;
[IpoBenenus Kypca IIIaHOBOTO BBEACHUS ITpeNapaToB U3 Ipynibl #0upocpoHaTton

L4 HHaHI/IpyeMa}I XUPYPIrAUICCKOC JICUCHUC TTATOJOTUN AJIMHHBIX KOCTEH I/I(I/IJ'II/I) ITO3BOHOYHHUKA.

6.2 Iloka3zanus K IKCTPEHHOI rOCIIUTAJIA3AINN

[Iepenom KocTel OTKPBITHIN;
Manudecranus WM IporpeccupoBaHue AbIXaTeIbHON HEAOCTATOUHOCTH.

e [losiBieHME WM IPOTPECCUPOBAHUE HEBPOJIOTUUECKOTO eduIuTa.
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6.3 lloka3anus K BHINNCKE NAIIMEHTA U3 CTAIMOHAPA

OxoHuYaHHe POBEICHUS O4YepPeTHOrO Kypca Tepanun bd;

KymupoBanue mo6ounbix 3¢ (pexToB, pa3BUBIIMXCS HA (hOHE BBEICHUS MperapaTa u3 rpymisl #bd;
Croiikasi cTaOMIM3aIus COCTOSHUS ManueHTa (oa0op 0a3UCHOM Tepanyy JbIXaTeIbHOM
HEJIOCTaTOYHOCTH);

YcnenrHast perno3uiiysi OTIIOMKOB C HaJIOKCHUEM TUTICOBOM MMMOOMIIN3AITUH.

e 3aBeplleHHUE TaNa XUPYPrUUECKOTo JICYSHHSI TATOJIOTUU JUIMHHBIX KOCTEeH n(Min)
MMO3BOHOYHHUKA CO CTATYCOM «YIIyUILlICHHEY.

7. JonoanuTteabHasa nHpopmanus (B TOM Ynciie (PAaKTOPbI, BJIUSIONIAE HA HCXO/

3200/1eBAHUA WIH COCTOSTHHS)

7.1 Ucxoabl M IPOrHoO3

[IporHo3 s manueHTa ¢ HECOBEPIIEHHBIM OCTEOr€HE30M B 3HAUMTEJIbHON CTENEHU 3aBUCUT OT
Tumna 60J1e3HU, KOJTUYECTBA EPETTOMOB KOCTEH U CTENEHU BBIPAXKEHHOCTH (TSKECTH) CUMITOMOB.
I[I)IXaTeJII)HaH HEOOCTAaTOYHOCTH ABJISACTCA HauOoJiee yacToi HpI/I‘{I/IHOﬁ CMCPTHU MALUCHTOB C
HECOBEPIICHHBIM OCTEOTEHE30M B pe3yJibTare aedopmaiuil TpyAHONU KIETKH.

CaMbIM HEOIaronmpusATHRIM sABIsIeTCS TPOrHo3 npH |l Tune HO— npo1omKuTenbHOCTD KU3HH
COCTaBJISIET HECKOJIBKO HEleb, OOBIYHO CMEPTh HACTYIIAET BCJIEACTBUE CEPJCUHO-IbIXaTeTbHON

HEAOCTATOYHOCTH

Ilocmanoska ouacnoza HO cmasum mHo20 80npocog neped poOOCMEEHHUKAMU NAYUEHMA U
nepeo cneyuamucmamu, pabomarwumMu ¢ Makumu nayuenmamu. Muo2ouuciennvie npobdnemul,
BO3HUKAIOWUE NPU OOHAPYICEHUU U pas3sumuu 3a00/e6anus, Oisl peuleHuss KOmopvlx mpebyemcs
SPAMOMHAST OP2AHU3AYUSL NPOYECCd NOMOWU NPU YUACTIUU  MYAbMUOUCYUNIUHAPHOU KOMAHObL
Cneyuanucmos u cooo0eHue OCHOBHbIX NPUHYUNOE U NOOX0008 K €€ OKA3AHUIO.

Jannvle npuHyunsl O00MNCHBL COONOOAMBCA HA AHOOOM dmane OKA3AHUSL MeOUYUHCKOU
NOMOUU, KAK 8 MOMEHM NOCMAHOBKU OUAHO3d, MAK U HA 1H0O0M dmane Habo0eHUs NayueHma.

1) TlanmeHT W ero NpeACTaBUTENIN JOJDKHBI MMOJTydaTh MOJIHYO HHGOpPMAIHIO O 3a00JCBaHHUH, €r0
TEUYEHUH, MATOTCHEe3e, MPOTHO3aX, OCIOKHEHHUIX U METOaX BO3MOXKHOM Teparuu.
2) Juarnos HO MoJIpa3yMeBacT BO3MOYKHOCTE OKa3aHHs CKOpOH, MEPBUYHOM,

CHCLIHaHH3Hp0BaHHOf/'I U NaJJIMATUBHOM MOMOIIM Ha BCEX ATamax 3a00JIeBaHUs.
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3) Ilpu nocranoBke muarHoza HO, cembs To/DKHA OBITH HAMpaBlieHA K CICIHATIHCTY, UMEIOIIEMY
onbIT pabotel ¢ mamueHtamu ¢ HO, oOmanaromero coBpeMeHHOW HH(pOpManueil o TeyeHUu
3a0oneBanusa. Takke BaXXKHBIM SBIIETCS HWHPOPMHPOBAHHE CEMEH O CYIIECTBYIOIIUX
OOLIECTBEHHBIX OpraHU3alusiX, paboTaIOMIMX C 3TOM rPYIION MalUeHTOB.

4) K naGmopenuto 3a nanuentom ¢ HO pomkHa ObITh MpHBIEYEHA MYJIbTHAWCUUIUIMHAPHAS
KOMaHJa CHEIHMaJINCTOB B COCTaBe: Bpaya-TeHETHKA, Bpaya-HEBPOJIOra, Bpada-HEHMpOXHUpypra,
Bpaya-sHAOKPHHOJIOTA, Bpava-AeTCKOTO SHIAOKPHUHOJIOra, Bpava-TpPaBMaTOJIOra-opToIeaa, Bpaya-
CTOMATOJIOTa/Bpaya-JIeTCKOTro CTOMATOJIOra, Bpayda-0TOPUHOJIAPUHTOJI0Ta/Bpaya-cypaoiora-
OTOPHUHOJIAPUHTOJIOra, Bpaua-neinarpa/Bpada-HeoHaTONI0ra/Bpaya-TepaneBTa/Bpaya oOmieit
MpakTUKU (CEeMEWHOro Bpaya), CHEHUAIUCTa 10 MEAUIMHCKONM peaduiauTtanuu (Bpaya Mo
MEAWIIMHCKOW  peadmnuranuu/Bpaya  (GU3WMYECKOH W peaOMIUTAIIMOHHOW  MEIUIMHBI-
peabunuTosora/Bpaua 1o jgeueOHol PU3KyIbTYpe U JAp.), a TAKKE Bpayeil APyrux CreruaibHOCTEH
0 Mepe BO3HUKHOBEHHUA creuuduyeckux mpodiaeMm, Hampumep, Bpada-Hedpoisiora, Bpada-

MyJIBMOHOJIOTa, Bpada-KapAHoJIora/Bpada-1eTCKOro KapIuosora,

7.2 bepeMeHHOCTHL M poabl V namueHTos ¢ HO

J Bo Bpemsi GepeMEHHOCTH PEKOMEHJOBAHO MPOBOJUTH KOHTPOJIh OMOXMMHUYECKOTO aHAIHM3a
KpOBU Kaxzple 3 Mecsiua (kaiabiuii, ¢pocdop, Butamud D, MoueBHMHA, KpEaTHMHHH, MapaTTOPMOH,
JIAT, CPB, AJIT, ACT, 111® ) [48, 176].

YYP C; YA 5)

J PexoMeHI0BaHO pYTHHHOE TIPOBEJECHHE B JIEKPETUPOBAHHBIE CPOKHM CKPHUHHUHIOBOTO
yJIBTPa3BYKOBOTO HCCIIEOBAaHUS IJI0J1a Y BceX OepeMeHHbIX nanueHTok ¢ HO ¢ 1enbio [uarHocTUKu
3a00seBaHus y TUIOJIA.

Kommenrtapuii: Y3H1-konmpons 3a pazéumuem niooa pekomeHo08aH 8 KaxicOoM Cydae GblsNeHUs.
bepemennocmu y nayuenmox. Hecosepuiennviti ocmeocenez I u Il munoe mooxcem 6vimo
OUACHOCMUPOBAH NPEeHAMANIbHO, NOCKOIbKY Oemu ¢ Mol namojocuell O00bIYHO Yoice UMerom
BHYMPUYMPOOHBIE NEPELOMbL, KOMOPbLE MONACHO BU3YATUZUPOBATND YIbIMPA3EYKOGIM Memooom [46],
Veenuuenue npospaunocmu welno2o npocmpancmea u moauuHsl 60POMHUKOBOU CKIAOKU MOMCEm
ObImb nepevim (Hecneyughuueckum) sxozpaguueckum NpusHAKoOM HecogepuiennHo2o ocmeozenesa 11
muna [46]; conoepaghuueckue npuznaxu oonapyscusaromes yyce Ha 14-ii neo. cecmayuu [S] 6 sude
NOHUIICEHHOU  IX02EHHOCMU KOCmell N100d ¢ NOCIeOYIOWUM  BbIAGIEHUEM MHONCECHEEHHbIX
NnepelomMos HaA pPA3IUYHBIX CMAOUSAX 3ANCUBTEHUS U Oehopmayutl OTUHHBIX MPYOUamvlx Kocmel,

pebep u uepena [41]. Dxoepaghuueckue npusnaxu, makue, Kak oegpopmayuu OJUHHLIX MPYOUAMBbIX
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Kocmell c¢/6e3 ux yKopoueHusl, Npu3HaKo8 nepeiomos, ocmeoneHuu, obviuno onpedensaromces ¢ 18-i
Hed eecmayuu npu 11l mune u uzpeoka nocie 20-u neo npu IV mune necoeepuienHo2o ocmeozenesa
[5].
J [Ipy HaMWYMM JAHHBIX O FEHETHYECKONW MyTallMM B TeHaX y OJMKalIUX POJCTBEHHUKOB
npobaHaa W/uiaM caMmoro mpobaHjaa, cBOMCTBeHHbIX it pa3Butus HO pekomMeHmI0BaHO MpOBeICHUE
noucka toro >xe BapuaHta MyTtanuu B JIHK mnoma ¢ momomnipro MHBa3MBHON IIpeHATaJbHOU
JTMarHocThk. [48].
YYP C.;YAA5)
KommenTapuii: B oannom ciyuae ucnonv3yromes memoosbl 0moopa 2eHemuyecko2o Mamepuana npu
nomowu OUONCUU XOPUOHA, NIAYeHmMbl (3a00pa BOPCUH XOpPUOHA (803mModicHo ¢ 11-ui Hedenu
2cecmayuu)) uau amHuoyenmes (603MoxcHo ¢ 16-i nedenu cecmayuu)
o [TarueHTKEe TpPU TUTAHUPOBAHMHM OCPEMEHHOCTH PEKOMEHIYETCS IPEKpalleHUue Tepanuu
#oudochanaramu 1o KpaitHel Mmepe 3a 6-12 mecsneB 10 HacTymuieHUss OepeMmeHHocTH. Ecnm ke
OepeMeHHOCTh HacTynwia Ha (OoHE MpoBeAcHUs Tepanuu #OupocdoHaramu, TO Ha BCe BpeMs
0epeMEHHOCTH TEPAINI0 PEKOMEHIOBAHO MpeKpaTtuTh [177 - 180].
YYPC;YIAIA5.)
Kpurepuu onieHkr kayecTBa MEIUIIMHCKON TTIOMOLIU

Tabnuma 6.

OpraHI/IBaHI/IOHHO-TGXHI/I‘ICCKI/IG yCJI0BUs OKAa3aHUS MEJIMIIMHCKOM TTOMOIIIH.

CIICHUAIM3UPOBAHHAA, B TOM YHCJIC BBICOKOTCXHOJIOT'NYHAA,
Bua MeqUIHHCKOH MOMOIIH
MCIHUIIMHCKAas IIOMOIIIb

Bo3pacrnas rpynna [Heru, B3pocibie

YciaoBug oKkazaHus

MeIMIMHCKON MOMOIIH CTallMOHAPHO, B THEBHOM CTal[MOHape
dopMa OKa3aHUA MeIMLUHCKON
TJIaHOBAs
MOMOIIH
Tabmumna 7.
WUTEPUU KauyeCTBA OKa3aHUS MEIUITMHCKONU MTOMOIIN
Kpurep
No Kpurepuii kadecTBa YpoBeHb yOenuTenpHOCTH

pexomerpaiuu (YYP)

BrimonHeHo onpeenenue ypoBHe: kaiubius, hocdopa,
1. | Butamuna D, napatropmona, menounoit pocdarassl B Ja/Het

KpOBH
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BrInomHeHO MOJIEKYISIPHO-TEHETHYECKOE 00CIIeIOBaHHE
BKITIOUAIOIIEE HCCIIEIOBAHNE TAPTETHRIX 00JIaCTei TeHOB
COL1A1/COL1A2 npu HaITUYHAU KIMHAYECKH

BepuduimpoBanHoro nuarso3za HO

Ja/Her

BrimonHeHo npoBeieHue peHTreHorpaguu KUCTe u
PEHTI€HOACHCUTOMETPHUH, PEHTIeHOrpadun BepxHEn U
HIWKHEW KOHEYHOCTEH (0030pHas peHTreHorpadus
JUIMHHBIX TPyOUaThIX KOCTE) /WM MO3BOHOYHUKA IIPH

IIOCTAaHOBKEC AMAardHo3a

Ja/Her

Brimonseno HCCIICAO0OBAaHNUEC HCCIIPOBOLUMPOBAHHBIX
AbIXaTCIIbHBIX 00BEMOB U IIOTOKOB ((1)YHKI_II/I$I BHCIIHETO

IbpIxaHus) (IpU OTCYTCTBUU MPOTHBOIIOKA3aHUN)

Ja/Her

BrImosHeHa KOHCYIbTAIMS Bpada TPaBMaToJIOTa-
opToneaa-, Bpaua -OTOPUHOJIAPUHTOJIOTa, Bpaya-
CTOMATOJIOTa/Bpaya-IeTCKOro CTOMATOJIOra, Bpaya
9HJIOKPUHOJIOTA/ Bpava-JIeTCKOT0 SHIOKPHHOJIOTA, Bpada —

IrCHCTUKA IMPU ANArHOCTUKE

Ja/Her

Brimonneno HEBPOJIOT'HYCCKOC O6CJ'I€I[OBaHI/I$I 1 OLICHKHU
KOCTEH ucpeiia (HpI/I HaJINn4Yuy CUMIITOMOB HJIHN

W3MEHEHUH B NIOBEJICHUN).

Ja/Her

BrimonHeHa Tepanus JIeKapCcTBEeHHBIMHU TpenapaTaMy U3
rpynmnsl 6udochoHaTh! B IPU HATMYUH YaCThIX
nepenoMoB KocTel (0osee 3-X pa3 B rof1), BBIPAKECHHBIX
nedopmaluil JJIMHHBIX TPyOUaThIX KOCTEH, OCTEOOpOo3e,
OTCTaBaHUU (U3UYECKOTO Pa3BUTHUS (IIPU OTCYTCTBUHU

MCIHUIIMHCKHUX HpOTHBOHOKaSaHHﬁ)

Ja/Het
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Mpunoxenue Al. Cocras padoueid rpynnsbl 1o pa3padoTke U NepecMoTpy
KJIHHHYECKHUX PeKOMEeHIAIHIA.

BapanoB A. A. - akaa. PAH, npodeccop, n.Mm.H., modyetHsiid [Ipesunent Corosa neauarpo Poccun,
coBeTHUK pykoBogutenss HUM nemuarpum u oxpasbl 3m0poBbs nered LIKb PAH, rnaBHbiii
BHELITATHBIM ClIEUANUCT neauarp Munszapasa Poccuun

Hama3zoBa-bapanosa JI.C. - akan. PAH, npodeccop, a.m.H., [Ipesunent Corosa nenuatpos Poccuu;
nacr-nipe3uaeHT EPA/UNEPSA; pykosoaurens HUU nenuatpuu u oxpaHbl 310poBbs aereit [IKB
PAH, 3aBenyromas kadpeapoil gaxyapreTckoil neauaTpun neauarpudeckoro dakyiabrera PI'BOY
BO «PHUMY wum. H.U. IluporoBa» MuusnpaBa Poccuu, TIIaBHBIM BHEIITATHBIA JETCKUN
CHEIHATUCT Mo npoduIakTHIeckoi Mmeaunnae Mun3apasa Poccun

Kyues C.U. - un.-xopp. PAH, npodeccop, a.M.H., [Ipe3uneHT Accoruaniy METUITTHCKUX
reHeTukoB (AMI'), nupextop ®T'BHY «Menuko-reneTnueckuii Hay4HbIi eHTp UM akagemuka H.IT
BbouxoBa» MunoOpHayku Poccuu, raBHbIN BHEIITATHBIA CHEUATMCT MO0 MEAUIIMHCKON T€HETHKE
Munsapasa Poccuun

Barsimesa T.T. npodeccop, A.M.H., MPE3UEHT accOLMAllMU JAETCKUX peabunutonoroB Poccuw,
mupektop ['BY3 HIIIl nerckoit mcuxoneBposioruu [[3M, 3aBemyrommii kadeapodt HEBPOJIOTHH,
(bu3MYecKoil W peadMIMTAIIMOHHONW MenuIMHbl JeTckoro Bo3pacta ®HMO MU PY/IH, rnaBubrit
BHEIITATHBIN CIIENIMATNCT JeTCKUi peadmnmuronor Munsapasa Poccun, 3acimyskeHHbli Bpad Poccuu.
Bumnesa E.A. - 1.Mm.H., 3amecturens pykosoaurens HUW nenmatpum u oxpaHbl 370poBbs J€TEN
HOKb PAH MunHoOpHaykn 1o HaydHoM pabote, mpodeccop PAH, mnpodeccop xrademps
(dakynpTeTcko memauarpun mneauarpudeckoro (axkymprera ®I'BOY BO «PHUMY um. H.U.

ITuporosa» Munsapasa Poccun, wien Coroza neguarpos Poccun
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Mapruena T.B. K.M.H., IJIaBHbIU CIEUATUCT METOAMYECKOTO [IEHTPA AKKPEIUTALIMHU CIICIIUATUCTOB
OI'AOY BO «llepeiit MI'MVY uMm.M.M.CeuenoBa» Munsgpasa Poccun (CeueHOBCkH
YuuBepcurer), Bpad-uedpoior, uneH Coro3a neauarpoB Poccun

Bamakmangze H.J. k.M.H.,, TJaBHBIM cHeuHagIuct METOAUYECKOro IUEHTpPAa aKKpeAuTaluu
ciennanuctoB  ®I'AOY BO «llepeeiik MI'MY uMm.M.M.CeuenoBa» MunzapaBa Poccun
(CeuenoBckuil YHUBEPCUTET), Bpau-kapaunoJor, wieH Coro3a neauatpos Poccun

3axapoBa E.FO. 1.M.H., 3aBeayromas JlabopaTopueil HaclIeICTBeHHbIX Oone3Hedt oomena ®I'BHY
«MeauKo-TeHeTUYeCKU HayuyHbld UeHTp uM. akaaemuka H.I1.boukoBa», wunen Poccuiickoro
o0miecTBa MEAUIIMHCKUX T€HETUKOB, WJIEH €BPOMEHCKOro o0LIecTBa M0 U3yYeHUIO HACIEACTBEHHBIX
0one3neit oomena emiects (SSIEM).

HruaroBuu O.H. Bpay-neguatp HEPpOIOTHUECKOTO OTIACICHHS, MIAAIINA HAYYHBIH COTPYAHUK
naboparopun pa3pabOTKH HOBBIX TEXHOJIOTHI TMAarHOCTUKU U JieueHus: O0Je3Hel JeTCKOro Bo3pacTa
OI'AY «HMUL] 3mn0poBbsa aerei» MunzapaBa Poccun, HaydHbBIM COTPYIHUK OTZ€Na HAyYHBIX
npobnem Hedpoyposmorun u meradbonmnyecknx Hapymenwii HUW nenmaTpuu M OXpaHbl 30POBbBS
nereit [IKb PAH

Kypkosa H.B., x.M.H., Begymuii HayuHslii corpynauk HUM neauatpun u oxpansl 310pOBbs 1eTel
KB PAH, unen Coro3a neauatpoB Poccuu, wieH Accoruaniui MeIUIMHCKUX reHeTHKOB (AMI)
CenumizsinoBa JI.P. x.M.H., Benyumuil Hayunblii cotpyanuk HUW neauatpum u oxpasbsl 340pOBbs
nereit LIKb PAH MununcrepctBa Hayku U Bbiciiero o0pa3oBanusi Poccuiickoit deneparuu, 101EHT
kadenpel neauatpun u aerckoil pesmarosnoruu ®IAOY «llepsoiit MIMVY um. .M. CeueHoBa»
MunsznapaBa Poccun (CeueHOBCKUMT YHHMBEpPCUTET), HOIEHT Kadeapsl (akyIbTETCKOW MeAUaTpHH
nequatpuieckoro ¢akynpsrera PI'BOY BO «PHUMY um. H.U. [Muporoa» Mwuusnpasa Poccuu,
el Coro3a neguatpoB Poccun

CvmupunoBa O.fl. — Bpay-reHETUK, CTaplIMid HAy4YHbId COTPYJHUK OTIE€Ja CTaHJApPTU3aLUd U
U3Yy4EeHMs OCHOB JokazaTtenbHoi meauunabl HUU nexuarpun u oxpansl 3n10poBes aereit LIKb PAH,
el Coro3a neguatpoB Poccun

AxbsieBa I'.T. — k.M.H., Bpau- Hedpoor, wieH Coro3a nenuatpoB Poccuu

MonkoB .A. — n.M.H., podeccop PAH, pykoBoauTeNb KIMHUKH HEHPOOPTOMEANH U CUCTEMHBIX
3aboneBanuit ®PI'BY «HMUL] TO umenn akanemuka I'.A. MnuzapoBa» Munsnpasa Poccunu, dnen-
KoppecnoH1eHT PpaHIry3cKoil AKaAeMUH MEAUIUHCKUX HAYK

Paobix C.O. - n.M.H., 3aM. JUPEKTOpa IO TpoeKTam, o0pa3zoBaHui0 W KomMMmyHukanmun OI'BY
«HMHUL] TO um. H.H. IlpuopoBa» MunsapaBa Poccuu, npencenarens AOSpine Russia, unen

Ipe3uIMyMa acCcolMalui XUpypros-sepredposoros Poccuun
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Oumposa II.B. — k.M.H.,, yuenwlii cekperapp PI'BY «HMUI] TO wumenn akagemuka I.A.
Nnuzaposa» Munsnpasa Poccuun
Paobix T.B. — Bpau-nenuarp ®I'bY «HMUIL] TO umenn akagemuka ['.A. Unuzaposa» Munznpasa

Poccun

Keppaes K.B. — 1.M.H., 3aBenyromuii otaeneHueM oproneauu u Heipoopronenuu ®I'AY HMUILL
310poBbs neTeit Mun3apaBa Poccun,yupenurenns npodecCHOHaNbHON OOIMIECTBEHHONW OpraHU3aluu
"AccouManuy JETCKUX TPaBMATOJIOIOB-OPTONENOB IO PEIKONH KOCTHOM IATOJIOIMM, CUCTEMHBIM H
MeTa00JINYeCKUM 3a00JIeBaHUAM cKeera'

ILnatonoBa M.M. k.M.H., Benymuil HayuHsld corpyaHuk HMU nemmarpuu um oxpaHbl 310pOBbS
nereil [IIKb PAH MunucrepctBa Hayku U Bbicuiero oopasoBanusi Poccuiickoit ®@eneparuu, Bpau-
IIyJIBMOHOJIOT, 4ieH Coro3a nenuatpos Poccun

beikoBa O.B. — 1.M.H., 3aBeAyromuil HayyHo-HccienoBaTenbckuM oTaenom OI'BY Hayuno-
npaktudecknii  Llentp Jerckoit mncuxonesponoruu JI3M, mpodeccop Kadeapsl HEBPOJIOTHH,
(bu3nUecKoi 1 peabUINTAIIMOHHONW MEIUIIMHBI JIeTcKoro Bo3pacta PHMO MU PYIH

PrikyHoB A.B. — PykoBoauTenp eHTpa TPaBMaTOJIOTUH M OPTOIENNHU, Bpad TPaBMaTOJIOr-OpTOIIE]
Lentpa Bpoxaennoit mnaronorun GMS Clinic, r. MockBa, yupenutenb TpodhecCHOHATbHOM
OOIIECTBEHHOH OpraHu3anuy "AcCourayy JETCKIX TPAaBMATOJIOTOB-OPTOIEIOB 110 PEAKOW KOCTHOM
[1aTOJIOI'MH, CACTEMHBIM U METa00IMYECKHM 3a001eBaHUsIM CcKejieTa"

benosa H.A. nmH, mpodeccop, Beaymuii cnenuanuct Lentpa Bpoxxaernoii natonorun GMS Clinic
r.Mocksa, yupeaurens [IpodeccruonansHol Accorpanuy Bpadel S3KCIEepTOB MO PEIKUM
3a00JIeBaHUSAM

Bykaaes /I.C. KMH, 3aBEyIOIIUI OTeJIeHUEM KIMHUKH apTporpuno3a ®PI'bY «HMUILL
JETCKOW TpaBMaTosoruu u opronennu umenu .M. Typuepa» Munszapasa Poccun, r. CaHkr-
ITetepOypr, yupeautens npodeccuoHanbHOM 00IeCTBEHHON OpraHu3aiuy "Accouuaiy JeTCKUX
TPaBMaTOJIOTOB-OPTONEA0B [0 PEAKON KOCTHOM MAaTOJIOTUH, CHCTEMHBIM U METa00IMYECKUM
3a00yieBaHUAM cKeneTa"

Basunos M.A. JIMH, Bpay OpToNea-TpaBMartoJior Beiciiel kpanudukamuu ['bY3 A0
«Ob6uacTHas AeTcKas KIMHUYecKas 00JIbHULIAY, T. SpociaBib

BBepenckmii II.C.  kMH, 3aBeIyIOIIMI JETCKUM TPaBMaTOJIOTO-OPTONEINYECKUM OTIEICHUEM
OI'bOY BO "[IpuBOmKCKUI UCCIEN0BATENBCKUI MEAUIIMHCKUN yHUBepcuTeT" Mun3apasa Poccun,
r. Hwkuuit HoBropoa, yupeaurens npogdeccuoHaabHON 00IEeCTBEHHOM oprann3anuu "Acconuanuu
JETCKUX TPABMATOJIOIOB-OPTOIIEI0B 10 PEIKOW KOCTHOM ITaTOJIOTMH, CHCTEMHBIM U

MeTa00JIMUECKHUM 3a00JIEBAHUIM CKeeTa"

71



Buaenckuii B.A. KMH, Bpay TpaBMartoJior-opromne KIMHUKN BBICOKMX MEAUITUHCKUX
texnonoruit um. H.W.ITuporosa, r. Cankt-IletepOypr

Jlan .M. Bpad TPaBMaTOJIOr-OPTOIIE] B OTACJICHUU AETCYKOM KOCTHOM NATOJIOTUH U
noapoctkoBoit oproneaun ®PI'BY «IUTO um. H.H. ITpuopoa» Munzapasa Poccun, r. MockBa
Ko:xkeBHukoB B.B. kMH, 3aBelyIomuil AETCKMM TPaBMATOJIOI0-OPTONEANYECKUM OTACICHUEM

OHBY ®UTOS Munsznpass Poccuu . bapnayn

MemepsikoBa E.A. ocHoBaTenb U TUPEKTOp (POHIA « XPYIIKUE JTFOIN

Asmopvl noomeepaicoaom omcymcmeue QUHaAHCo80U NOOOEPICKU/KOHDAUKMA UHMEePeCcOos,

KOMopbwlii He0OX00UMO 0OHAPOO08aAMmb.
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IMpunoxenue A2. MeTom0/10rusi pa3padoTKu KINMHUYECKUX PEKOMeH Al

Knunuueckue pekomem)auuu C030aHbl HA OCHOBAHUU COBpEMEHHBIX Meafcdynapodnbtx

muuuuecxuxpexomendauuﬁ no 0uaznocmul<e, JleYeHUI0 U 86e0eHUI0 DOJIbHBIX C HeCo6epULCHHBbIM

OCMeO02eHe30M.

]_Ie.]'leBaﬂ AyJuTOopUus JaHHBIX KIIMHUYECCKUX peK()MeHI[aIIHﬁ:

Bpauu-nynsmoHnosoru

Bpauu-neguatpsl

Bpauu o61meit BpaueOHON MpaKTUKHU (CEMEHHbIE Bpayun)
Bpauu-tepanesTsl

Bpaun-renetuku

Bpaun-snaokpuHosorn

Bpauu nerckue 3HI0KPUHOIOTH

Bpauu-xupypru

Bpauu-perckue xupypru

Bpauu- TpaBMaTOI0TH-0PTOIIEIBI

Bpauu- HeBposoru
Bpauwu - pentrenonoru
Bpaun-oTopuHOIapUHTOJIOTH

Bpauu — cypnonoru - OTOpHHOIAPUHTOJIOTH

Bpauu kapauonorn

Bpauu nerckue kapauonoru

Bpauu odransmosnoru

Bpaun-nysnemoHosI0TH

Bpauu no neuebHoM GusKynbpType (WM Bpauu MO0 MEAUIIMHCKON peaOMINTAIINK, WIH Bpaur—
¢u3noTepaneBThl, WIA CHENHUATMCTBI C BBICIIUM (HEMEIUIMHCKHM) 0Opa30BaHUEM
(MHCTPYKTOPBI-METOJUCTBI MO JiIedeOHON (U3KYIbTYpe, WM CHEUUAIMCTBl CO CPEIHUM
npodeccuoHanbHBIM ~ (MEAMIIMHCKUM) oOpa3oBaHHeM (MHCTPYKTOpPHI IO  JieueOHOM
(GU3KyIbType, MEAUIIMHCKUE CECTPBI IO MACCAXKY, METUIIMHCKHE CECTPHI 110 (PU3UOTEPAITUH)).
Bpauu ¢pyHKIMOHATIBHON TUAarHOCTUKU

Crynentsl MenuuuHckux BY3oB

OOyuaromiyecs: B OpIMHATYpe U aCIUPaHType
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MeToabl, HCIIOJIb30BAHHBIE ISl cOOpa/cesIeKIMU 10KA3aTeJIbCTB:

MIOWCK B DJIEKTPOHHBIX 0a3axX JaHHBIX.

Onucanue MeTO10B, HCNIOJb30BAHHBIX /IS cOOpa/ce/IeKIINH 10KA3aTeIbCTB:

JIOKa3aTeIbHOW 0a30d  JUIsl PEKOMEHJAIMK  SIBJISIOTCS  MyOJIMKAlluM, BOIIEAIINE B
Kokpanosckyto 6ubnuorexy, 6a3bl nanubix EMBASE u MEDLINE. I'nyOuna moucka cocrabisiia 5
JIET.

MeTtoabl, HCIOJL30BAHHDIE ISl OIEHKH Ka4eCTBAa M CHJILI 10KA3aTeJIbCTB:

° KoHceHcyc skcnepToB;

° OlnieHKa 3HAYUMOCTH B COOTBETCTBUH C PEUTUHIOBOM CXEMOM.

Tabmuua 1. Illkama oreHkH ypoBHEW mocToBepHOCcTH jokasatensctB (Y1) mns meronos
JMArHOCTUKY (IMAarHOCTHYSCKUX BMEIIATEIbCTB)

Y JII[PaciingpoBka

Cuctematnueckue 0030pbl UCCIEIOBAaHUN € KOHTPOJIEM peepEeHCHBIM METOI0OM WU
1. |cucremaruueckuii 0030p paHAOMU3HPOBAHHBIX KIMHUYECKUX UCCIIEIOBAaHUMN C IPUMEHEHUEM
MeTa-aHalIn3a

OTI[GJ'IBHBIG HCCJICAOBAHUs C KOHTPOJIEM pe(bepeHCHLIM MCTOAOM HUJIN OTACIBHBIC
PAHAOMH3UPOBAHHBIC KIIMHUYCCKUEC UCCIICAOBAHNA U CUCTCMATUYCCKHUC O630pI)I HCCIICIOBaHUI
IF000Tr0 HHSaﬁHa, 3d HCKIIIOYCHUECM PAHAOMU3HUPOBAHHBIX KIIMHUYCCKUX HCCHCHOB&HHﬁ, C
IMPUMCHCHUCM MCTAa-aHaJIN3a

VccnenoBanust €3 TOCIIE0BATENIEHOTO KOHTPOJIS pehepEeHCHBIM METOIOM MIIH UCCIIETOBAHUS C
3.  [pedepeHCHBIM METO0M, HE SBIISIOIIMMCS HE3aBUCUMBIM OT HCCIEAYEMOT0 METOAa UITU
HEpaHJOMH3UPOBAHHBIC CPABHUTEIIbHBIC UCCIICIOBAHUSI, B TOM YHCJIE KOTOPTHBIC UCCIICIOBAHMS

4. HeCpaBHI/ITeHLHHe HCCJICAOBaHNs, OITMCAHNUEC KIIMHUYCCKOTO CJIIyYas

5. MMmeeTcs Tuib 000CHOBAHME MEXaHU3Ma JIENCTBUS TN MHEHHE OKCIICPTOB

Tabnuua 2. Ilkanma oneHKH YpoBHEH mocToBepHOCTH jokasarensctB (Y1) s meronoB
npoUIaKTUKH, JieueHUs U peabumutanuu (MpoQUIaKTUYECKUX, JICUCOHBIX, PeaOMIMTAIIHOHHBIX
BMEIIATEIIbCTB)

Y II[PaciinpoBka

1 CucremaTueckuii 0630p paHJOMU3UPOBAHHBIX KIMHUUECKUX MCCIIEI0BAaHUN C MPUMEHEHUEM
MeTa-aHaJIn3a

OT)IGJ'II)HI)IG PAHIOMHU3UPOBAHHBIC KIIMHUYCCKUEC UCCIICAOBAHNA U CUCTEMATUYCCKHNEC 0630pBI
2. I/ICCJIC,Z[OBaHI/II‘;I 1000r0 I[PISB.IZH&, 3a UCKIIFOYCHUCM PAHAOMU3HUPOBAHHBIX KIIMHUYCCKUX
HCCHCHOB&HHﬁ, C IPpUMCHCHUEM METa-aHalin3a

HepaH)IOMI/I3I/IpOBaHHI)Ie CPaBHUTCIIBHBIC UCCIICAOBAHNA, B TOM YHCJIC KOTOPTHEIC

3. HCCIIEIOBAHU

4 HecpaBHUTENbHBIE UCCIIEIOBAHMS, OTUCAHHIE KIIMHUYECKOTO CIy4asi WM CEPUU CITydaeB,
" |uccrnenoBaHue "Ciry4ai-KOHTPOJB"

5 HmeeTcs muimb 000CHOBAaHUE MEXaHU3Ma JCHCTBHS BMEIIATENbCTBA (HOKIMHUYECKUE

VCCIIETOBaHM) UM MHEHHE HKCIIEPTOB

Tabmuma 3. Ilkanma oreHku ypoBHeW yOemutenpHOcTH pekomeHmanmid (YVYP) mist meromos
npoUIaKTUKH, TUATHOCTUKH, JICUeHHs U peadmmutanuu (MpoUIaKTHYECKHX, THATHOCTUYECKUX,
JIe4eOHBIX, peaOMITUTAITHOHHBIX BMeIHaTeJ'II)CTB)
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YVYP|PactindpoBka

CunbHas pekoMeHaIus (Bce paccMaTpuBaeMble KpuTepun 3PpPeKTUBHOCTH (MCXO/IbI)
SIBJISIIOTCS] BAKHBIMH, BCE MCCIIEIOBAHNS UMEIOT BBICOKOE MJIM yIOBJIETBOPUTEIHHOE
METOJI0JIOTUYECKOE KaueCTBO, X BBIBOJIbI 10 HHTEPECYIOLIUM HCX0J1aM SIBJISIOTCS
COI'JIACOBAHHBIMN )

YcioBHas pekoMeHaalus (He Bce paccMaTpuBaeMble KpuTepun 3PPeKTUBHOCTH (HCXO/IbI)
SIBJIIIOTCS] BAKHBIMH, HE BCE UCCIIEZI0BAHUS UMEIOT BBICOKOE MJIU YIOBJIETBOPUTEIIBHOE
METOA0JIOTMYECKOE Ka4eCTBO M/MIIM UX BBIBOJBI 10 HHTEPECYIOIIUM HCXOaM He SBISIOTCS
COI'JIACOBAHHBIMN)

Cnabas pexomennanus (OTCyTCTBHE JOKA3aTEIbCTB HaJUIekKAIlEero KauecTBa (Bce
paccMmarpuBaeMbie Kputepun 3 HEKTHBHOCTH (MCXO/IbI) SBISIOTCS HEBAKHBIMU, BCE
HCCIIEIOBAHUS UMEIOT HU3KOE METOA0JOIMYECKOE KAYECTBO U UX BBIBOJIBI 110 HHTEPECYIOILUM
MCX0J1aM HE SIBJISIFOTCSI COTJIACOBAHHBIMHU )

C

Metoabl, HCII0JIb30BAHHBIE 1JI51 AHAJIN3A 10KA3aTeJIbCTB:

. 0O0630psI ONTyOJTUKOBAHHBIX METa-aHAIU30B;

o CucremaTtnueckue 00630psI ¢ TAOIUIIAMH TOKA3aTEIbCTB.
Onucanue MeTO10B, HCIIOJIb30BAHHBIX /ISl AHAJIN3A I0KA3aTEJILCTB:

[Tpu oTOope myOnaMKanuii Kak NOTEHLIUATbHBIX HCTOYHUKOB J0KA3aTEIbCTB MCIOIb30BaHHAS
B Ka)XJIOM HCCJIEIOBAHUU METOJIOJIOTHS M3Y4aeTcs JJISi TOTO, YTOOBI YOeIUThCS B €€ BAIMIHOCTH.
PesynbraT n3yueHus BIUSET Ha YPOBEHbB JI0KA3aTEIBCTB, IPUCBAMBAEMBIN ITyOJIMKAIIMU, YTO, B CBOIO
ouepe/ib, BIUSIET HA CHITy BHITEKAIOIIUX U3 HEE PEKOMEHIAIUH.

Ha mnpormecce oreHKH, HECOMHEHHO, MOXKET CKa3blBaThCsi W CYyOBEKTUBHBIN (axTtop. s
MUHUMU3ALNN TTOTEHIIMAIBHBIX OMIMOOK Ka)k[10€ MCCIEAOBAHHUE OLEHUBAIOCh HE3aBUCUMO, T.€. IO
MEHbIIeH Mepe IByMsl He3aBUCUMbBIMH WiieHaMu paboueid rpymmbl. Kakue-nmu0o pa3nuyus B OLEHKax
00CyX/1aHCh YK€ BCell TpyIIoi B MOJIHOM cocTaBe. [Ipr HeBO3MOXKHOCTH TIOCTHKEHUSI KOHCEHCYyCca
IIPUBJIEKAJICS HE3aBUCHUMBII DKCIIEPT.

Tabaunubl 10Ka3aTEJIBCTB:

Tabmuip! JOKa3aTENbCTB 3AMOIHUTUCH YIeHaMH pabodell rpyIibl.
Metoasbl, HCIIOJIL30BaHHbIE A1 (JOpMYJIHMPOBAHUA PEKOMEHIALMA:

KoHceHncyc akenepTos.

JKOHOMHUYECKN aHATU3:
AHanmM3 CTOMMOCTH HE TPOBOAWJICS MW TNyOnukamuu 1Mo (HapMaKOIKOHOMHUKE HE
aHAJIN3UPOBAINCE.
MeToa BaJauaAM3alui PeKOMEH AU :
. BHemHss KcrepTHas OLCHKa;
o BHyTpeHHsIs1 5KciepTHas OLEHKA.

Onucanue MeETOoJa BAJIMIN3AlINH peKOMeHI[aHHﬁ:
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Hactosmme pexkomMeHAanuu B  MPEABAPUTENBHON  BepcUM  OBUIM  pELEH3UPOBAHBI
HC3aBUCUMBIMH SKCIICPTAMH, KOTOPBIX MOMPOCUIIM MPOKOMMCHTHUPOBATH MPCKIAC BCCTrO TO,
HACKOJIbKO HMHTCPIIPpETAlINA OOKAa3aTCIbCTB, JIC)KAIIMX B OCHOBC peKOMCHIIaLIHﬁ, AOCTYyIIHA I
[TOHUMAaHU4.

[lomyyeHpl KOMMEHTapuM CO CTOPOHBI Bpayell MEpPBUYHOIO 3BE€HA B OTHOIICHHUH
JOXOTYMBOCTU M3JIOKCHUS PEKOMEHJAIUNA U WX OLECHKH BaKHOCTH PEKOMEHIAIMA Kak pabodero
MHCTPYMEHTA [IOBCEHEBHOM MPAKTUKH.

[IpenBaputenbHas Bepcus Oblla TakKe HAMpaBlieHA PELEH3EHTY, HE HMEKIeMy
MEIMIIMHCKOTO 00pa30BaHusA, UIS TOJNY4YeHHs] KOMMEHTAapHEB C TOYKUM 3pEHHUS MEPCIEKTHUB
IIaIIUCHTOB.

KOMM@HTapI/II/I, IMMOJIYYCHHBIC oT 9KCIICPTOB, TIIATCIIBbHO CUCTCMATHU3UPOBAIINCH u
oOCcyxJanuch mpenceaareireM U uwieHamu pabodeid rpynmbl. Kaxnaelii myHKT oOCyKpanucs, |
BHOCHMBIE B pE3yJbTaT€ 3TOr0 H3MEHEHUS B PEKOMEHAAIMU pErucTpupoBanuch. Ecim ke
HU3MCHCHUA HC BHOCUJIUCH, TO PCTUCTPUPOBAIIMCH MPUYIMHBI OTKa3a OT BHCCCHUA N3MEHEHUN.
KoHncyabTauus u 3KCnepTHAas OLleHKA:

[Ipoekt pexkomenmanuii ObUT PEIEH3UPOBAH HE3aBUCUMBIMHU JKCIEPTaMHU, KOTOPBIX
MONPOCUIIM TIPOKOMMEHTUPOBAaTh, MPEXJIE BCEro, IOXOAYMBOCTH M TOYHOCTh HMHTEPIPETALUU
JI0Ka3aTeJIbHOM 0a3bl, Jiexkalllell B OCHOBE pEKOMEHJAIlUi.

PaGouas rpynna:

Jlis  OKOHYATEeNbHOM peNakIUu W KOHTPOJS KadecTBa PEKOMEHJAIMH OBbLTH  TMOBTOPHO
MpOaHATM3UPOBAHBl 4IeHaMH pabodeil TpyIIbl, KOTOpble MNPUIUIA K 3aKIIOYEHHIO, YTO BCE
3aMCUYaHUA U KOMMCHTApPHUU SKCIICPTOB MMPUHATEI BO BHUMAHHUE, PUCK CUCTCMATHYCCKUX omrnboK npu
pa3paboTKe peKOMEHAIi CBE/IeH K MUHUMYMY.

Iopsiiok 00HOB/IEHMS KIMHUYECKHUX PEeKOMEH/Ialuii.

MexaHu3M OOHOBJIECHHSI KIMHHUYECKMX PEKOMEHAAlMi MpeaycMaTpUBaeT HMX CHCTEMaTHYECKYIO
AKTyaJIM3allui0 — HE PEXKEC 4YEM OJWH pa3 B TpHU roaa, a TaKKEC IMPH IMOABJICHHU HOBBIX JAaHHBIX C
103NN JIOKaSaTeHI)HOfI MCIUIMHBI 110 BOIIpOCaM JHArHOCTHUKH, JICUCHUA, HpO(bI/IJ'IaKTI/IKI/I n
peabunuTaii KOHKPETHBIX 3a00JIeBaHWM, HaIHMUYMKU OOOCHOBAaHHBIX JOMOJHEHUI/3aMEeUaHUull K

panee ytBep)ka€HHBIM KP, HO He yaie 1 pa3a B 6 Mecsues.
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Hpnﬂomeﬂne A3. Cl'[paBO‘IHLIe MaTepHaJIbl BRJIKOYad COOTBETCTBUC NOKAa3aHuM

K NMPUMEHEHUIO H TPOTHBONOKA3AHN, CIIOCOOOB NMPUMEHEHHs U /103

JEKAPCTBCHHLIX INPpEnapaToB, HHCTPYKIMHA IO IPUMECHCHUIO TICKAPCTBCHHOI'O

npemnapara

1.

Oenepanbubiii 3akoH 0T 25.12.2018 Ne 489 489-®3 «O BHeceHuM u3MeHEHUU B crartbio 40
@enepanbHoro 3axkona "OO 00s3aTeNbHOM MEAMLIMHCKOM CTpaxoBaHUM B Poccuiickoit
Oenepannn" n1 Denepanbablii 3ak0oH "OO OCHOBaxX OXpaHbI 3J0POBBs I'paklIaH B Poccuiickoit
®enepanun" 1Mo BONMPOCaM KIMHUYECKUX PEKOMEH AU,

[Tpuka3z MunzapaBa Poccun Ne 1031 ot 28.02.2019 r. «O06 yTBEepkKACHUH TMOPSAKA U CPOKOB
pa3paboOTKM KIMHUYECKUX PEKOMEHIANWA, X MEPecMOTpa, THIIOBOH (OPMBI KIMHUYCCKUX
pexomMeHnauuii U TpeOOBaHMI K HX CTPYKType, COCTaBy M HaydyHOH OOOCHOBAaHHOCTHU
BKJIIOUAEMO B KIIMHUYECKUE PEKOMEHIAINK UH(DOPMALIUNY.

IIpukaz MunsgpaBa Poccum ot 13.10.2017 N 804 "OO yTBep)KIEHMHM HOMEHKIATYpPbI
MEIUIIUHCKUX YCIyT".

[Ipuka3z MunHCcTepcTBa 3ApaBooxpaneHust Poccuiickoit deaepannn (MunsapaB Poccun) ot 20
nexabps 2012 r. N 1183 r. MockBa "OO6 yrtBepxkaeHun HoMmeHKIATypbl TOMKHOCTEH
MEAUIMHCKUX paOOTHUKOB U (papMarieBTUUECKUX PaOOTHUKOB'".

[TocranoBnenue IlpaButensctBa P® ot 26 ampens 2012 r. N 403 "O nopsake BeneHus
@denepanbHOrO perucTpa JHI, CTPAAAIOUIUX JKU3HEYTPOKAOIIMMH U XPOHUUYECKUMHU
MPOTPECCUPYIONUMU peaKUMH (ophaHHBIMU) 3a00JI€BaHUSMHU, MPUBOASIIUMHU K COKPALIECHUIO
MIPOJIOKUTEIIBHOCTH KU3HU TPAKIAH WM UX WHBAJMIHOCTH, U €T0 PErHOHAILHOTO cerMeHTa"
[Ipuka3 MunucTepcTBa 3apaBoOXpaHeHus U colanbHoro pazsutus PO ot 16 anpens 2012 r. N
366H "O06 yrBepxkaeHun [lopsinka okazaHus neguaTpuIeckon moMomu"

[Ipukaz MunuctepctBa 3apaBooxpanenuss P® "OO6 yrBepxaenun Ilopsiaka oxa3aHus
MEIUIIMHCKOW MOMOIIN OOJIbHBIM C BPOXJACHHBIMHU U (WJIN) HACJIEACTBEHHBIMU 3a00J€BaHUSAMU"
ot 15 Hos1i0pst 2012 1. Ne 917H.

['ocynapcTBeHHBIN peecTp JIeKapCTBEHHBIX cpeacTs: https://grls.rosminzdrav.ru.

OcCHOBHBIC HOPMATHBHO-NIPABOBBIEC AKThI, PEryJTHPYOLIHE OKA3aHUe

NAJTJIHATHBHONH MeIUIIHHCKON ITOMOIIH
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®denepanbHbiii 3akoH "O BHeceHnn n3meHeHui B denepanbHbiii 3ak0H "OO 0CHOBaX OXpaHBI
310poBbs rpaxkgaH B Poccuiickoil @expepanuu” 1o BoNpocaM OKa3aHWs NaUIMATHBHON
MeaunHackoi momonu" ot 06.03.2019 Neo 18-D3.

[Ipukaz MunzapaBa Poccun Ne 345H, Muntpyna Poccum ot 31.05.2019 Ne 372m «OO06
YTBEPKACHUH MOJIO0XKEHUS 00 OpraHU3aly OKa3aHUs NaJTMATUBHOW METUIIMHCKOM MOMOIIIH,
BKJIIOYAs MOPSAIOK B3aUMOJACHCTBUSA MEAUIMHCKUX OpraHU3alliii, OpraHu3aluil CouaibHOro
0o0CTyKUBaHUSI W OOIIECTBCHHBIX OOBEAMHCHHIA, WHBIX HEKOMMEPUYECKHX OpraHu3allui,
OCYHIECTBIISIIOLIUX CBOIO JIESATENILHOCTD B c(pepe OXpaHbl 310POBHSI.

[Ipuka3z MunzapaBa Poccun Ne 348 ot 31 mas 2019 roma «OO0 yTBEp)KICHUU TEPEUHS
MEIUIIMHCKUX W3JIeTUH, MPeIHA3HAYCHHBIX IS MOCP>KaHUs OPTaHOB M CUCTEM OpraHu3Ma
YEJI0BEKa, MPEIOCTaBISEMbIX JIJISl UCIIOJIB30BAHUS HA JOMY».

[Tpuxaz Munzapasa Poccun Ne 5051 ot 10 utons 2019 roma «OO6 yrBepxkaenuu Ilopsiaka
nepefayd OT METUIIMHCKOM OpraHu3aldyd TalueHTy (ero 3aKOHHOMY IPEICTaBUTEINIO)
MEIUIIMHCKUX U3JIeTUH, NpeAHa3HauYeHHbIX I TOAAepKaHus (PYHKIIMH OpPraHoOB M CHUCTEM
OopraHu3Ma 4eJioBeKa, [JIi UCIIOJIb30BAaHWA Ha JOMY TMpU OKa3aHUU MaJUIMATUBHOU
MEIULUHCKOW TOMOIIIM.

[Tpuxa3z M3 P® Ne 831 ot 3 oktsi6ps 2019 rona «O0 yTBEp>KICHUH BEAOMCTBEHHOM 1IeTIEBOM

nporpaMmmsl «Pa3BuTre CUCTEMBI OKa3aHUs NAJUIMATUBHOW MEAUIIMHCKON ITOMOIIINY.

Mpunoxenue A3.1 IlporuBonokazanus u nMo00YHbIE IPPEKTHI OT NPENAPATOB

JJISL JOJITOCPOYHOH NPOPUIAKTHKH.

[Ipenapatsl ITpoTuBonOKa3zaHus [ToGounble 3 heKThI
#3omeapoHOBast KHCIIOTa™™*, JIeTH; He(poTOKCHUYECKOE
#IlaMuapoHOBAs KMCIIOTA OepeMeHHbIE 1 KOpMSIIIHe neiicTeue;
SKEHIITUHEI JTUXOpajaKa, 03H00;
TSDKEJIble HapyLIeHUs TUIOKaTbLINEMUS;
MUHEPAIBLHOTO0 0OMEHa, aHauUIaKTHYECKast
BKJII0Yasi THITOKAJIbLIUEMHUIO; peakuus;
MIOBBIIIICHHAS 00JIb B KOCTSIX;
qyBCTBUTEIBHOCTD K apTpairus;
30JIEIPOHOBOM KHUCIIOTE U MHUAJTHA,

npyrum oudocdonaTam;
HapymeHne (yHKIIHA TTOYeK
Tsoxenon creneru (Cl
KpeaTuHUHA <30 MJI/MUH)

001, TUTIEPEMUS,
OTEYHOCTD, YIIJIOTHCHHE,
(G1eOuT B MecTe BBEACHUS
mpernapara;

TOIIHOTA,

Jrapest;

OJIBIIIIKA;

YBEHT, CKIICPHT,
SMUCKJICPHT,
KOHBIOHKTHBHT, HPHUT U
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OpOUTANLHOE BOCHIAJICHNE,
BKJTIOYAst OpOUTATBHBINA
OTEK;

* OCTCOHEKPO3 HIKHEH
YeIOCTH;

* aHeMus

#Konexanpuugepor™** * IOBBIIIEHHAs * TUINEPKAJIbIUEMMUS;
YyBCTBUTEJIHHOCTH K JTIOOOMY | ¢ THUIEPKAIbLIUYPUS;
KOMIIOHEHTY IIpernapara; *  3armop;
* TUIEPKAIbIIUEMUS,; * nuapes;
* TUICPKATBINYPHSI, *  METEOpH3M;
* KaJbIIMEBBIN * TOUIHOTA;
HedpoyponuTras (B T.4. B * abaoMHUHAIBLHBEIC 0OJH;
aHamHese); * peakluu
* IICEBAOTHIIONAPATUPEO3 TUIEPYYBCTBUTEILHOCTH
(3yA, ChIIIb U KPAITMBHHMIIA)
#Comarponuu™* MOBBIILICHHAS . He(poTOKCHUYECKOE
YyBCTBUTEIHHOCTD K IIOOOMY neiicTBue;
KOMITOHCHTY TIpernapara; . JMXOpaJiKa, 03HOO;
OITyXOJIM TOJIOBHOTO MO3Ta; . TUIOKAJBIUEMHUS;
AKTUBHBIC 3JIOKAYECTBCHHBIC . aHauIakTHUECKas
HOBOOOpa30BaHMS JIFOOOH peaKIus;
JIOKaJIM3alliu; . 00JIb B KOCTSX;
YPreHTHbBIE COCTOSIHUS (B T.4U. . apTparus;
COCTOSIHUSI TIOCJIC OTIEPATUBHBIX | ® MU,
BMEIIATENLCTB Ha Cep/Ille, . 00J1b, TUTIEpEMUS,

OPIOIIHOM TOJIOCTH,
MHO>KECTBEHHBIE TPaBMBI,
ocTpasi ibIXaTenbHast
HEJ0CTaTOYHOCTB;
CTUMYJISILIUS pOCTa y
MALMEHTOB M1OCJIE 3aKPbITHS
snu(U3apHBIX 30H POCTA;
cunapoM Ilpanepa-Buu ipu
BBIPAKEHHOM O’KUPEHUH U
HapyUICHUH JbIXaHUS;
OEpEeMEHHOCTD U MEePUOJT
IPYyAHOTO BCKapMIIMBaHUs

OTE€YHOCTbh, YILNIOTHEHHE,
(hedbuT B MeCTEe BBEICHUS

rpenapara;

. TOILHOTA,

. uapest;

. OJIBIIIIKA;

. YBEUT, CKIIEPUT,

SMUCKIIEPUT, KOHBIOHKTHBHT,
UPUT U OpOUTATIbHOE
BOCIIAJICHUE, BKJIIOYast
OpOUTaTIBHBIA OTEK;

. OCTEOHEKPO3 HUKHEU
YEJFOCTH;
. aHeMMs

Ipunoxkenne A3.2. O0ciienoBaHNne nepea HAYAJI0M M BO BpeMsi IpueMa

NnpenaparoB JJisi A0JATOCPOYHOM NPOPUIAKTUKH

O6cnenoBanue niepen | Oocnenosanue 1 paz B | Esxerognoe
[Ipenmaparsl Ha3sHaYeHHEM 6 MecsIeB o0cnenoBanue
#3onenpoHoBas o 001K aHANIN3 o O0IIMI aHANIN3 * 001U aHANU3 KPOBHU;
KHACIOTa*™*, KpOBHU; * OMOXUMHUYECKHI
#IlamunponoBas o OMOXUMHUYECKUI o OMOXUMHUYECKHIA aHaJIu3 KPOBH
KHCJI0Ta aHaJINU3 KPOBU aHaJIN3 KPOBU (00s13aTENBHO
(00s13aTEIIBHO (00s13aTEIIBHO IMOKa3aTeNM KalbIIHii-
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MOKa3aTelIn
KaJIbIIMH-
dbocdopHOrO
oOMeHa, KpeaTHHHH,
modeBuHa, I1TT,
ButamuH D);
OMOXMMHYCCKUM
aHaJIn3 MOYH
(kanmbuii-
dbocdopHbIli 0OMEH);
V3U nouek u
MOYEBOTO MY3bIPS;
OCTEO/ICHCUTOMETPHU
s

MMOKa3aTeNIn
KaJIbIIUHA-
dbocdopHoro
oOMeHa, KpeaTHHHH,
modeBuHa, I1TT,
ButamuH D);

o OMOXMMUYCCKHI
aHaJIi3 MOYH
(kanmprui-
dbochopHbIli 00OMEH);

e Y3U nouek u
MOYEBOTO MY3bIPS;

e OCTEOJICHCUTOMETPH
s

dbocdopHOro oOMeHa,
KpEaTuHUH,
moueBuHa, IITT,
BuTamuH D);

* OMOXUMUYECKHIA
aHaJIN3 MOYH
(xanbuuii-
(hochopHbIil 00MEH);

* Y3U nouek u
MOYEBOTO ITy3bIPS;

*OCTCOJICHCUTOMETPHUS

e peHTreHorpapus
JUTMHHBIX TPyO4aThIX
KOCTE;

o peHTreHOTpadus
NI03BOHOYHHKA

#Konekanbiupepon™™ | « 0Omuii anamus e 001U aHATHN3 e 001U aHATN3 KPOBU;
KpPOBH; KpOBU; o OMOXUMUYECKUI
o OMOXUMUYECKUIA o OMOXUMUYECKUI aHaJau3 KpOBU
aHaINU3 KPOBU aHaJn3 KpOBU (o6s3aTenBHO
(o0s13aTeNbHO (oGs13aTeNIBHO MOKa3aTeJIM KaJIbIIHii-
MoKa3aTelIn MOKa3aTen ¢dbocdhopHOro ooOMeHa,
KaJIbLIWM- KaJIbLIW- KpEaTUHUH,
dbocdhopHOTo dbochopHOro moueBuHa, AJIT,
oOMeHa, KpeaTHHHH, oOMeHa, KpeaTHHUH, ACT, IITT", BuTamun
moueBuHa, AJIT, modeBuHa, AJIT, D);
ACT, IITT, Butamun | ACT, IITT", BuTamMuH | « OMOXUMHYCCKHUI
D); D); AHAIN3 MOYU
o OMOXUMHUYECKHI o OMOXUMHYECKHI (kampIuii-
aHaJIN3 MOYH aHaJIN3 MOYH dochopHbIil 00MEH);
(xaypLui- (xanpLuii- « Y3U nouek u
dochopHslii 0OMeH); |  (pocdopHbIil 0OMEH); | MOYEBOro My3bIps
e Y31 nouexk u « Y31 nouexk u
MOYEBOTO MY3bIPsI MOYEBOTO MY3bIPsI
#Comarponuu™* e YPOBEHb TOPMOHA e COCTOSTHUE TJIa3HOTO | e OOIIMIT aHAJIU3 KPOBH;

pocTa B KpOBH;

e PEHTTEH KHUCTEMN
(olleHKa KOCTHOTO
BO3pacTa);

nHa;

e PEHTTEH KHUCTEMN
(olleHKa KOCTHOTO
BO3pacTa);

o KOHTPOJIb
apTepHAILHOTO
JABJICHUS HA PyKax
W HOTax;

o KOHTPOIb YPOBHS
TTFOKO3BI KPOBH;

o OMOXUMUYECKUI
aHaJIN3 KPOBU
(KpeaTHHMH,
TpPaHCAMUHA3HI,
INEKTPOJIUTHI,
HIeTI0YHAS

o OOIIMI aHAIN3 MOYH,

80




| | | docarasa)

Ipunoxenue A3.3. PacuundpoBka npuMedaHmii.

..." — mpemapar BXOJUT B IEPEYEHb >KM3HEHHO HEOOXOMMMBIX M BAKHEHMINMX JIEKAPCTBEHHBIX
npenaparoB (Pacnopsbkenue IlpaButensctBa PO ot 12.10.2019 Ne 2406-p, (pen. Ot 30.03.2022 r)
«O0 yTBEep)KICHHH TIEPEYHS KU3HEHHO HEOOXOJMMBIX M BaKHEHIINX JICKAPCTBEHHBIX IMPEIapaToB
Ha, a TaKXKe IMepPeYHel JICKApCTBCHHBIX MpPENapaToB [UIS MEIAMIIMHCKOTO TPUMEHEHUS U
MUHHMAaJIbHOTO AaCCOPTUMEHTA JICKAPCTBEHHBIX TIIPENapaToB, HEOOXOJUMBIX IS  OKa3aHHs
MEIULIMHCKOU ITOMOILIV

# - npumenenue off-label — BHe 3aperucrpupoBaHHBIX B MHCTPYKIMU JIGKAPCTBEHHOTO CPEACTBA
MOKa3aHW OCYIIECTBISICTCS MO PEIICHUI0 BpadyeOHON KOMHCCHU, C paspemieHus JIOKaabHOTO
ATHYECKOTO0 KOMHUTETa MEIAMIIMHCKOW OpraHu3anud (Ipu HAIWYHH), C YCIOBHUEM IOJIHCAHHOTO
MH(GOPMHUPOBAHHOTO COTJIACHS POAWTENEH (3aKOHHOTO MPEICTABUTENS) W TAlMeHTa B BO3PAcCTe
crapuie 15 ner;

**% - MEIUIUHCKOE HM3JIeIHe, UMIUTAHTUPYEMOE B OpPraHM3M YelIOBeKa NP OKa3aHUU METUIIMHCKOM
MOMOIIIM B paMKax IMPOTPaMMbl TOCYJIApCTBCHHBIX TapaHTHi OCCIIATHOTO OKa3aHHs TIpaxkIaHam

MEIUIIUHCKOU TOMOIILIH.

Hpuiaoxenue b. Anropurmsl 1eiicTBUsI Bpaya

[TanieHT ¢ MoA03pEeHNEeM Ha HECOBEPIIIEHHBIN
OCTEOIcHE3

|
L

Jlnaraoctuka
|

v

Koncynpranus
npopunshoro | «—HET

crienyaincra

Jwnarunos

TIOJTBEPK/ICH

HET JucnancepHoe
—_— HaOJIIoIeHNE U
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Ipunoxenue B. Uudopmanusa 1 nmaumeHra

HecoBepuieHHble  OCTeOreHe3—  Ipymna TIeHETHYeCKH  OOyCIIOBIEHHBIX  OoJne3Hei,
XapaKTEepPU3YIOLIMXCs TOBBILIEHHON JIOMKOCTBIO KOCTEH B pe3ysbTaTe aTOJ0ruu KoyareHa | tuma —
cTpajaeT MO0 KOJMYECTBO, JMOO €ro KauecTBO. Tak Kak KOJUIAreH — BaKHEHIas CTpyKTypHas
€IMHUIAa KOCTH, 3TO 3a00JI€BaHUE MPUBOJUT K TOMY, YTO KOCTH CTAHOBATCS JIOMKHUMH, BCIEICTBHE
4Yero BO3HMKAIOT IATOJOTMYECKHe Inepenombl. [lanueHTsl ¢ JaHHOM NATOJOTMEW HMMEIOT 4acTble
NEPeIOMbl, BO3HHUKAIOIINE BCJIEJACTBHE HE3HAYUTENBHOM TpaBMbl, AedopMallii KOCTEH CKeneTa,
HU3KUH POCT M, B 3aBUCUMOCTH OT THUIIA 3a00JE€BaHUS, MOIYT BCTPEYAThCS TAKHE BHEKOCTHBIE
CUMIITOMBI KaK, TOJIyOble CKJEpbl, aHOMaJIWMU JCHTHHA (BemecTBa, (HOPMUPYIIETO 3yObl)
(«stHTApHBIE», OMAJIECIUPYIOLIHE, PO3PaYHbIe 3yObl), IPOrPECCHPYIOIICE CHUKEHHUE CITyXa U T..

JInarsocTuka ¥ jJe4eHue NalUEeHTOB C HECOBEPUIEHHBIM OCTEOT€HE30M IIPOBOJUTCS BpayaMu
CJIEIYIOIINX CIELIMAIbHOCTEH: Bpay4-TPaBMAaTOJIOr-OPTOIE, Bpau-TeHETUK, Bpau-
9HJIOKPUHOJIOT/Bpay-1e€TCKUI 3HAOKPHHOJIOT,Bpauy-HEOHATOJIOT,Bpay-1leANaTp, Bpau-TepaneBT, Bpay
o01Ieli MPaKTUKK (CEMEHHBIN Bpad) U APYTUe B 3aBUCUMOCTH OT KIIMHUYECKOH CUTYaINH.

HeoOxonumocth MeaukamMeHTO3HOM Tepanuu 3aBucuT oT tuna HO: npenapar, pexum
JO3UPOBAHUS U NPOJOJIKUTEIBHOCTD JIEYEHUSI OIIPEIEIISIOTCS BPAYOM.

Taxxe 1o noka3zaHusM MOTYT IPOBOAMTHCS XUPYPru4eCKHe BMEIIATEIbCTBA.

AJleKBaTHOE CBOEBPEMEHHOE U PETYJISIPHOE JICYEHHUE, a TakKe peaduIuTanus cocoOCTBYIOT

YIY4YIICHHUIO ITPOTrHO3a U Ka4C€CTBA KU3HH.

Ipunoxenne I'1-I'4. lllkaJjbl OleHKH, BOMPOCHUKH U IPyrue OlleHOYHbIe
HHCTPYMEHTBI COCTOSIHUSA MAIUEHTA, MPUBEJeHHbIC B KIMHUYECKUX
PeKOMEeHAAUAX

I'l IlIkaabl OLEeHKH, BOMPOCHUKH

He npumensrorcs
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