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rpynnax (7,1% u 3,3% CcOOTBETCTBEHHO), B TO BpeMs Kak, B 1 rpyIie ymjioTHEHUE
YJIC coxpansunock y 4 nanuenToB (14,8%), B 4 rpynne —y 6 nauueHtos (22,2%).

B nanpHeiiem, npuMeHeHHe BOCCTAaHOBUTEIBHOTO JICYEHHUSI BO BCEX IPYyIINax
MO3BOJIMJIO JTOOUTHCS BBI3JIOPOBIICHUSI BCEX MAIIMEHTOB K MOMEHTY BBIITUCKH U3
YPOJOTHYECKOTO CTaI[MOHApA.
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AnHotanusi. [IpoBenen 0030p TUTEpaTypHBIX HCTOYHUKOB, B TOM YHUCIIE
3apyOexHbix. KnumHuyeckue mnposBieHusi HecoBepiieHHoro ocrteoreHeza (HO)
pa3HOOOpa3HbI, 3TO CO3AacT MPodIeMy mpu nuarHoctuke. Benenue marmmentoB ¢ HO
OCYILIECTBIISIETCA psioM croenuanuctoB. B Hacrosmee Bpems HO sBasercs
HEN3JICUNMBbIM 3360JI€B&HI/ICM, da MCIUKAMCHTO3HAadA TCpallnA, HAIIPABJIICHHAA Ha
YIYUIICHHUC MI/IHepaJIBHOﬁ IUIOTHOCTH KOCTHOM TKaHH, CHUKCHHC YKCJIa IICPCIIOMOB U
YMCHBIICHHUC 00JIEBOTO CHUHIOpOMaA 60JI€3HI/I, OI'paHUYCHA U HC HMCCT ,Z[OCT&TO‘IHOﬁ
J0Ka3aTeNbHOM  0a3pl. XHUPYprudeckoe JICUCHHUE TMepesioMOB U AedhopmMariuii
KOHEUHOCTEH yIIydmacT Ka4CCTBO KU3HHU IMTAIUCHTOB C HO.

Annotation. A review of literary sources, including foreign ones, is carried out.
The clinical manifestations of osteogenesis imperfecta (Ol) are diverse, which creates
a problem in diagnosis. Patients with Ol are managed by a number of specialists.
Currently, Ol is an incurable disease, and drug therapy aimed at improving bone
mineral density, reducing the number of fractures and reducing the pain syndrome of
the disease is limited and does not have a sufficient evidence base. Surgical treatment
of limb fractures and deformities improves the quality of life of patients with Ol.

KiroueBbie cJI0Ba: HECOBEPILECHHBI  ocTeoreHes,  Aedopmarus,
ouchochonaTsl, MUHEpAJIbHAS TIJIOTHOCTh KOCTHOM TKAaHM.

Key words: osteogenesis imperfecta, deformity, bisphosphonates, bone mineral
density.

Bsenenne

HecoBepmiennniii ocreorene3 (HO) — 310 reHetnueckn U (EHOTHUITHUYECKU
TrEeTEPOreHHasl HACJIE/CTBEHHAs AUCIIa3Usl KOCTHOM TKaHHW, XapaKTepU3yroUIascs
TOBBIILIEHHON XPYNKOCTBIO KOCTEW, CHUKEHUEM MUHEPAIBHOMN MIIOTHOCTU KOCTEN, UX
nedbopmanusiMd U AeUIMTOM POCTa, U3MEHEHUEM IIBETa CKJIEp, HapylIEHUEM
JCHTHHOT'€HE3a, THIIePJIACTUYHOCTHIO CYCTaBOB U JIPYTUMU MPOsIBICHUIMH [2-6, 9].
[To manHBIM psina aBTOpOB yacToTa BcTpedaemoctu HO cocraBmser 1:10 000 — 1:20
000 nHoBopoxnenusix [4, 10, 15, 18, 23, 29, 30]. B 90% cnyuaeB HO nacnenyercs no
ayTOCOMHO-IOMUHaHTHOMY, Y 10% — mo peneccuBHOMY THUIY, OOHapy>keH X-
cBs3aHHBIN TyTh [6, 21]. HO cBsa3bIBatOT ¢ HapylieHHEM OEIKOBOTO/MUHEPAIBHOTO
oOMeHa, CHIDKCHHEM (YHKIMM OCTEO0JacTOB WM TOBBIIICHUEM aKTUBHOCTHU
OCTEOKJIACTOB, KOTOPHIE B OOJILITMHCTBE CIIy4aeB PA3BUBAIOTCS B pe3yJIbTaTe MyTalluU
BreHax COL1A1 u COL1A2 [27], npuBosiliei K KOJTMYECTBEHHBIM U KaU€CTBEHHBIM
n3MeHeHusiM kosutareHa | tuma [3, 8, 21]. KonuvectBeHHbie neeKThl TPUBOIAT K
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JIETKOMY TEYEHHIO 3a00JIeBaHMs, @ KaYECTBEHHBIE BJIEKYT HIMPOKO BapHaOenbHbIE
NPOSIBJIICHUSI — OT cpefHed TspkecTu 10 jJeTtanbHoM [3]. [loMuMo myTanumii B reHax
COL1A1 u COL1A2, BO3MOXHBI U3MEHEHUS B TeHAX OEJIKOB, KOTOPHIE YYACTBYIOT B
NOCTTPAHCISIIMOHHOW ~ MOAM(PUKAIMKM, TPUCOCIUHEHUH MOJIEKYJIbl IIANepoHa,
(dhoaauHTE U CIIMBAHUM KoJllareHa [6].

Heans uccaenoBanus — U3y4ynuTh COBpeMEHHbIE 3HaHUs 110 nmpobdieme HO.

MarepuaJjbl 1 METOABI UCCIAETOBAHUS

[IpoBenena BrIOOpKA TUTEPATYPHBIX UCTOUYHUKOB HE Oosiee uem 10-Tu meTHeln
JABHOCTH, MOCBALIEHHBIX n3yueHuto HO y B3pocibix U aeteit, u3 Kotopbix 22 (68,8%)
pycckosizbrunbie U 10 (31,2 %) 3apyOexHble, NpeAcTaBiIeHHBIX cTaThbsiMu (88%),
MoHorpadusmu (6%), pykoBoactBamu (6%). OmnpeneneHpl KpUTEPUN BBIOOPKHU W3
COJIep>KaHUsI UCTOYHUKOB JINTEPATYPHI:

- Knaccugukanmronssrit

- OTHONATOr€HETUYECKUI

- JlnarHocTrueckum

- JleueObIHi.

Mertop ucciaeqoBaHus — aHATUTUYECKU.

Pe3yabTaThl Hccie0BaHUS U UX 00CYXKICHHUE

Ha nmamuenii moment wu3BectHO XVIII tumoB HO B coorBeTcTBUH C
BBIIBJICHHBIMU MyTallMsIMH B T'€HAX, YYAaCTBYIOIIMX B CUHTE3€ KoyutareHa | tnma [6]. B
auTEepaType UMEIOTCS MyOJuKalMu ¢ KiacCu(UKalMe, OCHOBAaHHOW Ha TSHKECTH
3a00JiIeBaHUs B 3aBUCUMOCTH OT THUIIA TEHETUYECKOTO HApPYILICHUs, B KOTOPBIi
BoiZieisil0oT VI tumor [4, 20]. OnHako B KJIMHUYECKOW MPAKTUKE MPUMEHSIOT
kiaccudukanuio D. Sillence, Bkitogatoniyto 1V tuma, B 0CHOBE KOTOPOM KIIMHUYECKUE
Y PEHTTeHOJIOTUYeCKue KpuTepuu, u Moauduiuporannyto F. Glorieux ¢ nobaBneHuem
V tuna [6, 28].

I tun - nerkas ¢opma 3aboneBaHus, HauOoJiee pacrmpocTpaHEHHas,
XapaKTEpU3YyIOMIasCs PEIKUMH TepejoMaMl U OTCYTCTBUEM/HE3HAYUTEIbHBIMU
nedopmansaMu KOCTel, HabJIF01at0TCsl CUHUE CKJIIEPHI, a TAKKE HapyIIeHUe ciiyxa [4,
11, 30]. Manudecranmss 3TOro THIA MOXKET HAYaThCA C IEPEIOMOB JIOKTEBOTO
otrpocTka. [leperoMbl HAYMHAIOT COMPOBOXKIATH pEOCHKA B PAHHEM BO3PACTE C MEPBbIX
[1aroB, X 4acTOTa CHUYKAETCS MOCIIe 3aBepileHus pocTa. Jlepopmanum koHeuyHOCTEH
M HECOBEPIICHHBIM JEHTUHOTEHE3 HE CBOWCTBEHHBI JAaHHOMY THUIy W BO3HUKAIOT
penKo, B OOJIBIIIMHCTBE CIIyYacB MalMEeHTHI 0¢3 HapyIIeHnu pocTa [4].

I tunm — wnaubonee Tsokenass (opMa co CMEpPTEIbHBIMU HCXOJaMHU B
HEOHATaJbHOM IMEPHOJIC, XAPAKTEPU3YIOIIAICA KpallHEed XpYynKocThio kKocten [11].
CmepTh HOBOPOXKJICHHBIX HACTYTAET BCIAEACTBHE JIbIXaTEIbHON HEJOCTATOUHOCTH 13-
3a MaJICHbKOW TPYJIHON KJIETKH, IMEPEIOMOB peOep W MHEBMOHHWHU, CBS3aHHOU C
KOJIJIar€H-aCCOIMMPOBAHHONW aHOMaliMel cTpoeHus jerouHod tkanu [4, 32]. Ilo
nanaeiM Marginean O., Tamasanu R.C. u npyrux, cMepTh B IIepUHATAIBHOM MEPHOJIE
P JAHHOM THUIIE 3a00JICBaHUS MOKET HACTYTIUTh TAK)KE BCIACACTBUE KPOBOUBIIUSHHM
B mo3r [30].
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T Tun sBasiercst HauboJiee TSHKEJION HelleTaabHOM (DOPMOM, XapaKkTepu3yeTcs
IPOTPECCUPYIOLIUMHU nedopMalusIMu KOHEUYHOCTEH, HECOBEPILIECHHBIM
JICHTUHOTEHE30M, KOMIIPECCHEel Tel MO3BOHKOB, CKOJMO30M, IutaTuOa3uei,
HU3KOpociocThio [4, 11, 18]. OTauuuTebHON 0COOEHHOCTHIO IAHHOTO THIIA MOYKHO
Ha3BaTh (POpMy JIMIIAa, KOTOpas 4YacTO TPEYroJibHAasl, C BBICTYMAIOMIMMH JIOOHBIMU
Oyrpamu, ¥ CKJIEpbl CHHETo/ceporo 1seta [4].

IV tmun — cpenHed CTENEHM TSKECTH C  BBICOKOW  KIIMHUYECKOM
BapnabenbHOCThIO, XapaKTepHbl KaK pEAKUE, TaK U MHOXKECTBEHHBIC IEPEIOMBI
KOCTEH, MNPUBOIAIIME K JAePOpMalUd CKEJIETa, HECOBEPLUECHHBINM JEHTUHOTEHES,
0a3umsIpHOE BIABIICHUE, HAPYIIICHHUE CITyXa U BapuaOeIbHOCTh pocTa [4, 11]. T'omyOnie
CKJIEpBI PU TaHHOM THUIIE 3a00JIeBaHuUs OTCYTCTBYIOT [18].

V Tunm BcTpedaercs PpeaKo, Uil HEro  XapakTepHbl (OpMHpPOBAaHUE
rUnepTpohUYECKUX KOCTHBIX MO30JI€H U HEBO3MOXHOCTH MPOHAIMU U CYNHHAIIUH,
BCJIC/ICTBUE OJIHO- WJIM JIBYXCTOPOHHEHW KalbIIU(pUKAIIMH MEKKOCTHOM MeMOpaHBI
npenmieuss [3, 10].

Knuunueckue nposiBIeHUs: BAPbUPYIOTCS B 3aBUCUMOCTH OT THUIA 3a00JIeBaHUS
Y BHYTpH THNA. TsHKeCTh COCTOSHUSA MAIlMEHTOB 00YCIIOBIIEHA HATMYHUEM TEPETIOMOB,
KOTOpbI€ MOTYT BO3HUKATh MPU HE3HAYUTEIbHBIX (DU3NUECKUX HArpy3Kax W TpaBMax
[21]. XapakrtepusiMu ocoOeHHOCTIMU HO  ABIAIOTCA  XPYNKOCTh  KOCTEM,
PEUUANBUPYIOIIME TEPEIOMbI, OCTEOIEHHUS, CKIOHHOCTh K MPOrPECCUPYIOIEH
nedopManuu KOCTE KOHEUHOCTEH, ueperna 1 MO3BOHKOB (KOMIPECCHsi), HEBBICOKHIA
poct [7, 10]. HambGonee uwacro mpu HO mnepenoMam mnoaBepraroTCs JIUHHBIE
TpyOuaTsie kocTH. ITo nannsiM uccnenoBanusa byknaesa /[.C., Buccapuonosa C.B. u
baunnnypamsuu A.I'., nedpopmanuu u HapyeHus: QyHKIUA HUKHUX KOHEYHOCTEN y
JETel ¢ HECOBEPILIEHHBIM OCTEOTr€HE30M HauOOoJiee XapakTepHbI IJIs MallMeHTOB,
CTPaJIalOIIUX CPEAHETSDKENIBIMU U TSDKENBIMU TUTIaMU 3a00JIeBaHus, MpeodIiagatoT
BapyCHOAHTEKYpBAIIMOHHbIE nedhopmaruu  OEIpeHHBIX KOCTeM W BajJbl'yCHO-
AHTEKYypBAIlMOHHBIE HWCKPUBJICHUS KOCTEeM rosieHeh. [l OoJbIIMHCTBA JETeH,
OCOOCHHO  CIIOCOOHBIX K CaMOCTOSATEIbHOMY  IEPEIBHKEHHUIO, XapaKTepHa
nedopmanus cromn [2]. Takxke, mpuzHakamu namueHToB ¢ HO, sSBISIOTCS BOPMUEBBI
KOCTH pa3MepoM 110 4-6 MM B auameTrpe wiM Oosiee, onpenaesstonecs: B o01acTu
IIBOB yepena, npucyTcTByIoT y 60% nereii ¢ HO, u aneraOyssipHbie NpOTPY3UH, IpU
KOTOpPBIX BIAJIMHA Ta300€IPEHHOr0 CyCTaBa SBISETCA CIUIIKOM TIyOOKOW, H
BEpPTIy)XKHasl BHAJWHA BBIMSIYMBACTCS B MOJOCTh Ta3a, BbI3bIBAasi BHYTPUOPIOLIHOE
BHIISIYUBAHUE  BEPTIY)KHOW  BHNAJAWHBI W HapymeHue  moxoxku  [10].
DKCTpacKeNneTHbIMA cUMIITOMamMu, Ha0mogaeMbiMu ipu HO, sBisitoTcs n30bITOUHAs
AIACTUYHOCTH KOKH, CBSI30K, TUTIEPMOOUIIBHOCTh CyCTaBOB, KOHTPAKTYPbl, MbIIIICYHAs
TUTIOTOHUS Y TIOBBIIIIEHHAS] YACTOTA IMYTOYHBIX, TAXOBBIX U JIUadparMaibHbIX TPHIK,
BPO’KJICHHBIX TTIOPOKOB CEp/IIia U HePpoIuTHA3a, CHHHE CKIEphI (Mckimtouenue |V tum),
paspylieHne AeHTHHa 3yO0O0B, Mporpeccupymomas Tyroyxocts [7, 18]. [lanusie,
MoJy4YeHHbIe B XoJie ucciuenoBanusi Uruarosuu O.H., CBUIETENBCTBYIOT O TOM, YTO
CEHCOHEBpAJIbHAsI TYroyXocCThb yamie Bcrpewaercs y naeret ¢ I tunom HO, a nug
nanureHToB ¢ I TuroM cHrkeHue ciyxa He xapakTepHo Bosce [10].
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Huarnoctuka HO mpoucxoauT Ha OCHOBAaHMM KIMHMYECKUX TMPOSBICHUH,
JAHHBIX aHaMHe3a U JaHHBIX, MOJIYYEHHBIX B XOJie 00CIIeOBaHUS IMPHU MOMOIIU
PEHTICHOJIOTUYECKOTO MeTofa.  PeHTreHojornyeckas KapTHHA TIPEXKIE BCETO
MO3BOJISIET BBISIBUTH  BBIPAKEHHBIM OCTEONOPO3 BCEX KOCTEH CKeleTra, 4YTo
CBUJICTEIBCTBYET O CHCTEMHOM XapakTepe 3a0oneBanus. J[luaduz nmuHHBIX
TpyOUaThIX KOCTEH 3HAUYMUTEIbHO YMEHBIIEH B MOMNEPEYHUKE, PE3KO HCTOHYECHBI
KOpTUKaJIbHBIE cion. B Meraduszax mimmHHBIX KocTell Habmomancs auddy3HbIi
OCTEOIOPO3, MOBBIIIEHHAs NPO3PavyHOCTh KOCTHOM TKaHU, HEPEIKO — MCUYE3HOBEHHE
TpaOeKyIsIpHOTO puCyHKa rybOuatoro BemectBa [4, 17]. Ilpu nerkux dopmax
XapaKkTepHbIe (PEHOTUTTNYECKHUE TIPU3HAKA MOTYT OTCYTCTBOBATh, B CBSI3U C OTUM JIJIS
MMOCTAaHOBKH JHArHO3a HEOOXOIUMO MPOBECTH TEHETHIECKOE HCCIieoBaHue [4].

JInst npeHaTaibHOM JUarHocTuky npoBoaT Y 3U mona, HaunHas ¢ 16-it Hepenn
OEpeMEHHOCTH, U OMOICHIO BOPCUH XOPHUOHA/aMHHUOIIEHTE3a C IEIbI0 MPOBEACHUS
uccienoBanust JIHK, Taxke mMoxkeT ObITh MpoBeleHA OMOICHS BOPCHUH XOPHOHA C
KYJIbTUBUPOBAHUEM KIIETOK, IEMOHCTPUPYIOIIMM HaJU4YUE MPOTYKIHH aHOMAJIBHOTO
KoJutareHa | Tuma B BUJiE€ OCTTPAHCISIMOHHONW CynepMoIudUKaIuy MpoKoJuIareHa
Ha anekTpodopese [12, 20].

Jleuenne  nmanumeHToB ¢ HO  koMIIeKCHOE M OCYLIECTBIISIETCS
MYJIbTUAVCIUIUIMHAPHOW KOMaHJIOM crnenuanucToB. Kimaudeckoe Beaenue HO
3aBUCUT OT TSDKECTH (PEHOTHNA M MPEJHA3HAYEHO ISl MNPEJOTBPAILICHUS WIN
CHIDKEHMS 4acCTOThI MEPEIOMOB, TOBBIIICHUS MOOUILHOCTH MAllMEHTa, YMEHBIICHUS
00JIEBOTO CHHApPOMA, a TaKXe JUIsl CBOEBPEMEHHOI'O BBISBICHUS M KOHTPOJIS
BHECKEJIETHBIX NPOSIBIICHUN [4]. BakHBIM aCIIEKTOM SIBJIIETCA aqanTalus MOBEACHUS
1 00pa3a )KU3HU BO M30€KaHUE CUTYaIlHi, KOTOPbIE MOTYT IOBJIEYb 3a COOO0H Mepesiom,
KoHTpoJib Beca. Jletn ¢ HO HampaBisitoTcst Ha QU3MOTEPANEBTUYECKUE MPOLIEAYPBI
(uHAyKTOTEpMUS, dJeKTpodope3 ¢ cCcoMsIMU  Kallbliusl Ha TpyOdaTble KOCTH),
3aHUMAIOTCS JIeueOHOM (PU3MUECKO KyJIbTYPOid, UM TTIOKa3aHa AueTa, boraTas OeiIKoMm,
kanbitueM, ochopom um marnuem, Butamuabl C, E, B, By, Bs. Menukamenro3nas
Tepamnusi He UMEET JOCTAaTOYHOW JI0OKa3aTeNbHOU 0a3bl, OJHAKO B HACTOSIIEE BPEMsI
MIPOBOAUTCS MHOXECTBO  HCCIICIOBAHWM, HANPABJICHHBIX HAa YCTAHOBIICHHE
b dexTuBHOCTH TpUMeHeHus1 jekapcTBeHHbIX cpeacTB npu HO. Ilpumensitor 2
IpyIIbl IPEenapaToB, BAUSIOIMIMX Ha KOCTHOE PEMOICIIMPOBAHUE: KOCTEOOpa3yoIlue,
JNEUCTBUE KOTOPBIX HAIMPABICHO HA BOCCTAHOBJICHUE YTPAYEHHOM KOCTHOM MAaCCHI
(¢pTOopUIaBL, KATBUTOHUH) U MOLIHBIE HHTHOUTOPHI pe30pOLmK KOCTH (0rchochoHaThI
(1,2,3 mnokosienuit), conu Kaublus, BuTamMuH D). MenukaMeHTO3HAs Teparusl
ouodpochonaramu mnpu Jjerkom TedeHun HO He HazHawaetcs. llpu Hammuum
MOKAa3aHUM W HCKJIOYEHUM NPOTUBOMOKA3aHWNM K NpUMEHeHHIo OucdocdonaTton
JeYeHre pebdeHKa JOJDKHO HAYMHATBCS Cpa3y IOClie YCTAaHOBJICGHMSI UarHo3a H
KOMILJIEKCHOTO OOCTIeIOBaHMs, TaK KaK HA4yajo JICUEHUS BAXXHO JJII ONMTHMAIBHOTO
KauecTBa JKU3HU, OHO TIO3BOJIIET YMEHBIIUTH KOJMYECTBO TIEPEIOMOB U
nocienytonux neopmanuii, Tpedyromux koppekiuu [19]. Tlo nanubM myOaukammumn
Kon6acunoii O.E., I'ekkens E.B., nHau6onee r¢ddextuBnbiit moaxoxa x gsedernuto HO —
MIPUMEHEHUE MaMUAPOHOBOM KUCIOThI [13]. JleueHne BHYTPHUBEHHBIM BBEICHUEM
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naMuJpoHaTa T[OKa3ajo CBOIO 0€30MacHOCTb, XOPOILIYK TMEPEeHOCUMOCTh H
3¢ (PEKTUBHOCTH B OTHOLICHUH YIIyUIICHUS] MUHEPATbHOU TUIOTHOCTH KOCTHOM TKaHU
U CHIKEHUS 4YMCIIa TeperoMoB y aereid u nogpoctkoB ¢ HO [31]. B cranmaptHOM
IPOTOKOJIE MAMHUAPOHOBAs KUCIOTA MCIOJIb3YETCS B BHUJE TPEXIHEBHBIX MHQY3UI,
KOTOpBIE MOBTOPSIIOTCS B 3aBUCUMOCTH OT BO3pacTa U cocTosinug ckenera. Ha ¢one
TEepanuy MPOUCXOJUT YJIYUIIEHUE MUHEPAIU3ANU U IPOYHOCTHBIX XapaKTEPUCTHUK
KOCTH, YTO MNPUBOAUT K CHIDKCHHUIO 4HClia mepesoMoB. [loMuMO mamMuapoHOBOM
KHCIIOTBI HCIONB3YIOT TakKWe IMpemapaThl Ha OcHOBe OuchochoHaTOB, Kak
30JIEAPOHOBAsT  KUCJOTA, pPE3HJPOHAT, aJleHJIpOHAT, HepuapoHar. Hepuaponar
SBJISIETCA €IMHCTBEHHBIM 3apETUCTPUPOBAHHBIM B EBpone npenapatom sl JICUCHUS
HO y nereii [1]. HecMOTpst Ha pe3yabTaThl HEKOTOPBIX UCCIEAOBAHUIM, B TUTEPATYPE
HET €JIMHOTO MHEHHUS OTHOCHUTEIHHO OMC(hOChHOHATHBIX CPEACTB, UX TO3UPOBAHUH, A
Takke 00 ONTUMAIbHOW NPOJOJDKUTEIBLHOCTH Tepanuu y naereid. Taxxke, B
MEJUIIMHCKOW JIUTEpaType OIHUCAHBl TMOJOXKUTEIbHbIE A()PEKTH MPUMEHEHUS
o6ucdochoHaTOB B COUETAHUM C PEKOMOWHAHTHBIM YEJIOBEUYECKUM TOPMOHOM POCTa Y
nereii ¢ HO [30]. B Hacrosmiee BpeMsl HPOBOAATCS KIMHUYECKUE HCHBITAHUS
unruoutopoB  RANKL, ocreoanaboqnyeckux MpenaparoB, BKJIOYash aHAJIOTU
YeJIOBEUECKOro  MapaTUPEOUIHOr0  TOPMOHA,  HHTHOUTOPOB  CKJIEPOCTHHA,
uaruoutopoB TGF u npyrux MeamkameHTO3HbIX cpeAcTB nais JjiedeHus HO [4].
3aMecTUTeNIbHAST KJIETOUHAsl Tepamus — TPaHCIUIAHTAIMs KOCTHOTO MoO3ra WU
ME3E€HXUMAJIbHBIX CTBOJIOBBIX KJIETOK (JJIS TOJIyYeHHUs TMyJia KJIETOK, CHOCOOHBIX
MPOAYLMPOBATh HOPMAJIBHBIM  KOJIJIAar€H) MPUMEHSAETCS  HMCKIIOUUTENIBHO B
AKCIIEPUMEHTAJIbHBIX IEJISIX HAa JJAHHBIA MOMEHT, MOCKOJIbKY 3(P(hEeKT BpEMEHHBIA OT
MPOBEJICHUSI TAKOrO BMEIIATENIbCTBA U 3aBUCUT OT MPOJOJLKUTEIBHOCTH KU3HU
KJIETOK, a TaKXe TPAHCIUIAHTAllMs MO3Ta SIBJSETCS MPOLEypOi, COMPOBOXKIAIOIIECHCS
MHO>KECTBEHHBIMM pUcKamu [4]. HeucciaeqoBaHHBIM OCTAeTCsl MPUMEHEHUE T€HHOMU
Teparny, OCHOBAHHOU Ha MOJABIEHUHU SKCIPECCUN aHOMAJIBHOTO T'€Ha, OTBEYAOLIETO
3a CUHTE3 KOJUIareHa.

[TokazaHusIMH K XHPYPTHUECKOMY JICUCHUIO SIBJSIOTCS MATOJIOTUYECKUE
MEpEJIOMbI, JIOKHBIE CYCTaBbl U Jedopmaluu KOCTeH HIDKHUX U BEPXHUX
KOHEYHOCTEM, KOTOPhIE HAPYIIAIOT UX QYHKIMIO U MPEMITCTBYIOT aKTUBHOMY 00pazy
KU3HU peOEHKa, HO KOCMETHUYEecKas KOppeKius aepopMaunuii — HE MOKa3aHHUE IS
XUPYPru4ecKoro JjedeHus. BOJIbIIMHCTBO XUPYprudeckux BmemarenabcTB mpu HO
OTHOCATCSI K KOPPUTHPYIOIIUM OCT€OTOMMSIM. HakOCTHBII ¥ BHEOYAroBbIU
ocreocunTe3 npu HO He ucnosb3yeTcs, MOCKOJIbKY MOpOTHYHas KocTh npu HO
paspymiaeTcs TOJA  BO3JCUCTBUEM PUTHAHBIX METAUIMYECKUX KOHCTPYKIIUH,
BO3HUKAIOT HOBBIC TIEPEJIOMBbI BBIIIE W HUXKE KOHCTPYKIMM, YTO YMEHBIIACT
JIBUTATEJIbHYI0 aKTUBHOCTh M YBEJIMYUBACT CTENICHbh MHBaNIMAM3auu. [Ipeanourenue
OTHAaeTCSd WHTPaMEAyJUIIpHBIM  (UKcaTOpaM — TENECKONMWYECKUM ITUdTam.
[Ipumenenue Takux (HUKCATOPOB HE TPeOyeT MOBTOPHOTO BMEMIATEIHLCTBA TIO MEpPE
pocta u pa3Butus peoerka. Munrazos D.P., 'opmanpumenenune @.D. ¢ coaBropamu
MPOBENM OLIEHKY MIPUMEHEHHUS OTEUYECTBEHHOIO THUTAHOBOTO TEJIIECKOMUYECKOTO
CTEP>KHS1, ¥ ONPEIETUIN, YTO TPUMEHEHHE TUTAHOBOTO TEJIECKOIMMMYECKOTO CTEPKHS B
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paMKax KOMOMHUPOBAHHOM TEXHOJIOTMM MPHU KOPPEKIUH JedopmManuil JJIMHHBIX
KOCTeH y Jered ¢ TsKeNbIMU (OopMaMu HECOBEPILIEHHOTO OCTEOreHe3a IMOKa3ajo
BBICOKYIO BOCIIPOM3BOJUMOCTh METOAMKUA U BO3MOXHOCTh JOCTHXKEHUS TPeOyeMBbIX
pe3yabTaTOB JIEYEHUS, OTCYTCTBHUE IMpPOOJIEM, CBA3AHHBIX C MUTpalUed wyacTei
crepkHst [14]. OcHOBHOE MNPEUMYIIECTBO TEJIECKOMUYECKUX (PUKCATOPOB TMeEpen
HETEJIECKOMMMYECKUMHU 3aKJII0YAETCS] B CHUKEHUU YaCTOTHI TIOBTOPHBIX ONEpPALMi AJIs
3aMeHbl Ha 0oJiee JUIMHHBIE y JIET€d C MPOJOJDKAIOIIMUMCS pocToM. Peabumuranus
UIPAET OFPOMHYIO POJib B BOCCTAHOBJICHUM JBUIATEIbHOM AKTHUBHOCTH IAlIMEHTOB
IIOCJIE IEPEJIOMOB U ONEPATUBHBIX BMEIIATENbCTB. [[BUTaTENbHBINA PEKUM OLIECHUBAIOT
o paznuuyHbiM mkanaMm, Hanpumep, GFAQ, GMFS, PEDI. Jletn u ux poaurenu
HY>KJIaIOTCS B IICUXOJIOTMYECKON MOMOIIH JUIsl IPEOI0JIEHHS CTpaxa HOBOT'O Mepeaoma
[4].

BbIBOADI:

1. HecoBepiiieHHBIN OCTEOT€HE3 HA JAHHBIA MOMEHT SIBJISIETCS HEH3JICUUMbIM
3a00JIeBaHUEM.

2. JluarHocTuka 3aTpyJHEHa B CBS3M C BapUaOEIbHOCTHIO MPOSIBICHUIA
Pa3UYHBIX TUTIOB 3a00JIEBAHUS U BHYTPH THUIIOB.

3. MenukaMeHTO3Has Tepanusi HampaBjieHa Ha YJIydllleHWEe MHUHEpaTbHON
IJIOTHOCTU KOCTHOM TKaHUW, CHMYKEHUE YHMCJa MEPEJIOMOB M yMEHBIIEHUE 00JIEBOrO
CUHApOMA OOJIE3HH, HO OTPAHUYEHA U HE UMEET JOCTAaTOYHOM JOKA3aTeIbHOM Oa3bl.

4. DBONBPIIMHCTBO XHUPYPrHYECKUX BMEIIATENIBCTB MPU HECOBEPIIEHHOM
OCTEOr€HE3€ OTHOCATCS K KOPPUTHPYIOLIMM OCTEOTOMHUSIM. B Hacrosiiee BpeMms
MPEANOYTEHUE OTJAETCS TEIECKOMMYECKUM ITH(PTaM.
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