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[TpuBeneHsl pe3yabrarsl HAOMIONCHUS AEBSTE-
pBIx OonbHBIX C Oone3Hbro JloOmreiiHa-Bpommka.
[Ipennaraercst cmoco® ONEpaTHBHOIO JICUCHHHS,
KOTOPBII COCTOUT B KOPPUTMPYIOLIEH OCTEOTOMUU
C OCTEOCHHTE30M OTJIOMKOB ITydkoMm cnuil. OTme-
YEHBI YJIOBIETBOPUTEIIbHBIC PE3YIIBTAThI.

Bonesnnr  JloOmrreitna-Bponuka,  BpoxIeH-
HBII TOPOK KocTeoOpaszoBaHWs —(osteogenesis
imperfecta). DTo aucrtacTHyeckoe 3a0o0JeBaHUE,
KOTOPOE CBS3aHO C HENPABHIBHBIM (POPMHUPOBAHHU-
€M KOCTHO# cyOctanmui [2, 3, 4].

D10 cucTeMHOe 3a0o0JieBaHHE C IpenMylie-
CTBEHHBIM [TOPa’KEHUEM KOCTHOI TKaHH U OTHOCHT-
csi k desmogenesis imperfect 1 MpOsBIIIETCS YaCTHI-
MH HEpEIOMaMH, B pE3ylbTaTe 4ero Pa3BUBAIOTCS
nedhopMaluu UIMHHBIX TPyOJaThiX Kocted [1, 5, 7].
3aboneBaHue B JIUTEpaType MPENCTaBICHO Kak
6onesnn JloOmreliHa-Bponuka, fragilitas ossium.
osteopsathyrosis congenita, osteomalacia congenita,
malacia myeloplastica, ostitis parenchymatosa
chronica,  dystrophia  periostalis,  dysplasia
periostalis, 60€3Hb «CTEKISIHHBIX MYKUIHUHY.

JleueHune OOJBHBIX C HECOBEPIIEHHBIM KOCTE-
00pa3oBaHMEM COCTOUT IVIaBHBIM 00pa3oM B 00e-
CIIEUCHUH HAJUICKAIIEro yX0/a, TNPOQHIaKTHKE
TIEPEeJIOMOB, TIPEAYNPEXICHUN Ae(opMaruii, ykpe-
TUIEHUH MBIIIEYHOM CHUCTEMBI U CKEJIeTa, yCTpaHe-
HUM Pa3BUBIINXCS aedopmaruii [6].

TuiarenbHast perno3uLusi OTIIOMKOB IOCTE TIe-
penoMOoB, Ha/ieXKHas (PUKcaIus 10 TIOJTHOTO Cparlie-
HUSI KOCTEH UTPaloT MEePBOCTENCHHYIO POJIb B IIPO-
¢umakTuke 00pa30BaHUS THKENBIX JePOpMaInii.
CBOEBpPEMEHHOE JI€UCHHE, NPUMEHEHHE OPTE30B
UMEIOT OTPOMHOE 3HauUeHUE JUIsl IAHHOW KaTeropuu
OOJIBHBIX.

Koppeknus nedopmanuii KOHEYHOCTSH mpH
6one3nn JloOmTeitHa-Bponuka mocturaercs ore-
PaTHUBHBIM ITyTE€M: BBINOJHSSA OCTEOKIA3WH, OCTe-
OTOMMHU U CETMEHTapHBIE OCTECOTOMHHU C OCTEOCHH-
TE30M ITyYKOM CIIUII.

Omnepanus 3aKIOYaeTcs B JEKOPTHKALNH,
CerMeHTapHasi OCTEOTOMHS C OCTEOCHHTE30M IpH
MOMOIIM ITyyka chul. Bcero mnpoonepupoBaHo
7 nereil, KOTOpPBIM MPOBEAEHHI 12 onepanuii ocre-
oroMuH: 11 —c mpuMeHeHNEeM ITydKa CTIHIL ¥ O/THa —
C METaJNIOOCTEOCHHTE30M CTEepKHEM. Pe3ynbraTsl
Bcex 12 omepammii MpPOCIEKEHBI B CPOKH OT He-
CKOJIBKHX MecsIeB 110 3 yeT. OTnajaeHHbIe pe3yib-
taTbl (Oosee 1 rosma) mpocnexensl y 5 nereil. Bee
9TH OOJIbHBIE TIOJYYMIJIM BO3MOXKHOCTH CaMOCTOS-
TEJILHOTO TIEPE/IBIIKEHUS M CAMOOOCITY)KUBAHHS.

Metoauka omnepauum. Ilocie pacceuenus
HAJIKOCTHUIIBI Ha BCEM MPOTSHKEHUH Je(POpMHPO-
BaHHOU KOCTH MIPOU3BOJAAT OTACICHUC HAIKOCTHU-
bl BMECTE C TOHKUMH IJIACTHHKAMH KOPTHKAJIb-
HOM KocTH. KOCThb pacnuinBaioT Ha OT/AENbHBIC
CerMeHTHI (2-3 cerMeHTa B 3aBHCHMOCTH OT CTe-
nean nedopmanui). OCh KOHETHOCTH MCTIPABIISIOT
MyTEM NEPEMEIICHUS ¥ COMOCTaBICHNUS CETMEHTOB,
KOTOpbIE HAaHU3BIBAIOT Ha Iy4ok cnuu Mnusaposa,
BBEJICHHBIX MHTpaMeay sipHo. KoHIs! crimiy cneny-
€T COTHYTh WJIHM OKPYDJINTH TAaKUM 00pa3oM, 4TOObI
OHH HE TPOOMBAIU KOPTHUKAJIBHBIN TOHKHH CIIOM
KOCTH ¥ He MurpupoBanmd. Heobxommmo, dYTOOBI
CIUITBI OBLTU PACIIONIOKEHBI OT AMU(HU3a 0 dIH-
¢wuza. I[lydok crnuir sBisieTcst GUKCATOPOM, CTUMY-
JIMPYET OCTEOTeHE3 Iy TEeM IIOCTOSIHHOTO paspasKe-
HUSI, @ TAKXKE BBITIOJIHSET POJIb aMOPTH3aTOpa, IpH
HaJUTOME YAEPKUBAIOT U COXPAHSIOT MPAaBHILHYIO
0Cb KOHEYHOCTH.

Junamudeckoe HaONIONEHHE 3a  OINEPUPO-
BaHHbIMU IMaJUCHTAMH, I1OKa3ajio, 4YTO MYYOK H3
3-9 crnuil TIONIOKUTENBHO BIMSIET KaKk Ha camy
KOCTb, TaK W Ha (PyHKIHOHAJIBHBIE CIIOCOOHOCTH
6onmpHOTO pedenka. CremyeT OTMETHTh, YTO B Te-
4yeHue 5—6 MECAIEeB NPOUCXOTUT XOpomIas Iepe-
CTpOHKa OCTEOTOMHUPOBAHOM KOcTU. B pesynbrare
ux TpaHchopMaiu 00pas3yercsi JOCTaTouHO BbIpa-
JKEHHBIH KOPTUKAJIbHBIM CJI0H, MOBBIIIAETCS MPOU-
HOCTh KOCTH. JlaHHasi METOAMKA OINpaBlaHHA, TaKk
KaK My4OK CITUII SBJISIETCSI XOPOIIO (PUKCUPYIOMINM
MACTUYHBIM MAaTepHaJIOM, CHOCOOHBIM 3aMEHHTh
OTCYTCTBYIOIITUE KOCTHBIC OaJIKH.

BonbmumbacTBO  OOJIBHBIX € HCCOBCPUICHHBIM
0CTEOreHe30M He MOryT ceOst 00CITyKHBaTh, OcTa-
BasICh HA MPOTSDKCHUHU BCEH YKM3HU TSDKEIIBIMH MH-
BQJIN/IAMH, U TOJHKO C IIOMOIIBIO MHOTOATAITHBIX
PEKOHCTPYKTHBHBIX OIIEPAIM yIaeTCsl NCIPABUTh
nehopMalii HACTOIBKO, YTOOBI MOYKHO OBLIO H3-
TOTOBHUTH (DUKCHUPYIOLIHE OPTOIEMYECKHE arapa-
TBI ¥ ITOCTABUTh OOJBLHOTO Ha HorW. [lonmb3oBaHue
OPTOIEINYECKUMH alllapaTaMu JOIDKHO OBITh JUTH-
TEJIEHBIM.

IIpn u3yueHHM OTAATEHHBIX PE3YyJBTATOB II0-
CJIC OII€paTUBHBLIX BMCUIATCIILCTB Y OOJBHBIX C HE-
COBEpIICHHBIM  KocTeoOpazoBaHHeM  (TiryOMHa
HaOmoneHust — 3 roJa) YCTaHOBWIIM, YTO BCE OIle-
PHUPOBaHHBIC MAIIMEHTHI TOCTABICHBI HA HOTH C I10-
MOIIIBIO0 OPTOMEMYECKHX alapaToB.

HewmanoBakHOe 3Ha4Y€HHE B JIUEHUN OOIBHBIX
C HECOBEPUICHHBIM OCTEOreHe30M HMEeT U KOH-
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CepBaTHBHOE JICYCHHE, B TOM 4YHcIe Helipaborn
1 THPOKAJIBINTOHWH U APYTWE TMpernaparsl. BaxkHo
BUTAMUHHU3UPOBAHHOE, IIOJHOLEHHOE MHTaHHE,
CaHATOPHO-KYPOPTHOE JICUCHHE, MOPCKUE BaHHEI,
Maccax, JieueOHasi THMHACTHKA, a TaKxkKe JiedeOHoe
MIPOTE3UPOBAHUE.

[Iporuno3 ms >xnu3HN npu 6osie3nn Jlobmrrei-
Ha-Bponuka comHurenbHbli. JleTH, OTCTaloT B CO-
MaTH4YEeCKOM U (PU3MUYECKOM pPa3BUTHH, HEPEIKO
OKa3bIBAIOTCSI HEXKU3HECTIOCOOHBIMH U DK3ETUPY-
I0T B OCHOBHOM OT MH(EKIIMOHHBIX 3a00JICBaHUH,
JWIIbL HEMHOTHE M3 HUX JOCTHTAIOT 3pPENIOro BO3-
pacra.

[Ipu mo3nHe# popme 3a00IeBaHUST HEOOXOIH-
MO C OCTOPOKHOCTBIO OIpPEACNATh (DYHKIIMOHAb-
HBIM IIPOrHO3. YacTsle nepenomMsl IPU OTCYTCTBUU
NPaBWILHOM (PUKCAIMK, HECMOTpPS Ha MX ObICTpOE
cpacTaHue, MOTYT BECTH K BTOPHYHBIM YKOPOUCHH-
SIM ¥l NICKPUBJICHUSIM KOHEUYHOCTEH.
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HeBpotuueckue paccTpoiCTBa, OTHOCSIIHECS
K YUCITYy YHUBEPCAJIbHBIX NMPOSBIECHUN COCTOSHUIN
TICUXUYCCKOH JIe3aIalTalliy, TIPEICTABIIOT CO00
BaXHYIO TPOOJIEMY MEIUIIMHCKOTO U COIMAIEHOTO
IJTaHA BCJIECTBHE MIMPOKOH pacCTIpOCTPAHEHHOCTH,
CKJIOHHOCTH K 3aTSDKHOMY TEUCHHIO W HAPYIICHUIO
COIMANILHOW U TpynoBo# anantanuu [1, 2]. OxHoit
U3 aKTyaJbHBIX 33724 OMOJIOTHYCCKOM IICUXHATPUU
SIBIISIETCS.  TIPOTHO3MPOBAHHE BEPOSTHOCTH pas-
BHUTHSI HEBPOTHYECKHX, CBS3aHHBIX CO CTPECCOM
paccTpoicTB, B POPMHUPOBAHUN KOTOPBIX BAXKHYIO

POJIb UTPAIOT OMOJIOTHYECKHE, B TOM YHCIIE TOPMO-
HaJIbHbIC, (PAKTOPBI.

Leabio Hccaeg0BaHUS SBISUIOCH CO3/1aHHE
MEIUIIMHCKON TEXHOJIOTUH MPOTHO3UPOBAHHMS pa3-
BUTHSI HEBPOTHUECKMX PACCTPOMCTB ¢ mpeodiaa-
HHEM JIMCCOIMATHBHBIX (KOHBEPCHOHHBIX) M Jie-
MIPECCHUBHBIX PACCTPOICTB Ha OCHOBE OTIPE/ICIICHUS
KOHIIEHTPAINi CTEPOUIHBIX ¥ THPEOUTHBIX TOPMO-
HOB B CBIBOPOTKE KPOBH.

[IpoBeeHO KOMIUIEKCHOE — KJIMHMKO-TOPMO-
HajbHOE obOcnenoBanue 173 malMeHToB C HEBPO-
THYECKUMHU PacCTPOWCTBAMH, IPOXOIUBIIUX KypC
JICYCHUsI B OT/CJICHUM TOTPAHWYHBIX COCTOSHUN
kimmanK HUUW nenxuaeckoro 3mopoBss CO PAMH.
V 104 manmenTtoB (93 xenuwHbl U 11 MyX4mH,
cpenuuit Bozpact 40,33 + 14,06 roma) Obutn qua-
THOCTHPOBAHBI JIUCCOLIMATUBHBIE (KOHBEPCHOH-
Hble) paccrpoiictBa (F44, cormacno MKB-10).
C marHo3oM paccTpoicTBa aJlanTanyy ¢ npeooa-
nmaHneM nenpeccuBHBIX peakiuii (F43.2, MKB-10)
HaOmoMamucy 69 manueHToB (M3 HUX 60 KSHITUH
1 9 MyX4mH, cpeaHuit Bo3pact 43,27 + 11,7 roxa).
B kauecTBe KOHTPOIBHOW IPyMITH OBLIM 00CIIEA0BA-
HBI 59 cOMaTn4eckn M ICUXUYECKU 3JI0POBBIX JINI]
(u3 HUX 37 KEHIIMH U 22 MY>XYUHBI, CPSIHUN BO3-
pact 33,9 £ 12,22 nret). KoHmeHTpanuto ropMOHOB
neruaposnuanapoctepona cymbdara (AIDAC),
koptuzona, tpudoaruponuna (T3), cBoOoxHOrO
tupokcuHa (T4 cB.) M TMPEOTPONHOrO TOPMOHA
(TTT') ompenensuin B CHIBOPOTKE KPOBH METOOM
UMMyHO(EpMEeHTHOTO aHanmm3a. CTaTHCTHYECKYTO
00paboTKy pe3yJabTaTOB MPOU3BOIMIN C IIOMO-
mpio mporpamm  STATISTICA, Bepcus 6,0 st
Windows u SPSS, Bepcust 15,0. JlocToBEpHOCTH
pa3uuii ONpenessuid € MCIONb30BaHUEM Hela-
paMeTpuuecKoro paHrosoro kpurepusi Kpackena-
Yonnwuca, pa3nudus OLUEHUBAIN Kak JOCTOBEPHBIC
npu p < 0,05. C momompio kputepust Konmmoropo-
Ba-CMHUpPHOBA OIIEHUBAJIM OTJINYUS PACIIPECICHUS
reHepasIbHO COBOKYITHOCTH OT HOPMAJILHOTO.

HccnenoBanne conepikaHusi CTEPOMIHBIX TOp-
MOHOB BBISIBIJIO TIOBBIIICHHBIH yYPOBEHb KOHIICH-
TpaILK KOPTH30J1a Yy JIUI] C PAcCTPOUCTBAMH asiar-
TalUu ¢ IpeoOIaJaHueM IEIPECCUBHBIX pPeaKIui
M0 CPaBHEHHUIO C JIAHHBIM IIOKa3aTeleM B IpyIire
MAlUeHTOB C JIMCCOIMATUBHBIMU  pPacCTPONCTBa-
MU W ICUXUYECKH 3A0POBBIX Juil (642,87 +29,05;
489,75 £ 19,3 n 443,13 + 23,00 HMOJIB/, COOTBET-
ctBeHHO, p < 0,05). Comepxanune AT DAC y manu-
€HTOB C PaccTPOCTBAMHU aJaNlTaluy JIOCTOBEPHO
CHIPKEHO TI0 CPaBHEHHIO C KOHTPOJIEM U IOKa3a-
TEJISIMUA BO BTOPOH BbIOOpKe OoibHBIX (3,9 £ 0,26;
6,35+0,62 u6,69+0,50 MKMOJIB/JI,  COOTBET-
crBeHHo, p <0,05). Coornomenune HI'DAC/kop-
TH30JI, XapaKTepu3yloliee aHa0OINYeCcKo-KaTa-
Oonmnyecknit GaTaHC W yCTOWYMBOCTH OpTaHU3Ma
K Pa3JIMYHBIM HApPYUICHUSIM, Y JIAI C pacCTpoud-
CTBaMH aJIalTallii CHIXKEHO 110 CPAaBHEHHIO CO 3Ha-
YEHUSIMH B TPYINIE NMCUXUYECKH 30POBBIX JIFOAEH
Y MAIMEHTOB C AWCCOLMATHBHBIMH PacCTPONUCTBa-
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