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UHCcTpyMmeHTaNbHble MeToAbl Uccea0BaHUA
AvnarHocTuka

MopxoAabl K Tepanuu HO

MepaukameHTO3HOE NneyeHne
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Peabunurtayua u coumanbHana agantayus
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Cnucok nutepatypbl

MepeueHb NCNONb3yeMbIX COKpPaLLEHWU I

MeTtoponorua

MeToabl, ucnonb3oBaHHble ana cbopa/cenekumnmn foKa3aTenbCcTs

[loKka3aTenbHoi 6a3on ANA peKoMeHAauui ABAAIOTCA MOWUCK B 3/IEKTPOHHbIX
6asax pgaHHbix PubMed u Medline. [JaHHble KAWHUYECKME pPeKOMeHAaLNU
NOAroTOB/IEHbI HA OCHOBAHWM MEXKAYHAPOAHbIX KAMHUYECKUX PeKoMeHaauun o
AMNarHOCTMKE W TaKTUKe BeaeHus naumeHtoB ¢ HO, pa3paboTaHHbIX rpynnow
skcnepTtoB no HO, a Takxe 0630pa Nyb6AMKALMIN KAMHUYECKUX UCCAenO0BaHUMN.

nybunHa noucka coctasuna 10 ner.
MeToabl, NCNONb30BaHHbIE ANA OLLEHKM Ka4yecTBa U CU/bl A0KA3aTeIbCTB:

OLLeHKa 3HAYMMOCTU B COOTBETCTBUM C PENTUHIOBOM CXEMOW AN OLEHKU CUNbI
pPEKOMEHAAUNM: MeTa-aHanu3bl BbICOKOINO KayecTBa, CUCTEMATU3UPOBAHHbIE
0630pbl  PaHAOMU3NPOBAHHBLIX KOHTPOAMPYEMbIX UCCAEAOBAHUA C HUIKUM

PUCKOM



CUCTEMATMYECKMUX OLINBOK. YpoBeHb [AoKasatenbHoctu 1++ -1+, Cuna
pekomeHgaunin oueHusanacb no OKcpopackol wKane - Tmn A. ONA OUEHKM
KayecTBa, CWUAbl  [OOKa3aTenbcts W GOPMY/IMPOBAHUA  PeKOMeHAaLni

MCNo/1b30Ba/ICA KOHCEHCYC 3KCNepPTOB.

NHauKkaTopbl pobpokavectBeHHOM npaKTMkuM (Good Practice Points-GPPs)
6a3mMpoBanmMCcb Ha KAMHMYECKOM onbiTe paboyen rpynnbl no paspaboTke
pekomeHaaunim. DKOHOMUYECKUIM aHanm3 u nybamkaumm no papmaKkosKOHOMUKE
He aHanM3upoBanucb. Banuauszaums pekomeHgauun 6asmpoBanacb Ha

BHYTPEHHEWN 3KCNEePTHOM oLUeHKe. KOMMeHTapum, Noay4eHHble OT S3KCNepTos.,

CUCTEMATU3NPOBAZINCL M OBCYKAanuUCb npeacenateniem U 4YneHamu pabouer
rpynnbl.  MpoeKT peKkomeHAauuMin 6bin  peueHsnpoBaH  He3aBUCUMbIMMU
sKcneptamn. NS OKOHYaTeNbHOW  pedakuMM U KOHTPONA  KadyecTsa

pekomeHaaunm 6biaun

NOBTOPHO MPOPELEH3UPOBAHbI YNeHaMKn paboyeit rpynnbl, KOTOpble MNPULLAK K
BBOAY, UYTO BCE 3amMe4YaHMA M KOMMEHTapuMWM MNPUHATbI BO BHWUMaHWE, PUCK
cMCTeMaTUYeCcKMX OLNOOK Npu pa3paboTke pekomeHaaumi CBeAeH K MUHUMYMY.
OCHOBHble  peKOMeHAauuu, YPOBHU  [0Ka3aTeNbHOCTM M MHAMKATOPbI
[0OPOKAYECTBEHHON MNPAKTUKM MPUBOAATCA MO  XO4Y U3NOXKEHUA TeKCTa

pekomeHaauunn.

I. OBJIACTb IPUMEHEHUSA
®denepanbubie KauHUYeCKHe pekoMennanuu ([IpoTokon) mo oxazaHuio
MEJIUIIMHCKOW TIOMOIIM JEeTSAMC HecoBepiieHHbIM ocTeoreHesoM (HO) (nmanee
[IpoTokon) mnpegHa3HAauyeHBl IJIs TPUMEHEHUS B CHUCTEME 3paBOOXPAHCHUS
Poccutickon ®@enepanumu.

II. HOPMATHUBHBIE CCBIJIKH



[Ipu cocTaBlieHNM KIMHUYECKUX PEKOMEH 1Al UCIIOJIb30BAHbI CIEYIOIINE
JIOKYMEHTBHI:

e MexnayHaponHas kiaccudukaius OoJe3Hel, TpaBM U COCTOSHHUM,
BIUsIONMX Ha 370poBhe 10-ro mepecmorpa (MKbB-10) (Bcemupnas
Opranuzanus 3apaBooxpaHenus, 1994)

e Howmenknarypa MEJIULIMHCKHUX yCIIyT (MuHHUCTEPCTBO
3paBOOXPAHEHUA U COLMAIIBHOTO pa3BuTus Poccuiickon denepanuu,
2011 r.)

e ['OCT P 56034-2014

1. OBINUE NMOJIOKEHUSA

Pexomennanmu «HO» pa3paboTanbl 715 pellieHrs CASAYIOMNX 3a/1ay:

— OTpeIeNICHUE CIEKTPa AUArHOCTUYECKUX U JICUEOHBIX YCIYT, OKa3bIBAEMBIX
6onbabIM ¢ HO

= YCTAaHOBJICHUE €JIMHBIX TPEOOBAHMM K TOPSAIKY IUATHOCTUKH M JICYCHUS
oospHBIX ¢ HO;

— ONPEIEIICHNE AITOPUTMOB JUArHOCTUKH U JieueHus: HO;

— yHU(UKAIMS pacuyeTOB CTOMMOCTH MEIUIIMHCKON IMOMOIIHU, pa3paboTKu
0a30BBIX MPOTPAMM 0053aTEIHHOTO MEIUIIMHCKOTO CTPaxOBaHUs U TapuQoB
Ha MEIUUIMUHCKHE YCIYTM M ONTHMM3AlMH CHCTEMbI B3aHMMOPACUETOB 3a
OKazaHHYI0 001bHBIM ¢ HO MeIUIIMHCKYIO TTOMOIIIb;

— OCYIIECTBICHHUE  KOHTPOJS  OOBEMOB, JOCTYIHOCTH H  KadecTBa
MEJMIIMHCKOW TMOMOIIM, OKa3blBAEMOW TMAIMEHTy B  MEIHIIMHCKOM
YUPEKJICHUN B paMKaxX rOCyJapCTBEHHBIX TapaHTHN oOecredeHus rpakaaH
OecriaTHON MEAUITMHCKON TTOMOIITBIO.

B HacTrosimmx pexkoMeHAAUMSAX CcJeIyHOIIHMEe METOAbI  JJf1 OIEeHKH

KayecTBa M CWJIbI I0KA3aTe/IbCTB

KoHceHcyc 3kcnepToB;

OneHka 3HaYMMOCTH B COOTBETCTBUU C PEUTHUHIOBOM cxemon (Tabi.1).

Taoauna 1.



PeliTuHroBasi cxemMa JJisi OlleHKH CHJIbI PEeKOMEHIALINA

Crenenn PEKOMEHIAIIUN

KauecTBO Aoka3artejJabCTrBa

1A. CuiabHan peKOMeHJaIus.
BricokoKkadyecTBEeHHOE

I0KA3aTeJIbLCTBO®

COFJI&CYIOHII/ICCH JaHHBIC Xopomo

BBIITOJIHCHHBIX PaAaHAOMU3UPOBAHHBIX
KOHTPOJIHUPYCMBIX I/ICCJ'IeI[OBaHI/Iﬁ U
HCOIIPOBCPIKUMBIC JOKa3aTCIabCTBA B

KaKo-mmbo mpyroit popme

HaHLHGﬁMHG HCCIICAOBAHUA BpsAd JIH
HU3MCHAT YBCPCHHOCTH B OILICHKC IT0JIbB3bI

U pHUCKA.

1B. CuabHast peKoMeHaanus.

Jloka3aTesibCTBO YMEPEHHOE

JlaHHbIE PaHIOMU3UPOBAHHBIX

KOHTPOJIUPYEMBIX WCTIBITAHUI c
BOKHBIMU OTpaHUYCHUSIMU
(IpOTUBOPEUUBBHIC pe3yJbTaTHI,
METOJ0JIOTUYECKUE HEJIOCTaTKH,
KOCBEHHBIE WM HETOYHbBIC), WU OYCHD
yOenuTenbHbIe JJOKA3aTebCTBA B KaKOW-

6o apyroi popme.

JlanbHelue wuccienoBanus (€Ciad OHHU
MIPOBOMASATCS ), BEPOSTHO, OKAKYT BIIUSTHUE
Ha YBEPEHHOCTbh B OLICHKE IMOJb3bl U

pUCKa U MOT'YT USMCHHUTD OILICHKY.

1C. CuabHas pexomenaanus. Huzkui

YPOBeHb 10KA3aTeIbCTBA

JlanHble U3 HaOII01aTEIbHBIX
HCCIIEIOBAHUI, 0€CCUCTEMHOTO
KIIMHUYECKOT O OIIbITA WIIA u3

PAaHAOMU3UPOBAHHBIX KOHTPOJIUPYCMbIX




UCTIBITAaHHI C CephE3HBIMH
HepocTaTkamu. Jlrobast oueHka >ddekra

ABJIACTCSA HGOHpCI[CJ'IG?HHOﬁ.

2A. Caabas peKOMeHAauusl.

I[OKa?:aTeJ'leTBO BBICOKOI'0 KadeCTrBa

C OrIaCyromuecs JaHHBIC Xopouio

BBITTOJTHEHHBIX PaHIOMU3UPOBAHHBIX
KOHTPOJIMPYEMBIX HCCIICIOBAHUM  WIIU
HEOIIPOBEPKUMBIE  JI0KA3aTEJIbCTBA B

Kakon-1100 npyroit hopme

I[EUILHGﬁHIHG HCCIICAOBAHUA BpsAd JIH

HU3MCHAT YBCPCHHOCTL B OHICHKC ITIOJIb3bI

U pHUCKa.
aHHEIE aHJIOMHU3UPOBAHHBIX
2B. Ciaaban peKOMeHIaus. A Pana p
KOHTPOJIUPYEMBIX WCOBITaHUHN c
YMepeHHOe Ka4eCTBO 10Ka3aTeJIbCTBA
Ba)KHBIMH OTpaHUYECHUSIMU
(IpOTUBOPEUUBBHIC pEe3yJbTaTHI,
METOJI0JIOTHUECKUE HEJIOCTAaTKH,

KOCBEHHBIE WJIM HETOYHBIC), WJIN OYCHB
yOeauTeNbHbIE IOKAa3aTeIbCTBA B KaKOM-

6o apyroi popme.

HanpHeliue wuccienoBaHusi (€cau OHU
MPOBOJASITCS ), BEPOSATHO, OKAXKYT BIIUSIHUE
Ha YBEPEHHOCTh B OIICHKE TOJIb3bl U

pUCKa U MOT'YT USMCHHUTD OILICHKY.

2C. Ciaabdas peKoOMeHaauusl.

I[OKSB&TC.H])CTBO HHU3KOI'o Kayecrna

JlanHble U3 HaOII01aTEIbHBIX
HCCIIEIOBAHUI, 0€CCUCTEMHOTO
KIIMHUYECKOTO OIIBITA, WA u3

PAaHAOMHU3UPOBAHHBIX KOHTPOJHUPYCMBIX




ABJIACTCSA HGOHpC,Z[CJIeHHOﬁ

*B Tabmuie nuudpoBoe 3HaUCHUE COOTBETCTBYET CUJIE PEKOMEHIaui, OyKBEHHOE
- COOTBETCTBYET YPOBHIO JIOKA3aTEeIIbHOCTH

MeTOIlbI, HCIIOJIb30BaHHBIC NJIA cﬁopa/ceneknnu A0Ka3aTeJIbCTB

JlokazaTenbHOM 0a30il ISl COCTAaBJICHUST PEKOMEHIAIM SBHJICS TIOUCK B
NEKTPOHHBIX 0a3zax pgaHHbIXx PubMed wu Medline. [lanHble KIMHHYECKHE
PEKOMEHJJallM TOJrOTOBJIEHb HAa OCHOBAaHMM MEXAYHAPOJIHBIX KIMHUYECKHUX
pPEKOMEHIalMii 0 TUarHocThKe U Taktuke BeaeHus HO, pa3paboTaHHBIX TpynHmou
skcnieproB o HO, a Takxe o030pa myOiauKanuil KIMHUYECKUX HCCIEAOBAHUU.

['myOuna moucka coctaBuia S Jier.

Wunukaropel moOpokadectBeHHol mnpakTuku (Good Practice Points-GPPs)
0a3upoBaIUCh HA KJIMHUYECKOM OIbITE paboyedl TIpynmel MO  pa3padoTKe

PEKOMEH TaIrA.

OKOHOMHUYECKMM  aHamuM3 H  [OyOoJukanguu 1o  (apMako3KOHOMHUKE  He

AHAJIM3UPOBAJINCh.

Banunuzanusi pekoMeHianuii 6a3upoBaiach Ha BHYTPEHHEUW DKCIEPTHOM OIICHKE.
KoMmmeHTapuy, TIOJdydeHHBIE OT  DKCIEpPTOB, CHCTEMATU3UPOBAIUCH U
oOcyxaanuch mpeacedaTesieM M wieHamMu — paboueid  rpymmbsl.  [Ipoekt

peKoMeHaaIui ObLT peleH3UPOBaH HE3aBUCUMBIMHU IKCIIEPTaMHU.

Jlns oxkOHYATENBbHOM pEeJaKIMU W KOHTPOJS KadyecTBa PEKOMEHAAIMU ObLIN
MOBTOPHO TMPOPEIICH3UPOBAHbI WICHaMH pabodYeil TPyIIbl, KOTOPbIC MPHIILIU K
BBOJY, 4YTO BC€ 3aME€YaHWs M KOMMEHTapuW TMPHUHSATHI BO BHHMAHHE, PHUCK

CHUCTEMAaTUYECKUX OIMOOK MPH pa3padOTKe peKOMEHIAINA CBEICH K MUHUMYMY

HCIBITAaHUA C CCPBC3HBIMU

HepocTaTkamu. Jlrobast oueHka >ddekra




OcHOBHBIC PEKOMCHOANH, YPOBHHU JOKa3aTCJIbHOCTH " HHIUKATOPbI
I[O6p0K21‘-IGCTB€HHOI>i IIPAaKTUKNU IMPUBOIAATCA 110 XOAY H3JOKCHHA TCKCTa

PEKOMEH TAln.

BricokotexHonmoruunas mnomomib 6oipHBIM ¢ HO mnpemgycmaTpuBaeTr Hamudue
MOJrOTOBJICHHOTO Bpada B 00JAaCTH JTUArHOCTUKH U JIEYCHUs OOJNBHBIX C JTaHHBIM
3a0o0/ieBaHMEM, 3HAHUE KM TMOOOYHBIX S(PQPEKTOB Tepamuu M METOAOB HUX
KOPPEKIIMH, TOATOTOBJICHHOTO CPEIHEr0 MEIUIIMHCKOTO MEPCOHANIA, BO3MOKHOCTD

BBIIIOJIHCHHA KOHTPOJIBHBIX TCCTOB, TCXHOJIOTHA BCIIOMOTaTEIbHOM TCpalinu.

HO otHocsiTcss k penkum (opdaHHBIM) HACHEJCTBEHHBIM 3a00JICBAaHUSIM, YTO
UCKITIOYaeT BO3MOKHOCTh MIPOBEICHUS OOJIBIIINX KOTOPTHBIX u
PaHIOMU3UPOBAHHBIX KOHTPOJIMPOBAHHBIX HCCIEJOBAHUM W IS CO3JaHUS
MPOTOKOJIOB JIMATHOCTUKU M TEPANUU UCIOIb3YIOTCS JIMIIb TEMaTUYECKUE

HCCJICAOBAHUA SKCIICPTOB, OHY6HI/IKOBaHHBI€ B IIOCJICAHUC ABA ACCATHUIICTHA.

Cnucok OCHOBHOM JIUTEPATYPHI:

IV. BEAEHUE ITPOTOKOJIA

Benenue [IpoTokona OCYyIECTBIACTCS ..o.vvenvennennnnnnn.

V. OBIIUE BOITPOCBI
ONPEAENEHUE

HecoBepuweHHbI ocTeoreHe3 (HO) — 3To reteporeHHas rpynna 3aboseBaHui ¢
pasHbIM TUNOM HACNeAOBaHWA, XapPaKTEPU3YIOLWLAACA XPYMNKOCTbIO KOCTeEW,
YacTbiIMM MepesioMamMu, KOCTHbIMKM aedopmaumsamM, HU3KOM MUHEpPasbHOM
NJAOTHOCTbIO KOCTU, N HAPyLUEHMEM KOCTHOM MUKPOAPXUTEKTOHMKM [1]. CornacHo
COBPEMEHHbIM KNAaCCUOUKALMAM B 3aBUCUMOCTM OT KJIMHUYECKUX NPOABAEHUN U
MonekynapHoro aedekta BblaensatoT 15 tmnos HO 1 2 HO-noao6HbIX cMHApPOMA
(cmhppom Bruck n cuHpgpom Cole-Carpenter) [2]. TouHaa KnaccuduKaumMoHHan

AONarHoCTka BO3MOXHaA TOJIbKO Mpv nNOMOWN MONEKYNAPHO-TeHeTU4YeCKnxX



meToaoB uccnegosaHua. bonee 90% Bcex NauLMEHTOB MMEKOT MYTaLUUK B FreHax
KonnareHa COL1A1 w»n COL1A2, xapaktepHble pgna |-IV  tnmnos HO,
XapaKTepusylowmecs ayTOCOMHO-AOMUHAHTHbIM TUNOM HacnenoBaHUA (bonblue
NONOBUHbI CAy4aeB — myTaumm de novo). OctanbHble 10% nauymeHtoB ¢ HO
npeacTaBaeHbl ocTasibHbIMK TUnamum (VI-XV) ¢ ayTOCOMHO-peueccuBHbIM TUMOM
HacnenoBaHMA, CBA3aHHble C MyTauMamum B reHax 0enkoB, y4acTBYHOLWMWX B
buocuHTese M cHopKe MONEKy/bl KONJAareHa, a TaKXe B reHax LWanepoHosB
Ko/i/lareHa U reHe octepukca (aHomanus anddepeHuUnpoBKu octeobnacTtos) [4-6].
OcobHsikom cTouT V TWMN, KOTOPbIM OTAMYAET pas3BUTME occUdMKaLMm
MEMXKOCTHbIX MembpaH 1 popmmpoBaHMEM rMNEPTPOPUUYECKMX KOCTHBIX MO30/1eM
B MeCTax nepesiomoB. [1/1a 3TOro TMna XxapakKTepeH ayTOCOMHO-AOMUHAHTHbIN TMN
HacnepoBaHusa. 3aboneBaHme CcBA3aHO C MyTaumen B reHe |IFITM 5,

NIOKaNn30BaHHOro Ha 11 xpomocome.

MNocneaHAs KAMHWUKO-TeHeTM4yeckaa Knaccudukauma HO ocHOBbIBaeTca Ha
Knaccuyeckon Knaccnoumkauymm D.Sillence (tunbl I-1V) n noctoaHHo aobasnsetca u
NOMOJIHAETCA MO Mepe MNOoABJIEHUA HOBbIX cBeAeHu (Tabnmua 1 npusBoauTcs No

AaHHbIM J.Shapiro, 2014) (24).

Tabauua 1. KnaccuopuKkauma HecoBepLEHHOro ocTeoreHesa

Tun HO, Tvn KnuHuuyeckue MoneKkynapHbii
XapakrepucTtuka HacneAo0BaHUA MpoasneHusa pedekr
| TN, nerkmn, AL Fonybble cknepobl, HyneBaa myTauua B reHe
HegepopmuUpyoLWNA yMepeHHasn COL1A1, YMeHbLleHne
aAebopmauma cuMHTe3a al uenw.
KOHEeYyHoCTen,
Mytaummn B COL1A1l wu
rmnepmobunbHOCTb
COL1A2
CYCTaBOB, Yy 4aCTh
3a4epKKa pocTa
Il TN, NnepuHaTanbHbLIN, ALL AP* Taxenoe nopasxeHme MyTauun 8 COL1AL 1

CKeneTa, nerovyHan




NleTanbHbIN

Il TN, TAXKenbin, AL
edopMMpYOLLUIA
Aedopmupytou, Ap*
AL
IV Tmn, gedbopmumpytowni,

cpesHen TaxecTn

V t1n, gedbopmupyowmii, A
cpesHen TaxecTn

VI Tun, AP
AedopmupyoLni, .
fMnepocTteonaHbIN TUN

VIl Tun, sedopmmupyrownii AP

HeAOoCTaTO4YHOCTDb,
pusomenna

KopoTKkue
NUCKPUBNEHHbIE
KOHEUYHOCTU, TAXKeNbIn
CKO/INO3,
HecoBepLUEHHbIN
AeHTUHoreHes, benble
WUNKU ronyobble cKknepbl

YmepeHHble
aedopmaumm ckeneta
HeCOBEpLUEHHbIN
OEHTUHOreHes,
ronybbie cknepbl

BapuabenbHbii
deHoTun, 6enbie
CKNepbl.
Kanbundukauma
MEXKOCTHbIX
membpaH
npeanaeybs,
OVCNIOKALLMM FrONIOBKM
Jly4eBOM KOCTH,
rmnepnaacTuyeckas
KOCTHaA MO30/b,
HOPMaNbHbINA AEHTUH

CpeaHen
TAXKECTU/TAXKenbli.
PaHHee Hayvano
nepenomos,
ocTeomanaumsa npum
6rnoncmu

CpegHen
TAMKECTU/TAXKeNbIN.
Pusomenus, 6enble
nnu ronybblie cknepol,
HOPMaNbHbINA AEHTUH

COL1A2, SRTAP*,
LEPRE1*,PPIB*

MyTtaunm B COL1A1 n
COL1A2, SRTAP*,
LEPRE1*,PPIB*

MyTtaunm 8 COL1A1 n
COL1A2

IFITM 5

SERPINF1

SRTAP, LEPRE1




Taxenble SRTAP, LEPRE1
aedopmauymmn, m.6.

VIII Tnn, Taxkenbin AP o
NeTanbHbIN
o PPIB
CpepnHen
IX T”n AP TAXKECTU/TAXKeNbl.
CpeaHei SERPINH1
TAMKECTU/TAXKeNbIN.
XTun AP
CpegHen
TAMECTU/TAXKENbIN. FBK10
Xl Tmn AP
CpepaHeit SP7/Osterix
X1l Tvn AP TAMECTU/TAXKENbIN.
CpegHen BMP1
TAMKECTU/TAXKeNbINn.
Xl Tnn AP .
CpenHen
TAMECTU/TAXKENbIN. TMEM38B
XIV tnn AP
CpegHen Wntl
XV v AP TAMECTU/TAXKENbIN.
CuHapomel, cxogHble ¢ HO
Cungpom Bruck AP BpoxkaeHHble MyTtauumn 8 PLOD2, FKBP10
KOHTPAKTYpbI,
CKO/INO3.
Nepenombl, Y
CuHpgpom Cole-Carpenter AL P He BbiABneHo mytaumn 8
KPaHWOCMHOCTO3, reHax KonnareHa
rmapouedanus,

NPOMNTO3 rNa3HbIX
AGNOK.




7 HCTPYMEHTaJ/IbHblE MeTOdbl NCCNENO0BAHUA!

A) MWccnepoBaHMe  MWHEpanmMsauMmM  CKeneTa  OCyLecTBAAETCA  MeTOAOM
ABYIHEPreTM4eCcKoOM PeHTreHOBCKOM abcopbunmomeTpmm NOACHMYHOrO OTAena
NO3BOHOYHMKA L1-L4 nnm nporpammamu Total Body («Bce Teno») nam Total Body
Less Head («Bce Teno 6e3 rosoBbi») HA MOAENAX AEHCUTOMETPOB, OCHALLEHHbIX
neanaTpuyeckon pedepeHTHom 6ason. [Ona oueHkn geduuuta MUHEpPasbHOMU
nnoTHoctn Koctu (MIMK) mncnonb3yetca Z- Kputepuin (Zscore), nsmepsiembli B
CTaHAAPTHbIX OTKAOHeHUAX (SD), a Takke cTeneHb aeduumnta MIMK B npoueHTax

(%).

B) PeHTreHorpadua ckeneta ( Tpyb4yaTbix KOCTEM U NO3BOHOYHMKA) BbIMOJHAETCS
ANA onpefeneHua CoCTOAHUA ONOPHO-ABUraTesIbHOro annaparta 3abosnesaHua u
nposeaeHua audpdepeHUnanbHOM AUMATHOCTUKU  C  KJAMHUYECKU  CXOMKUMMU

coctoAHMAMM (pmMbpo3Han ancnnasua, paxmtonogobHole 3aboneBaHms U T.4.)

B) KonunuyectseHHas KOMMblOTEpPHas Tomorpadus, nossosstowan
NPOCTPAHCTBEHHO pa3genaTb TPAbEKyNAPHYID U KOPTUKANIbHYKD KOCTb W

npoBoAUTb oLUeHKY MIMK pa3aenbHo B KaXKA0M TUNe KOCTu

B) MPT ronoBHOro mo3sra ¥ MO3BOHOYHWKA WCMNOJIb3YETCA KaK YTOYHAIOLWMNA
MeTo4, B TOM 4ucne JAnsa  onpegeneHua  Haauumsa nnatmbasmmn, pucka

HEBPOJONM4YEeCKNX OCJ'IO)KHGHI/IIZ, NMOKa3aHUM K onepaTnBHOMY 1e4eHUIO0 CKOJIN03a.

) Buoncma KOCTHOM TKaHW C Noc/ieAyoWwmMm MMCTOXMMUYECKMM UCCNed0BaHMEM
ncnonbdyetca ana gudpdepeHymanbHom auarHoctmkm HO  co  cxoxumm

COCTOAHUAMM U BepudmKaumm Tunos HO.

1) Y3 opraHoB OptOIHON MOMIOCTU M MOYEK, MaNOoro Ta3a Yy AeBOoYeK CTapLuero

BO3pacTa AN UCKIOYEHUA CONYTCTBYIOLLLEN NAaTONOTUM

E) 3K, 9XOKI



JlabopamopHoeie memoOdsl 06¢cs1e008aHUA:

A) KNMHUKO-BMOXMMMYECKMA MOHWUTOPUHT, BKAIOYAOWMA B ceba KAMHUYECKUN
aHanu3 Kposu, obuwemetabonnyeckmn npodunb: obwmn 6enoK, TrNKO3a,
Mo4YeBWUHA, KpeaTuHuH, ANT, ACT, weno4vyHaa ¢ocdaTasa, ypoBHM obuiero u
MOHM3MPOBAHHOIO KasbLMA, HeopraHuyeckoro ¢ocdopa, NoKkasatenu AMNUAHOro

obmeHa
B) OnpegeneHue ypoBHa BuTamumHa D (1,25(0OH)D3 n 25(0OH)D3).

B) OueHka nokasaTenen KocTHOW pe3opbumm (C-TepmuHanbHble nenTuabl, B-
Cross-Labs, Pyrirlinx-D) umeeT cmbich nepes HasHaYyeHMEM aHTUpPE30pPOTMBHOM
Tepanuu C Lesibio NOCNeAyOLEero AMHAMMYECKOTO KOHTPOAA AN1A OLEHKN CTEMNEHM

ee 30 PEeKTUBHOCTN.
) O6bwmin aHann3 mouun, uccnegoBaHme GYHKLMKM NOYEK MO NOKa3aHMAM
[) MoneKkynsapHo-reHeTU4YecKkne MmeToabl AMarHoCTUKK
KoHcynemauuu cneyuanucmos:
A) Peabunutonor, Bpay ne4ebHom GpU3KyNbTYpbI
B) dprotepanesT, cneyManmcT no nogbopy BCNOMOraTebHOM TEXHUKMK
B)/1OP Bpauy, no nokasaHMAM — ayaMOMETPUSA
) KnuHnuyecknia ncmxonor (pabota ¢ cemben).
1) Xvpypr, opTones,

) dHpOoKpuHONOr, HedpPoor, HEBPONOr, KapAnoaor U Ap.Cheunanmctbl — no

MOKa3aHUAM.
3)OdTanbmonor

MN)CtomaTonor, opTOA40HT, NO NOKA3aHMAM YENHOCTHO-/TULLEBOMN XNPYPT



MopxoAabl K Tepanuu HO

Tepanua naupeHtoB ¢ HO pomkHa OblTb HanpaBiAeHa Ha YyBeAMYEHMe
ABUTraTeNIbHONM aKTUBHOCTU, CHUMKEHME YacCToTbl MNEPesioOMOB, YMEHbLUEHUNE
601eBOro CMHAPOMA U couManbHyto aganTtaumto. MNaymeHTbl ¢ HO nmeroT BbICOKMM
WHTENNEKT, HOPMANbHYI NPOAOMKUTENBHOCTb KU3HW, N NPU A[EKBATHOM

nevyeHnn moryt 6bITb aKTUBHbIMW U CAMOCTOATENIbHBIMW Y/IEHAMMU O6I.I.I,eCTBa.

Mpu neyeHun peten u B3pocabix ¢ HO 06A3aTeNbHO [ONXKEH MCNONb30BATLCA
MEXANCUMNAMHAPHbIA noaxod. ITO CBA3AHO C  Tem, 4TO KAMHUYECKMe
nposBneHMA 3aboneBaHMA BKAKOYAKOT HE TONbKO MOPA’KeHWe OMopHO -
ABUraTeNbHOro annapata, HO W APYyrMx OpraHoB M cucteM (3HAOKPUHHOW,
cepAeYHO-CoCyaAnUCTOM CUCTEMDI, 3pPEHUSA, Cayxa U T.4.). [oNHoUeHHaa aganTaymn
HeBO3MOXKHa 6e3 yyacTusa ncuxosora, pusnyeckoro tepanesTa, peabuantonora,
cneymanucta no nogbopy BCMOMOraTe/NlbHOM TEXHUKWU, U3FOTOBAEHMA OpPTE30B,

XOAYHKOB 1 T.A4,.

Taknm o6pa30M, nedyeHne HO BKAOYaeT HECKO/IbKO OAMHAKOBO BaXKHbIX

KOMIMOHEHTOB!:

1. Meaukamento3Hoe nedyenue (OudocdoHarbl, MeTabOAUTHI BUTaMUHA /],
JIeYEHUE COMYTCTBYIOIIUX 3a00IeBaHMI)

2. AjnexBarHas XHpypruueckas Koppekius aedopmanmii (MHTpaMe Ty UIsIpHbIC

mTUdTHI)
3. AkTuBHasg, HO  OepexHas  peaOuWiuTalMs C  HWCIOJB30BAHUEM
JIOTIOJTHUTETHHBIX TEXHUYECKUX CpEIICTB (opTessl, XOJTYHKH,

BEPTUKAIM3ATOPbI, KOJISICKM aKTUBHOTO THIIA)

4. Tlcuxosormyeckass TOJACPKKAa M CcollMajdbHasg ajanTtanus (co3gaHue
YCJIOBUH JJI1 TIOCEIIECHUS MacCOBOM IIKOJIbI, OacceliHa, HOMOJHUTEIbHBIX
3aHATHI) C 1EJbI0 MAaKCHUMAJbHOTO HCMOJIb30BaHUS BO3MOKHOCTEH

IMalMMCHTOB.



MepgkameHTO3Haa Tepanua

AnnTenbHoe BpemA He CywecTBOBaJi0o MeAMKAaMEHTO3HbIX CnocoboB Tepanuu
naumeHtos ¢ HO, uyto NpuBoAMNO K 60OAbLIOMY YMCNO NEPEeNoMOB, PA3BUTUIO
TAXenbix aebopmaumin, BbIParKEHHOM 3a4ep’KKe NMHEMHOro poCTa, 3a4acTyio
NOSHOM 06e34BMKEHHOCTN NaLMEHTa, YTO B COBOKYMHOCTM MPUBOAMUT K pe3komy
CHU)KEHWUIO KayecTBa KWM3HWM M  BbIPAXKEHHOM COLUMANbHOM Ae3aganatauuu.
MpopbiB B neyeHme HO cBA3aH C NCNO/Ib3OBAHMEM B TEPANEBTUYECKON NPAKTUKe
6ucpocpoHatos (bP) — npenapatos, UCXOAHO MPUMEHAEMbIX ANA TOPMONKEHUA
AECTPYKLMN KOCTM BCNEeACTBME METACTa3MPOBAHUA 3/1I0KAa4YECTBEHHbIX OMyXOnen B
KOCTb, @ B nocaeayowem y B3pOC/bIX ANA Ne4eHNA Pa3HblX BUAOB CUCTEMHOrO
octeonoposa. N3secTtHo, YTo B® OTKNaAbIBAACb B KOCTb, YH4aCTBYIOT B npoueccax
MWHEepanM3aumm KOCTM, OKasbiBasd TOPMOXKEHME NPOLECCOB KOCTHOM pe3opbuuuy,
B/IMAA HA aKTUBAUMIO U NMPOLO/IKUTENbHOCTb KU3HU 3pesiblX OCTeoKnactos. Ha
cerogHA BO BCeM MUpPe MNPUHATA MNpPaKTMKa WHUMUMaumu Tepanun BO B
CNeumann3mpoBaHHbIX LEHTPaX Bpavyamu, MMEKLWMMU ONbIT AUATHOCTUKU W
neyeHua metabonuuecknx 3aboneBaHWn Cckeneta, KoTopaA MoXKeT bObITb
npoJonKeHa B ODObIYHbIX CTAaLMOHApPaX, O4HAKO NAUMEHTbl BCE PABHO AOJIXKHbI
nepuoanyeckn Habn[aTbCca B CNeUManm3mMpoBaHHbIX LEHTPaxX ANA perynapHoro

obcnenoBaHMA U BUAOU3MEHEHUA Tepanuu.
NamunapoHoBasa Kucnota (MK)

Hanbonee unsyyeHHbim npenapatom sasndetca [MK, KoTopas npumeHaeTca gna
nevyenma HO Ha npoTaxKeHnn nocnegHux 25 net. B ctaHgapTHOM npoTtokone [MK
MCNONb3yeTCA B BUAE TpexgHeBHbiX WHOPY3UIM, KOTOpble MNOBTOPAKOTCA B
3aBMCMMOCTM OT BO3pacTa (4yem mnagle pebeHOK, TeM 4alie) U COCTOAHUA
cKeneTta oT 3 A0 6 KypCOB B rof M3 pacyeTa rogoBOM KYMYASTUBHOM A03bl 7.5-9

Mr/Kr B roa.



JleueHne namuapoHatom Haubonee 3¢PEKTUBHO

npu Taxenblx ¢dopmax

3aboneBaHua. B 3Ttmx CAy4yaAxX peKoOMeHAYeTCA HA4YUHaATb J1iedeHne C nepBbixX

HeaeNb XKU3HMN. nOﬂ,pO6Hblﬁ NPOTOKOA, I'IpeLI,I'IO)-KeHHbIl;'I M3BECTHbIM KaHaAACKMUM

npodeccopom F. Glorieux npeacrasneH Ha puc.1.

Puc. 1. NpoTtokon npumeHeHusa lNK B Tepanum nauymeHTtos ¢ HO.

[1pOTOKONT NPUMEHEHUSA
namungpoHarta (F. Glorieux)

3x-gHeBHble MHPY3UK MK kaxable 4 Mecala B TeUeHue 4 net

|

[Mpopomxaet pacTu?

Ha

Het

MNopaepxusatoLada Tepanua 50%
A03bl

MpeKkpaTUTb neyeHue

|

ObcnepoBaHue Kaxable 6 mec




Ha ¢oHe Tepanuu npoucxoamt yBennYeHWEe MUHEePasibHOM MIOTHOCTU KOCTU
(MMK), yTonuweHMe KOPTUKANbHOM KOCTWU, YTO AesaeT KocTb 60/siee NpoYHOMN.
YnydweHne mMMUHepanmsaumm U NPOYHOCTHbLIX XapaKTePUCTUK KOCTM NPUBOAMUT K
CHUXEHUIO YMCNA NEPENIOMOB, YTO OCOBEHHO 3aMETHO Y NALMEHTOB C TAXKEbIMU
dopmamm HO [7-9]. Takke NOKa3aHO BOCCTAHOBAEHME AHATOMUYECKOM CTPYKTYpbI

TeN NO3BOHKOB y AeTemn ¢ Taxenbimn popmamm HO Ha ¢poHe Tepanum MK [10].

B pasnuuHbIX KAMHMKAX, CNeuuanusmpyrowmxcs Ha nedeHun HO, moryt
MCNONb30BaTbCA Pa3/IMYHbIE BapuaLMM NPOTOKOA, NpeanokeHHoro F. Glorieux.
[0 HacToAlWEero BpemMeHW AUCKYTUPYIOTCA CPOKM MpPEeKpalleHns Tepanuu,
onTUManbHble 6upOoCchOHaATb, NleYeHMe B3POC/AbIX MNALMEHTOB, MPUMEHEHME

budpocdoHaToB NpU HepemeHHOCTH.
3oneppoHoBan Kucnota (3K)

Apyrum, 6onee HoBbIM MHPY3MOHHbBIM BD, McnoNb3yembiM B TEpannM NaLUEHTOB
c HO sBnsetca 3oneapoHoBas Kucnota (3K), Kotopasa B cuny csoen bonee
BbICOKOM 3P PEKTUBHOCTN BBOAUTCA 3HAUUTENbHO PEXKE: OAHOKPaTHbIe MHPY3UM

ans getent 8 gose 0,05 Mr/Kr Kaxkaple 6 mecALes.
Pe3sungpoHar (P3)

B 2013 roay onybanKoBaHbl pe3y/ibTaTbl PaHAOMMU3NPOBAHHOIO Naauebo-
KOHTPO/IMPYEMOTrO MUCCNeA0BaHMA NO NPUMeEHeHUt0 pe3ngpoHaTa (P3) y getel ¢
HO. Tepanua P3 6bina 3¢dektMBHOM no cpaBHeHuwo ¢ [B u  xopowo

nepeHocunaco [14].



AneHppoHart (AJIH)

MprmepHO NOXOXKMe AaHHble bbln Noay4YeHbl B pe3y/ibTaTe Uccaen0BaHUS
apPeKTMBHOCTN NepopanbHoro aneHgpoHata (AJ/IH) y aeten ¢ HO. B pesynbTtate
ABYX/NIeTHEro  nnauebo-KOHTPO/IMPYEeMOro  MUCCNeAoBaHMA  MOKas3aHo, 4To
NauyeHTbl, NoAyyYaBWwMe afeHaApoHaT mmenn, npupoct MMK Ha 51% B rpynne
Aeten, nonydaswmx AJTH, Toraa Kak geTtun, noayyaswue nnauebo nmenu npupoct
MIMK Bcero +12%. Takxe y nauymeHToB, nony4aswmx AJIH OTMeYeHO CHUKeHue
MapKepoB pe3opbumm Ha 62% no cpaBHeHWO c nnauebo (-32%), oaHako
pa3NIMuMin B YacToTe NepesiomMoB, CTEMEHW BbIPAKEHHOCTU KOCTHOro 60neBoro
CMHAPOMA, TO/NLWMHA NOAB3AOLWHON KOCTU, @ TaK¥Ke BbICOTA Te/l NO3BOHKOB He

OTIMYANUCL Mexay rpynnamum. [15].
HepugpoHart (HP)

HepugpoHat — 6ucbocdoHaT ana napeHTepanbHOro MNpPUMEHEeHMUs,
NPMMEHAEMbIN B pALE eBPONENCKMX CTPAH, B YaCTHOCTW, B UTanum gna tepanum
HO. 3To eaANHCTBEHHbIM 3aperncTpupoBaHHbIM B EBpone npenapaT 4na nevyexHua
HO y petei. MNpenapaT BBOAUTCA BHYTPUBEHHO B Ao03e 2,0 mr/Kr Kaxaple 3

mecaua.
HexenatenbHble aBneHUA npu tepanuun bP

Cpeaun HexenaTtenbHbIX ABneHU (HA), XapaKTepHbIX NPeMMyLLLECTBEHHO
ANA UHOPY3MOHHbIX B® saBnaeTca pasBUTMEM «rpuMnnNonoaobHOro» CUHAPOMA,
BO3HMKatlowero Ha 1-2 aeHb nocne nepsoro BBegeHna bP. «punnonogobHbIN»
CUHOPOM NPOABAAETCA /IMXOPAAKoOM, O3HOOOM, MUWANTMAMM, apTPANTUAMMU,

occaarmamm w”m CBA3aH C BbICBO60)-K,£I,eHVIeM M3 Knetok 6onbworo 4ucna



NPOBOCMNANNTENbHbIX LMTOKMHOB. Kak npasuno, nocneaytrowme umkabl MK nam
BeegeHma 3K npoteKkatoT 6e3 Kakux-nmbo HA. [ns ymeHblleHMA cTeneHu
BbIPAXEHHOCTU «TPUNNONOAOCHOHOro» CUHAPOMA npeanaraeTcs MNpPUMeEHeHue
KOPTUKOCTEPOMAOB B KayectBe MpemMeauKaumn nepen, NepBbiM  KarKAbiM
BeegeHnem [IK B nepBom UuUMKne wanm  nepsbim  BBegeHnem  3K.
«punnonogobHbIN»  CMHAPOM OMUCaH TaKXKe W Npu  UCNONb30BaHUMU
nepopanbHbix b®, HO 3HaumTenoHo pexe. [Opyrum HA cneayetr cuutathb
TPAH3UTOPHOE CHMXXEHNE YPOBHEN CbIBOPOTOUYHOTO KanbumA #-decdoepa, KOTopoe
B PEeAKUX CAy4yanX MOMKEeT MPUBECTU K TUMOKaNbLUMEMUYECKUM CYyA0POram.
TpaH3UTOPHOE CHUXKeHMe YpoBHA ¢ochopa 0b6blMHO ObiBaeT 6ECCMMMNTOMHbBIM.
Ona NpodMNaKTUKM 3TOr0 OC/NOMHEHMA NauMEeHTbl, NOoJyyalolmne nevyeHue
6udochoHaTamMM A0/MKHbI  NOAYYaTb MpenapaTbl Kanbuua M BUTaMMHa D B
BO3PACTHbIX A03MPOBKax. HecmoTpa Ha OTCyTCTBME HapyLeHW MUHEpPasibHOro
obmeHa npu HO, B 3MHME MecAUbl PEKOMEHAO0BAH Npuem BUTaMMHa [, TaK KakK
ero geduumnT yxyawaeT COCTOAHME KOCTHOM TKAHM M MOXKET yBeAnunBaTb PUCK
nepenomos. Ana nogbopa [03bl BUTAaMWMHA [ KenaTeNbHO onpeaeneHue ero

YPOBHSA B KPOBMU.
Xupypzuueckoe neyeHue demeii c HecosepweHHbIM 0CMeo2eHe30M

Llenb xvpyprnyeckoro nevyeHusn AETEVI C HecoBepLWEeHHbIM OCTeOreHe3oOm —

NOBbILLIEHNE KAaYeCTBa MUX KU3HM.
3apavyamm XMPYPruyeckoro Ne4eHma MoryT ABAATLCA:

e VYBelanueHHe IBUTATEILHOU aKTUBHOCTH
o [IpodunakTrka MaToIOrHYECKUX MEPETOMOB 3a CUET YCTPAHCHUS

nedopManuii 1 KOPPEKIMA MEXaHUIECKON OCH



e ViydieHue PYHKIMU CyCTaBOB

MoKasaHMAMU K  XUPYPTrUYECKOMY JIEYEHUID  ABAAIOTCA  NaTONOrMYecKue
nepenombl, /IOXHble CycTaBbl U AedopmMaumm KOCTENM HUMKHUX U BEPXHUX
KOHEYHOCTEN, Hapywawuwme ux OGYHKUMIO M NPenaTcTByloWME aKTUBU3ALMMK
nauyeHtoB. [pu onpeaeneHUM MOKa3aHUM K XUPYPTUYECKOMY JIEYEHMUIO,
NPUOPUTETOM ABNAETCA YBE/IMUYEHME ABUraTe/IbHOM aKTUBHOCTU, NPodMNaKTUKa
nepenomoB, CBA3AHHbIX C WU3MEHEHMEM MEXaHWYECKOM Harpys3KM Ha KoCcTb W
HaZIMYMEM JNOXKHbIX cycTaBoB. KocmeTuuyeckaa Koppekuusa pedpopmaunii He
ABNAETCA MNOKAasaHMeM K XMPYPruYeCcKoMy JIeYEeHUI0, TaK KaK npuBoauUT K
ANVUTENbHOMW  AONONHUTENbHON  MMMOOMAM3AUNK,  YBEIMYEHMUIO  CTEeneHwu
OCTEONOPO3a, a BNOCNEACTBUU — CHUMKEHUIO [ABUraTeNbHOM aKTUBHOCTU MU

AOMNONHUTENbHOM MHBannansauum nauneHTos (R.Fassier, Sponseller)

Haunydwme pesynbTaTbl XMPYPruyeckoro Ae4eHuns yaaeTcsa NoayuynTb y AeTel,
NoNy4YaBLINX ANNTENIbHOE IeyeHne ocTeonoposa bucocdoHaTamm, Tak Kak
BblPa*KeHHbI OCTEOMNOPO3 3aTPYAHAET BbINONHEHME ONEPATUBHbIX MPUEMOB U

CHUXaeT cTabnNbHOCTb OCTEOCUHTE3A.

I'Ipep,orlepau,MOHHoe O6Cﬂeﬂ,OBaHMe ﬂ,ETeIZ C HecoBepLWEHHbIM OCTEOreHE3OM

BKAKOYaeT B cebA:

e OOIIEKIMHUYCCKUI M OPTOTICINICCKUN OCMOTP, aHTYJIOMETPHIO

e (OOcrnenoBanHue neauaTpa

e OKT

e OyHKIWS BHEIIHETO JBIXaHUS, TPH BO3MOXHOCTH €€ BBITTOJTHCHUS

e Pa3BepHyTHIN aHAIN3 KPOBHU C MCCJICIOBAHUEM BPEMECHH CBEPTHIBAHUS U

AJIUTCIIbHOCTH KPOBOTCUCHMA



¢ DBHOXMMUYECKNN aHAIU3 KPOBH, BKIKOYAOIINNA TOMUMO OCHOBHBIX
nmapameTpoB, COepKaHUE OOIIEro U HOHN3UPOBAHHOTO KaJIbITHS,
aKTUBHOCTbD IIEJTOYHON (PocdaTaspl, KOHIICHTpAIMIO 00I1Iero 0emnka,
AIEKTPOIUTOB, KOATYJIOTPAMMY.

e ['pynna kpoBu U pe3yc- pakTop

e Pentrenorpadusi cerMeHTOB KOHEYHOCTEH M TTO3BOHOYHHKA

¢ KT u MpT — N0 MOKa3aHUAM

e PeHTreHoBCcKas ACHCUTOMCTPHA

MNocKonbKy 601bLINHCTBO XNPYpPrmv4ecknx BmeLaTenbCTB Npu HecoBepweHHOM
octeoreHese OTHOCUTCA K KOppuUrMpyrowmm oOCTEOTOMUAM, H€O6XOAMMO
onpenennTb cnocob OCTEeOCHUHTE3Qa, MCHOﬂb3yeMblﬁ d)MKcaTOp n

nocneonepaumoHHy0 MMMoBUAN3aumio.

HaKocTHbIN 1 BHEoYarosblt octeocuHTes npu HO He ucnonbayetcs. Ewe B 80e
rogbl 6blN0 AOKa3aHO, YTO NOPOTUYHAA KocTb Npun HO paspylwaetca noa
BO34ENCTBMEM PUTNAHBIX METANZIMYECKMUX KOHCTPYKLMN. Kpome Toro, BO3HMKatoT
HOBbl€ MepPesIoMbl BbILLE U HUMXKE KOHCTPYKLMIA, YTO NPENATCTBYET YBE/IMYEHWNIO

ABUraTe/IbHOM aKTUBHOCTU U YBEIMYMBAET CTENEHb MHBannamsauum (24,25,26).

B HacTosALLee BpemaA NpeAnoyYTeHME OTAAETCA MHTPamMeayNAPHbIM pUKcaTopam,
B NMepByto oyepeab Teneckonmyeckum wtuetam (Fassier-Duval unu Bailey-
Dubow), npumeHeHMe KOTOpbIX He TpebyeT NOBTOPHOro BMeLlaTeIbcTBa No Mepe

pocTa pebeHKa.

Ocob6eHHOCTbIO OCTEOCUHTE3A npu KOppUrmpyrowmnx octeoTommax npu
HecoBepweHHOM ocTeoreHesey ﬂ,eTeVI ABNAETCA npeanoyTeHne KOHCTPYKUUNAM,

duKecnpyrowmm 60bLLYIO YacTb AIMHHOM TPpy6BYaTOM KOCTU, YEM A0CTUrAETCS



apmupyowmin apdekT, 4To NpeaoTBPaALLAET BO3HUKHOBEHME NEPENOMOB U

Aedopmaymii. NMpu MCNONb30BaHMUM 3NACTUYHBIX MHTPAMELYNNAPHbIX CTEPXKHEN U
HA/IMYMN TEXHUYECKOM BO3SMOXKHOCTU peKoMeHayeTcA TpaHCcPU3apHoe BBegeHME
napbl CTpeXKHel. B cnyyae obantepaumm KOCTHOMO3roBOro KaHana Npov3BoAMUTCA

€ro paccsepsinBaHueE.

OnntenbHo cyuwecTtayowme gedpopmaummn HepeaKo CONPOBOXKAAOTCA
KOMMNEeHCaTOPHbIMM AedopMaLUaMM NPOTUBONONOKHOM HAaNPaBAEHHOCTH, YTO

TpebyeT BbINONHEHMA OCTEOTOMUM Ha 2 U Bonee YPOBHSX.

B cBA3K C BO3MOXKHOM KpOBOI'IOTeper/'I BO BpemAa onepaunmn HEO6XOAMMO MMETb

3anac JOHOPCKOW 04HOrOPYNMHOMN KPOBM.

B nocneonepaymMoHHOM nepuoae nauneHTbl C HeCcoBepLEeHHbIM OCTeoreHe3oOM
AEMOHCTPUPYIOT CPaBHUTE/IBHO KOPOTKUNE CPOKU KOHCO/TMAaUunKn, Nn0O3TOMY, ANA
I'IpOCI)VIJ'IaKTMKI/I TMMNOKNHETNYECKOIO OCTEONOPO3a PEKOMEHAYETCA PAHHAA

dKTnBM3auunA.

Koppekyusa depopmayuii u uHmpameoynnsapHsie mesaecKkonuyecKkue KOHCMpPyYKyuu.

OCHOBHbIMW XMPYPrUYECKUMU MeTogZamMu nedeHuns pedopmauunii Kocten y aeTen ABAAOTCA
Koppurnpytowme ocTeoTOMUM, OCHOBHbIM COCOOOM OCTEOCUHTE3A — MHTPaMeayNNspHbIn [5,6,8,15,20].
MpeBEHTUBHbIN OCTEOCUHTE3 AJIMHHbIX TPYOUATbIX KOCTEMN, @ TaKKe OCTEOCUHTES MPU NepesiomMax TaKkKe
BbIMOJIHAETCA C NPUMEHEHUEM UHTPAMEAYNNAPHBIX TENECKOMUYECKMX KOHCTPYKUMiA [9,10,14].

O6WMM NPUHLMMOM TNAAHWPOBAHWUA UM BbINOJIHEHWA KOppeKuun aedopmauumii asasetcs
npeasapuTeibHOe UccegoBaHMeE N0KaAN3aLUMM U BEANUYUHBI gedopMaumii ANNHHBIX TPy6UYaTbiX KOCTeN.
YuutbiBaa TOT ¢aKkT, 4yto npu HO nopaxeHbl BCE KOHEYHOCTW, AAA MNIAaHUPOBAHUA KOPPEKLMI
peKkoMeHAayeTCcA UCNo/b30BaTh pedepeHTHbIe AaHHble [16].

Mocne onpeaeneHuns ypoBHeN U BeIMYMHbBI gedopmMaumii onpesensieTca KoanM4ecTso Tpebyembix
OCTEOTOMWI WM BEAUYMH KOppeKuui. MMpu 3TOM KpaliHe BaXHO AOCTMYb 33 OAHO OnepaTMBHOE
BMeLLATe/IbCTBO KOPPEKLMI BCEX KOMNOHEHTOB gedopMaunii BCe KOHEUYHOCTM, TaK Kak aedpopmaunm
4acTo NPOTMBOHAMPAB/EHbl M HOCAT KOMMNEHCUPYIOWMIA XapaKTep Ha Bbllie- M HWXKE JNexalimx
cermeHTax [10,19]. B aTom cayd4ae KOppeKUuMs AWlb Ha OAHOM YPOBHE MpuBEAET K aKLUeHTyauuu



aedopmaumm Ha gpyrom, yxyaweHuo ¢yHKUMOHANbHbIX BO3MOMHOCTEM KOHeyHOCTU. Kpome TOTrO,
TaKana 4YaCTM4YHAA Koppekuua npeapacnosiaraer no-npeHemy AepopMUPOBaHHLIN CErMeHT K
NaTo/IONMYECKOMY MepesioMmy BBMAY NEPCUCTUPYIOLWMX NaTONOrMYeckux nsrmbatowmx ycunmn Ha ¢oHe
I'IOCTOI'IGpBLI,VIOHHOVI VIMMO6VIJWI33LI,VIVI M pa3suBarolleroca Bcaeacrteye 3Toro CHMXeHmMnM NAOTHOCTU
KOCTHOM Macchbl.

MeTogOM  OCTEOCMHTE3a MNpPU  MHOTO- WAM  OAHOYPOBHEBbIX OCTEOTOMMUAX  ABAAETCA
WMHTpPaMeayNAPHbIA OCTEOCUHTES, KaK BblN0 YKa3aHo BbllLe.

HaKocTHble NAacTUHbI, BUHTbI, MacCUBHblE PUrMAHbIE TBO3AW ANA OCTEOCMHTE3a KOCTHbIX
OT/IOMKOB MNpPU HECcoBepLIEHHOM OCTeoreHese He MNPUMEHSIOTCA, TaK KaK OHW CO34al0T KOPOTKUM
PUIMAHbBIN Y4ACTOK Ha KOCTU, BbILLE M HUXKE KOTOPOro 4acTo npoucxoaaT nepenombl [10,11].

Cpeam OCHOBHbIX MHTPamMenyNNAPHbIX TEECKOMUYECKMX KOHCTPYKLUIN cneayeT OTMETUTb

1. BCTPEYHbIN TpaHCOU3APHbIM MHTPamedyNNsPHbIA OCTEOCUHTES 3/1aCTUYHbBIMU
crepxkHAMM (FlexibleIntramedullaryNailing - FIN) [8,10],

2. TeNecKOoNU4Yeckunii ctep»keHnb Bailey-Dubow [6,7]

3. TeNecKoNUYeckunii ctep»keHnb Fassier-Duval [10,11,19].

OCHOBHbIM NPUHLMNOM MHTPAMeAYNNAPHbIX KOHCTPYKUMIA AMHHbIX TpybyaTbix KocTel npu HO
ABMAETCA MX TENEeCKONUYECKMI XapaKTep, KOTOpPbIA MO3BOASIET MOCTOSAHHO B MNpouecce pPocTa
apMMpOBaTb KOCTb Ha BCEM MPOTAXEHMU: MO Mepe pocCTa CermeHTa YacTu TeNecKomNUYecKown
KOHCTPYKLUMM pacxodAaTca B MNPOTMBOMOJ/IOMHbIE CTOPOHbI (puc.l). JocTuraetca 3To TpaHcdU3apHbIM
BBEeAEHNEM KOHCTPYKLMI — PUrMAHBIX UM 3N1aCTUYHDBIX CTEpXKHel [8,20].

PucyHok 1. Mpumep npumeHeHUn TpaHcHM3apHOro TeNeCKONMYeCcKoro octeocnHTesa: A —yepes 1 mecay,
nocne onepauuu, b — uepes 1,5 roga BUOHO ABHOE PACXOMKAEHWE 3MACTUYHBLIX CTEPXKHEN B
NPOTUBOMOOKHbIE CTOPOHbI.



Huxke npeacraBaneHbl OCHOBHbIE 0Cc0beHHOCTM OCcTeocHMHTE3a Pa3IMYHbIMN KOHCTPYKUUAMMN.

1. BcTpeuHbli TpaHCPU3APHBIN MHTPAMEAYNNAPHBIA OCTEOCUHTE3 3/1aCTUYHbIMM
crepkHaAMmun (FIN) (puc.2).

Mpu paHHOM crnocobe B KOCTHO-MO3rOBOW KaHa/l BBOAATCA MpenBapUTENbHO
PAaBHOMEPHO W30rHyTble HA BCEM MNPOTAXEHWUU 3SNACTUYHbIE CTEPXKHM, MNPEUMYLLECTBEHHO
TUTAHOBbIE, AMAMETPOM (B 3aBUCMMOCTM OT AMAMETPA KOCTU MU KOCTHO-MO3roBOro KaHana) ot
1,5 po 4 mm. BeegeHMe UX OCYLLECTBNASETCA HAaBCTPeYy ApYr Apyry Yepe3 NpPoTUBOMNO/IOMKHbIE
anndu3sbl uan anodusbl (Hanpumep, ecan pedb MaetT o bonblioM BepTesne) TpaHChU3apHO.
BaXKHbIM  acrmeKTOM MNpoXoXAeHus ¢u3nca ABNAETCA MNPUMEHEHWe TpoaKapa WM
XMPYPrMYecKoro Wuaa U BbiMNOJIHEHME OAHOKPATHOrO MaHeBpa, YTobbl M3b6exaTb M3NULLIHEN
TPaBMaTM3aLMM 30HbI POCTa.




PucyHok 2. [Mlpumep nNpUMMEHEHUA MWHTPamMeayNNsPHOro TpaHCPU3apPHOro 3/1aCTUYHOro
OCTEOCMHTE3a Y AEBOYKM 2X JIET: A — peHTreHorpaMmbl NPaBo N NEBOMN HUMKHEN KOHEYHOCTU, b
— BHewHWn Bua, pebeHka. [lo onepaumm pebeHOK COBEPLUEHHO He XoAWUA U He cTosn, B —
pPEeHTreHorpaMmMbl KOHEYHOCTEM B MPAMOM npoeKkuun, begep — B OOKOBOM MpoeKuun nocne
BBEAEHWA NACTUUHbIX CTEpXKHEN, [ — pebeHOK Havan CTOATb C ONOPOI HAa KOHEYHOCTM Yepes 3
MecALa M CAMOCTOATENBbHO XO4MUTb —Yepe3 5 mecaues.



NHTpameaynnsapHbIM 31aCTUYHbIA OCTEOCMHTE3 ABAseTCcA Haubonee 3ddEKTUBHbIM
cnocobom oCTeoCUMHTE3a NpU KoppeKkumn aedopmaumini BepXHUX KoHeyHocTel. MoKasaHus K
onepaTMBHOMY BMELWIATENbCTBY Yalle BO3HMKAT npu gedopmauuax npeanneybs,
3aTPYAHAOWMX UCNOIb30BaHNE BEPXHEN KOHEYHOCTU B NOBCEAHEBHOM XMU3HM [10,21]. UMeHHO
Manbli AMaMeTp KOCTel npeannedybA nNpeanosiaraeT WMCMNo/b30BaHME WHTPaMeayANAapHbIX
cTep)kHel guametpom 1,5-3 MM ANA OCTEOCMHTE3A KOCTHbIX OT/IOMKOB MOC/E KOPPUTUPYHOLLNX
ocTeoToMMit (puc.3).

A )
PucyHok 3. Mpumep Koppekuuu gedopmaunit Kocten npeanneybsi: A — peHTreHorpammbl
npegnneyba Ao onepaumn, b — nocne Koppekuun pedbopmauuii U MHTPAMeAYANAPHOro
3N1aCTUYHOrO OCTEOCUHTE3a.

Mpeumywecmea makozo cnocoba ocmeocuHmesa [8,10,14]. [aHHblA cnocob
OCTEOCMHTE3a MOXKET ObITb NPUMEHEH MPaKTUYECKM Npu Ntobbix pasmepax Koctu. Kpome Toro, B
cnyvyae ob6auTepaumMm  KOCTHO-MO3FOBOrO KaHafa, npeABapuUTeNbHOE [aXKe Hewwupokoe
paccsepnvBaHne GbparmeHTOB MO3BOAAET NPOBECTU 3/1ACTUYHbIE CTEPXKHM Manoro Auvametpa.
[aHHbIN cnocob ocTeocnHTesa cTabmaM3nMpoBaTb KOCTHble GPArmMeHTbl MPU MHOTOYPOBHEBbIX
OCTEOTOMMAX. INACTUYHBIA XapaKTep OCTEOCUMHTEe3a NO3BONAET pacnpenenTb Harpyskn BAoNb
BCErOo KOCTHO-MO3rOBOrO KaHana, YTo CMoCcO6CTBYeT KOCTHOM KOHCONMAAUWMW U He Bbi3blBaeT
HapyweHNA  MNPOYHOCTHbIX  CBOWCTB  KOPTMKaNbHbIX  MNAACTMHOK. Kak w  apyrue
NHTPaMenyNNAPHbIE TeNeCKONMYECKMEe KOHCTPYKLMN NpeaoTBpaLLaeT NOBTOPHbIE MepenoMbl, U
AaXKe NpW UX HACTYNAEeHUM - CTabunmampyet KoOCTHble parmMeHTbl, NpeaoTBpaLan MUX
cywecTBeHHoe cmelleHMe. HaKoHel, Teneckonuyeckuin xapaktep FIN apmupyeT KocTb Ha
NPOTSA)KEHUM €e pPOocCTa, CTabuAM3UpYIOWME CBOMCTBA WHTPAMEAYANAPHbIX CTEpPXKHeM
coxpaHatoTca npu nepekpbiTm 30% n 6onee nx gANHLI.



aHHaa memoOuKa He auweHa Hedocmamkog[8,10]: cpaBHUTENbHO YacTas MUrpauus
9NaCTUYHbIX CTEP)KHEM W3 KOCTU (BbICKanb3biBaHWE), 4TO TpebyeT WX AOMNOAHUTENbHOMN
dMKcaunmn, HeobXoAMMOCTb 3aMeHbl CTEP)KHEN NO Mepe PocTa KOCTU B A/IMHY U YBEANYEHUSA
ANaMeTpa, OTCYTCTBME BO3MOXKHOCTU PaHHEN Harpy3Kn Ha ONepupoBaHHYH KOHEYHOCTb.

2. Teneckonuuyecknin ctepxkeHb Bailey-Dubow(puc.4) coctonT us gsyx Yactei. OgHa
M3 3TMX YacTel NoJsas M B Hee BCTaBAAETCA Apyras npu ocTeocuHTese. Ha NpoOTUBOMOJIOMKHbIX
KOHLAX CTepXHW umetoT T-obpasHble YMNOpHble MNAOWAAKKW, KOTopble MNpensaTcTBYHOT
NOrPyeHUIO CTEPKHEN B KOCTHO-MO3rOBOM KaHa/l B NpoL,ecce eCTeCTBEHHOIO POCTa KOCTU.

Mo CpaBHEHUID C 3/1aCTUYHBLIMU CTEPXKHAMM TENECKOMUYECKU CcTep)keHb Bailey-
DubowsBnstoTca bonee purngHon cuctemoint. Mimerotca CTep)KHM gmnameTpom oT 3,5 mm go 5
MM.

A b
PucyHok 4. Mpumep NnpuMeHeHUs TefleCKoNMYeckoro ctepkHa Bailey-Dubow: A — nocne
KoppeKunn agedpopmaumm M KOHCONMZAUMM Ha npaBom beape, b — pacxoxaeHue uvacten
CTEepKHA npaBoM 6eapeHHOM KOCTM MO Mepe pPocTa CerMeHTa, CleBa — OCTEOCUMHTE3 U
KoppeKuns aebopmaymi.

EcTb onpeaeneHHbie CNOXKHOCTU NPUMEHEHNS aHHOTO cTepXKHA [7,23]. JaHHbil cnocob
OCTEOCMHTE3a OrpaHUYeH B MPUMEHEHUM MPU AMAMETPe KOCTM meHee 6 mm. Kpome TOro,
TEXHONOMMA ero BBeAEeHMA NogpasyMeBaeT BbINOJHEHWE apTPOTOMMUU KONIEHHOMO CyCcTaBa, YTo
MOBbILAET PUCK OC/IOKHEHMI Ha YPOBHE KONEHHOro CycTaBa. BBegeHue, Kak npaBuio, NONOM
YacTU CTEepPXKHA aHTerpafgHo, a UeNbHOW, BXOAALWLEN B MOJYH, - PETPOrpaAHO 3aTpyaHSET U
NPaKTUYECKN AenaeT HEeBO3MOMKHbIM MPUMEHEHME AAHHOTO TE/IECKOMUYECKOro CTEPKHA ANA
ocTeocuHTe3a 6oblebepLOBON KOCTH.

3. Teneckonuyecknin ctepeHb Fassier-Duval TaKe cocTtouT M3 ABYX 4acTei,
CKO/Mb3ALMNX O4HA B APYroi No mepe B Npouecce pocta cermeHTa (puc. 5). Mpevmyliectsom
OAHHOM CUCTeMbl ABASIETCA BO3MOMKHOCTb BBeAeHMe obeumx yacteil yepes oAUH AOCTyM, YTO
Nno3BossieT nsbexatb apTPOTOMUM U BBECTU 0D6a KOMMOHEHTA aHTerpagHo Kak B 6eapeHHyo
KOCTb, TaK 1 B 60nblebepLoByio.



A b B
PucyHok 5. Mpumep Mcnonb3oBaHMA TenecKonuyeckoro ctepHa Fassier-Duval: A —
peHTreHorpammesl Ao onepaumu, b —uepes 2 mecaua nocne BmellatenscTsa, B —yepes 1

roa,.

JIweHHas HenocCTaTKoB cTepykHA Bailey-Dubow Teneckonuuyeckas cuctema Fassier-
Duval Tem He meHee TaKXKe OrpaHMYeHa MMHMMaA/bHbIM AUMAMETPOM KOCTU 6-7 MM ans ee
YCTaHOBKM.

ObWUMIN CNOXKHOCTAMU U /MAN TENecKoNUYecKUx HeaoCTaTKaMW CUCTEM ABAAIOTCA
[8,13,23]:

- HEOBXOAMMOCTb UX 3aMeHbl MO Mepe pocTa pebeHKa, yBe/JIMYEeHUs AJ/IMHbI CETMEHTa,
Maccbl TeNa, PACXOXKAEHUA YacTel TeIECKONMMUYECKOW CUCTEMDI,

- MUTpauMs CTEP)KHEeM uaM yactert (Hanpumep, pe3bboBbiX), OCYLLECTBAAIOLINX
duKcaumo K Koctu. [laHHoe o6cTosaTenbCTBO 0OOYC/IOB/IEHO, B MEPBYHO o4vepedb, HU3KUMU
NMPOYHOCTHLIMU CBOMCTBAMM KOCTHOM TKaHn — 10,5% no 23,7%,

- aepopmauma TeIeCKONUYECKOro cTepHA — a0 18,8%,

- HEPACXOXKAEHME YacTel cTepkHen —a0 2,1% cnyyaes,

- Nepesiom CTepXxHen - Ao 6,9 %.

Ba*KHO OTMETUTb, YTO M30IMPOBAHHOE MHTPAMEeAYNAPHbIX KOHCTPYKLMIA Npegnonaraet
nepuog, 4o 3-4 Hepenb, Korga HeobxoanMmo nsberaTtb CyLLeCTBEHHbIX HAarPy30K HAa KOHEYHOCTb C
Uenblo  npeaoTBpalleHua  BTOPUYHbIX  aedopmaumii.  [aHHbIA  acnekT  ABAseTcs
HebnaronpuATHbIM, TaK Kak cnocobcTByeT AOMONHUTENbHOMY CHUMMKEHUA MNOTHOCTU KOCTHOM
TKaHMW.

Kpome TOro, npu npuMMEHEHUU MpPAMbIX TENEeCKONMUYECKUX CTEePXKHEN BO3MOXKHO
BO3HMKHOBEHWE BTOPMYHbIX TOPCUMOHHbLIX Aedopmaunii (pa3BopoT GppParmMeHTOB Ha YpPOBHe
OCTEOTOMWI) MM NOTEPA KOPPEKUMU TOPCUOHHLIX Adedopmaumii B nocneonepaumoHHOM
nepuoge.

YTo KacaeTcs TpaBMaTU3aLMM 30H POCTa, TO B Pa3/IMYHbIX HAaBNOAEHUAX HE OTMEYEHO
npeXxAeBpeMeHHOro 3aKpbITUA 30H POCTa, Yepes KOTOopble NPOBEAEHbI 3IEMEHTbI TENNECKONUYECKUX
KOHCTPYKLMI, OAHAKO UCCNEL0BAHNUA MOKA3aIM CHUMKEHWUA CKOPOCTU CMOHTAHHOTO pPocTa TpaHcdM3apHo
apMMUPOBaHHOrO cermeHTa [4].



BapycHasa degpopmayus weliku 6edpa.

OtaenbHon npobaemoit ABnAeTcA BapycHaa gepopmauma wenkm begpa y 6onbHbix ¢ HO, a
TaK)Ke NaTo/IornYecKkmne nepenomsl Wenkn n nogeseprenbHoiiobnactu [15,17,19,22].

MoKasaHuA K onepaTMBHOMY IeYeHUIo o4eBUAHbI (prc.6).

Mpoun3BoguUTCs KoppeKkuma aepopmaLmmn 3a CYET MEKBEPTE/IbHOM OCTEOTOMMM, OCTEOCUHTES
cnuuamm KnpwHepa v npu HeobxoAMMOCTM GUKCaALMA UX CEPKASIKEM K MHTPaMeayNNAPHOMY
TENIeCKOMUYECKOMY CTEPXKHIO. CXOXUIM XMPYPruyecKuii noaxoa NpuMeHseTca C NpeBeHTUBHOM Lesbto, a
TaKe Npu noAsepTenibHbIxnepesomax beapa.




b

PucyHoK 6. OcteocnHTes BepTenbHon obiactu u wenkn 6egpa npm HO: A — npumep
OCTeOCHHTE3a NpU NoasepTenbHOM nepenome, b - octeocnHTes 6eapa ctepxHem Fassier-Duval
(koppekumsa gedopmaumii B ¢/3 6eapa 1 HaaMbILLEIKOBOM 30HE) U cnMuammn KupliHepa (KoppeKkums
coxavara 3a CYeT NoABepTeNbHOM OCTEOTOMMUM).

KoHeyHOW Uuenbl XUPYPru4ecKoro JsieyeHUs, KOTOpoe, KOHEYHO XKe, ABAAETCA 4YacTbio
MYNbTUAUCUUMMAMHAPHOTO MNOAX0AA, ABAAETCA COXPaHUTb U yAyuWwUTb (PYHKUMOHaNbHbIE
BO3MOHOCTM MauMEHTa, CTpajalowero HecoBeplleHHbIM ocTteoreHe3om [12,17]. Peanusyetca 3Ta
uenb 4yepes pelleHUe 3agay, 06WMUX KaK [nA opToneda, Tak U ANA APYruX CneuuanucTos:
npodunakTMKka nepenomos, Koppekuua aebopmauuii, ynydweHue GyHKUMII cycTaBoB, obaeryeHue
yXxoaa 3a pe6eHKOM U y/iyulleHUe BHeLIHero Buaa.



MopaeHns oceBoro cKeseTa y AeTei C HecoBepLIEeHHbIMOCTEOreHe30M.

Xupypruyeckoe neyeHne MatoiorMM MO3BOHOYHMKA Y AeTell C HecoBeplleHHbIMOCTEOreHe3oM
OonucaHbl B e4MHMYHbIX HabaogeHnax. Tem He MmeHee, BOB/eYeHUe B NaToNOrMYecKMii NpoLLecc 0CeBoro
cKeneTa MOKeT onpeaensaTb NPOrHO3 ANA XU3HW Y AaHHOW rpynnbl NaUMeHTOB. XapaKTepHbl BHE3amnHo
BO3HUMKLUME HEBPOJOrMyecKme ocnosKHeHus [2,9].

BCTpeanOTCﬂ cneayrouime Buabl nopa*KeHNA 0CEBOro CKeneTa npn HecoBepweHHoOMOCTeoreHese:

1. 6asunapHas umnpeccus;

2. CKOAMO3bl U KMPOCKONMO3bI, conpoBoXaatowmeca gedopmaumen rpyaHON KNETKU U
[iblIXaTe/IbHOW HEAOCTAaTOYHOCTbLHO;

3. naTtosiorMyeckune nepenombl MO3BOHKOB PA3/IMYHOM IOKAM3aLMK;

4. cnoHamnonucTesbl

Ba3I/II'IFIpHaFI ummnpeccna onpegenaetca KakK KpaHuWalibHOe cCmelleHue 633V|I'IﬂpHOI\;I 4acTtn

3aTbIIOYHOMN KOCTU U e€ BOKOBbIX OTAE/N0B B CTOPOHY CYBTEHTOPMANbHOrO NPOCTPAHCTBA C BHeApPEeHNeM
B MOJIOCTb Yepena Kpaés 60/1bLLIOro 3aTblJIOYHOrO OTBEPCTUA, 3aTbIIOYHbIX MbILLENKOB U 3y6OBUAHOIO
oTpocTKa [7].

KAnHuyeckne npossneHus 6asnnapHON MMMpPeccun cBfA3aHbl CO cAaBfeHMem CTBO/Ma MO3ra,
BepxHe-LenHOro oTaena CNMHHOMO Mo3ra, YepenHbix HepsoB. OTMeYaloTCa cnacTMYecKkuil TeTpanapes,
anemeHTbl 6ynbbapHOro CMHAPOMA, HACTArm Npu NOBOPOTE B30Pa BHU3 («BbIOLLMIA BHU3 HUCTArm»), a
TaK¥Ke HapyLUeHMA IMKBOPOANHAMMUKK, NpoABaAloLWmMeca rnapouedanmei.

JlyyeBble NPOABAEHUA: YBEANYEHME YI1a MEXKAY CKAaTOM U BEPXHEN NNacTMHKON OCHOBHOM KOCTU
(bonee 130°), cmelleHWe BePXHUX LIEMHbIX MNO3BOHKOB (npexae Bcero 3yba Cll) Bbile AUHWIA
Chamberlane, McRae, McGregory.



MPT ronosbl 1 WENHOrO OTAE/a NO3BOHOYHUKA 6-HOM O., 13 neT HecoBepLUEHHbIA OCTeOreHes,
6asunapHas umnpeccua. JinnnaChamberlane npoxoanT yepes ocHoBaHMe 3y60BMAHOIO OTPOCTKaA.

NB! MmeeTca pUCK BO3HUKHOBEHUSA HEBPOAOTMUYECKUX OCNOXHEHUN Y NaLUEHTOB C HecoBepLUeHHbIM
ocTeoreHe3om Ha ¢pOHe NaTo/IorMM KPpaHMOL,EPBUKAZILHOFO nepexoaa npy uHTy6auun. UsmeHeHus B
NO3BOHKAX He UMEKT KOoppenauum C TAXKecTb obliero nopakeHusa ckeneta. Mpu nnaHuposBaHuuU
BMeLLaTeNbCcTB Nog obuweit aHecTesuneii Heo6xogumo ob6cnepoBaHUA WENHOro OTAeNa NO3BOHOYHUKA.
PeHTreHorpamma B 60K0BOI1 npoekuun. B cnyyae nopospeHunii Ha natonoruio npoussoantbca KT u
MPT.

B nMTepatype TakXkKe onucaHbl eguMHUYHble HabnoaeHua nepenomos 3yb6oBUAHOIO OTPOCTKa, aT/NaHTo-
aKcuanbHOM BIOKMPOBAHUM M cnoHguMnonumcTese akecucanpy HO [10,11] .

B HE3aBMCMMOCTM OT 3TMO/MIOMMU NPUHUMMbI NedeHua 6asnNAPHON MMMPECCUM 3aKYaloTCA B
3a4HEeN M peaKo 3adHe-nepegHelt  OEKOMMNPEcCMM  TOJIOBHOMO WM CMMHHOTO  MO3ra n
oKuunutocnoHgunogese. MpUMeHAOTCA CTaHAAPTHbIE AOCTYMbl, B TOM YACAE C TPAHCHa3a/IbHOW BUAEO-
accucteHumeit. B Kauectse GUKCUMPYIOWMNX KOHCTPYKLUMA MCNONb3YIOTCA CTaHAAPTHbIE NOJIMaKCMaNbHble
BMHTbI, @ TAKXKe KPIOUYKKM M NPOBOOKa A1 cybnammHapHoi GpuKcaumm.

Kudosbl u ckonnosbl BcTpeyatotca y 39 - 80% naumeHToB ¢ nepsbim TMnom HO. C poctom pebeHka
BEPOATHOCTb BO3HWKHOBEHWS CKO/AMO3a MoBblwaeTca ¢ 26% no 82% [4,5]. Nedopmaumnsa moxket



HapacTaTb U noc/e 3aseplleHns nybepraTHoro nepuoga. MNpegukropamu nporpeccmposaHma bonee 50°
ABNAIOTCA TAMECTb CKENeTHbIX HapyWweHWin M Hannume 6 M H6onee ABOAKOBOTHYTbIX T/ MO3BOHKOB.
Jedbopmauma No3BOHOYHMKA, KaK MPaBWUIO, COYETAETCA C YMeHbLUEHMEM obbema rpyaHOM KAETKMU.
[bixaTenbHana HeAOCTaTOYHOCTb ABAETCA NpuyMHoi cmeptn y 81,6% llltuna OH n 39% B | n IV Tune
(15,7% B nonynsumn) [6,8,9]. JleueHne pedopmaumit NPOBOAUTCA MO KAACCMYECKMM MPUHLMNAM
KOPPEKLMN CUCTEMHbBIX CKOJIMO30B C UCNO/Ib30BAaHMEM MAKCMMANbHOIO KoanvecTsa Todek ¢ukcaumm. B
Kayectse PUKCUPYIOLLUX KOHCTPYKUUIMA UCMOJb3YIOTCA CTaHAAPTHbIE MO/IMAKCMaibHbIE BUHTbI, a TaKKe
KPIOYKM WM NpOBOJIOKA AN cybnamuHapHon d¢ukcaumnu. Mcnonb3oBaHUA KOPCETHbLIX TEeXHWUK
HeappeKTUBHO.

CnoHaunonuctesbl U NaToNorMYecKkue nepenombl No3BoHKOB Npu HO onucaHbl B BUAE eQUHUYHbIX
HabnogeHUn. Wx neyeHne OCyLLECTBASETCA CTaHAAPTHbIMKM NOAXoA4amu B BepTebposiorMm c yyetom
HU3KMX KayecTB KOCTHOM TKaHW (KakK NpuW Bblipa’keHHOM ocTeonopose). To ecTb WMCNOAb30BaHWe
MaKCMMaNbHOIO KOMYecTBa Touvyek ¢uKcauumu, BepTebponnacTMKM, KaHIAMPOBAHHbLIX BWUHTOB ANS
uemeHTMpoBaHus [4,5,10,11].
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Cneumnanucram, paboraowmm c naumeHtamm ¢ HO HeobxogMmo 3HaTb O BEPOATHOCTU
BO3HMKHOBEHUA Y HUX MNOpPaXKeHU NOo3BOHOYHUKA. KpaHuouepBUKanbHasA naTonorns MoXKet
YrpoXaTb YKU3HMW, B TOM 4MuC/e BHE3aNHO BO3HUKLWIMMU TAXENbIMU HEBPOJAOrMYECKUMU
pacctpoiictBamu. JleueHue opronemuuyeckol NaTtonoruu, BkAoYasa gedopmaumm NO3BOHOUYHUKA Y
60nbHbIX ¢ HO, AONKHO OCYLLECTBAATbCA TONbKO Ha 6ase cneuMannsmMpoBaHHbIX KPYMHbIX
opToneguYeckux KAUMHUK, paboTtalowmx Ha NpPUHUMNAX BO3PACTHOWU, TEXHONOrMYECKoOr W
npodeccuoHanbHoi npeemcreeHHoCcTU[1,2].

BoccTtaHOBUTENIbHOE /leYeHWEe B MOC/AEOoNepaunoHHOM Mepuoae Hanpas/eHo,
rnaBHbIM 06pa3som, Ha BOCCTaHOB/IEHWE GYHKLMWU MbIWL, U BbipabOTKY HaBblKa
XoAbbbl. AHecTesanmonormyeckoe nocobue npu HeCcoBEPLIEHHOM OCTeoreHese B
OCHOBHOM He OT/1M4yaeTcA OT CcTaHgaptHoro. [lpuxoguTca  y4yMTbIBaATb
3HAUYUTENIbHYIO  MAJIOBECHOCTb AeTel O0CODOeHHO npu  Taxenonm ¢opme
HEecOBEpLUEHHOro OCTeoreHe3a W BbICOKMM PUCK MNEpPenomoB, B YaCTHOCTH,
lUeMHOro oTAaena NOo3BOHOYHMKA NPU MaHUNynaunax. Kpome Toro, y nauMeHToB ¢
HO MoKeT pasBMTbCA BHe3anHaA rvneprepmusa, NO3TOMY MNpPeanoyYTUTENIbHO

y4yacTue aHecTe3nosiora, 3HaKomoro ¢ ocobeHHocTamu aetei ¢ HO.



Peabunuraumua u ncuxonormyeckas NoOMoLlb

Pea6vaTau,vm, ynydweHne KayvecCctBa XWU3HU U COouMasibHaA aaantauluA

ABNSIETCA OCHOBHOW 3aaa4eit neyeHna geten ¢ HO.

KombuHauma meamKameHTO3HOro ie4eHusa, afeKBaTHOrO XMPYPruyecKoro
BMeLIaTeNnbCTBa (MHTpameaynnspHble Teneckonuyeckne wWTUPTbl) M pPaHHeN
aKTMBHOM peabunutaumm nossonAet A06UTbLCA  3HAYMTENBHOrO YBE/IMYEHUA
ABUraTeNbHON AKTUBHOCTU. [eTM C yMepeHHO TaxenbiMmu popmamu, KoTopble
6blin 0bpeyeHbl Ha NepeaBuMMKeHME B WMHBA/IMOHOW KONACKE A0 MNOABAEHMUA
apodeKkTMBHOrO  sleyeHna, Ha  ¢GOHe  Tepanum  MOFyT  nepeaBuraTbCs
camoctoaTenbHo. [lauueHTbl Cc  TAXenoimun  gedopmaumamm  NOAYYUU
BO3MOXHOCTb *WTb CaMOCTOATENIbHO, WMCMNOJIb3yA AO0MNONHUTE/NIbHbIE CPeacTBa

nepeasuxXeHumA (KOI'IFICI-(I/I dKTUBHOTO TMI'Ia).

AKTUBHaa peabunutaumsa y nauymeHtoB ¢ HO 3aTpygHeHa CTpaxom U
peanbHbIM PUCKOM NepenomoB. Tem He mMeHee, UMEHHO YKpeniaeHue MblliL, U
yBeAMYEHNE MbILEYHOM CUAbl NPUBOAUT K YBEAMYEHMUIO NNOTHOCTU KOCTEMN.
[10Ka3aHo, YTo OTCcyTCTBME PU3NYECKON aKTUBHOCTU, NPUBOAALLEE K MbILLIEYHOM
TMNOTOHUW, YBE/NMYMBAET CTeneHb OCTeonopos3a W, COOTBETCTBEHHO, PUCK
nepenomos (Boot A.M, e al., 2006, Engelbert R.H., van Brussel M., Rameckers E.,

2014).

Ona Toro, 4tobbl PA3OMKHYTb 3TOT MOPOYHbLIM KpPyr, MOXeT ObITb
Heobxo4AMMO BMeLlaTeNbCTBO MCUMXO0N0ra, B page cnydaeB 3pPeKTMBHO ObiBaeT

yyacTve nauneHTCKoM opraHmM3aumu.



dusmyeckme ynparkHeHua npu HO pgo/mkHbl 6bITb HanpaBneHbl Ha
yBe/IMYEHNE MbIWEYHON CUAbl, B TOM YWUCNE MbIWL, CMUHbI U KOHEYHOCTEN,
0COBEHHO B YC/NIOBUAX OTCYTCTBMA HArpysku. HeobxoamMmo BbIMONHEHWE LMKAA
YyNpaXHeHU exeaHeBHO, He meHee 40-60 MmuHYT B AeHb. KoppeKuua uukna
PEKOMEHA0BAHHbIX YNPa*KHEHUI NPOBOANTCA PeabuanToNorom nNpmu oyepeaHom

BN3UTE B CI'IeLI,VIaﬂM3MpOBaHHbII71 LEHTP nevyeHnA HO.

AnnapaTHble MeToAbl BO34eNCTBUA (3neKTpodopes, MarHMToTepanus) He
OKa3blBalOT CYLLECTBEHHOIO0 BO34ENCTBMA HWU Ha CUY MbIlL, HU HA COCTOSIHME

KOCTHOM TKaHH, NO3TOMY UX NPUMeEHeHNE B HAaCToALLEee BpemAa OrpaHN4eHo.

HecmoTpa Ha HeKoTOpble orpaHuyeHua, mHorue nauueHtbl ¢ HO moryt
3aHMMATbCA onpeAeneHHbiIMM Bugamu cnopta. [llpu Bcex ¢opmax HO
NPOTMBOMNOKA3aHbl TPABMOOMNACHbIE BUAbI CMOPTA (Urpbl Ha b4y, C MAYOM U T.4,.)
Hanbonee apdekTnBHLI M 6e3onacHbl ana getert ¢ HO moryT 6bITb ynparKHEHMA B
Boge. MoceweHne bacceliHa MoXeT ObiTb PEKOMEHAOBAHO BCEM MaLMEHTaM C
HO, B Tom uncne n ¢ Hanbonee TAxenbimmn Gopmamn. [1na NaLMeHTOB CTapLLEro
BO3pacTa C YMEpPEeHHO TAXKenbiMmu BapnaHTamn HO moxkeT HbITb peKoMeHA0BaHa

rpebns, nora, nunatec, npn HO 1 Tuna 6e3 3HaunTeNbHbIX AePopMaLmit — TaHLbI.
CouunanbHasa aganTauma U NPoOrHos

et ¢ HO mmeroT, Kak NpaBuaO, BbICOKUN UHTENNEKT. MHOrMe U3 HUX K
TOMY € MMEIT NpPeKpacHble CNOCOBHOCTU K My3blKe, PUCOBAHUIO. Y HUX YacTo
Pa3BUTbl TNJEPCKME KadyecTBa. MNocelleHne MaccoBOM LWKOAbI (nnuesa, rMMHasum)
HeobxoaMMO AnA PasBUTUA 3TUX CNOCOOHOCTEN, CO34aHUI0 HAaBbIKOB 0bOLLEHUS,

onpeaeneHns npodeccuoHanbHbIX CKAOHHOCTEN. [pKU NOAYYeHMUN NOSHOLEHHOro



0bpasoBaHUsA crnekTp npodeccMoHanbHOM AeaTenbHocTM nauymeHToB ¢ HO

NPaKTUYECKUN HE OrPaHUNYEH.

MporHo3 ana »usHu npu HO B uenom 6HnaronpuATHbIA. BO3MOMKHOCTb
adPeKkTUBHON Tepanun, afAeKBaTHOM XUPYPrUYECKON KOPPeKuMn u dusmnyeckomn
peabuantaumm cnocobcTByeT ymeHblweHuo gedopmaumin ckeneta. Tem He
MeHee, Yy YacTM MNaUMEHTOB WMEIOTCA Bblpa*KeHHble KUPOCKOAMOTUYECKUNE
Aedopmaumm  NO3BOHOYHMKA, KOTOpble  MOrYyT MNPUMBECTM K  TAMXKENbIM
OC/IO}KHEHWAM CO CTOPOHbI CEpAEeYHO-COCYACTOM M OPOHXO/IErOYHON CUCTEM.
OnvTtenbHas UMMOBUAN3aALNA, OTCYTCTBME aKTUBHbIX ABMXKEHWUIN Y MALMEHTOB, He
NONYYalOWMX  aKTUBHYIO  peabuamtauumio, MOXKeT  ABAATbCA  MPUYMHOM
MoYeKameHHOW BonesHn n HapyweHuna pyHKkLMN noyekK. Mnatnbasma, ceAsaHHanA
c gedopmaument NO3BOHOYHMKA, HEPEAKO NPUBOAMT K BasnanapHon mmnpeccum

— NPUYUHbI TPO3HbIX HEBPOJOTMYECKUX OCNOXKHEHUN.

CBoeBpemeHHOe HabnogeHuMe  CNeunanncTtoB  MeXAMCLUMMNIMHAPHOM
rpynnbl, crneuuanusupyloweicas Ha nedyeHunm HO, cnocobetByeT paHHemy
BbIABNEHUIO U NPOGUNAKTUKE OCNONKHEHWUM, a[eKBAaTHOMY JIEYEHUID U

ynayduweHmnto KavyectBa XKU3HU NaunMEeHTOB C HO.
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