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MEPCMEKTUBHUI HANMPMOK XiPYPTYHOTO AIKYBAHHS
XBOPUX HA HEAOCKOHAAWI OCTEOTEHE3

Pestome. Y CTQTTi HOBEAEHW CYHQCHMU MIAXIA AO TAKTUKN AIKYBQHHST XBOPMX HQ OPTOMNEAMYHY NMATOAOTIO Mpu
HEAOCKOHAAOMY OCTEeOreHesi, OrmcaHuy nepCrekTMBHUY HAMPSIMOK XipYPriYHOro AiKyBAHHSI MATOAOTTYHUX
rnepeAoMiB TQ OCbOBUX A€DOPMALIN AOBIMX KICTOK. ABTOPAMU MOOBEAEHUN QHQAAI3 PE3YABLTATIB AiKYBAHHS
43 nauieHTiB i3 3QCTOCYBAHHSIM MONEPEAHIX METOAMK TA 5 XBOPUX HQ HEAOCKOHOAU OCTEOreHes i3 BUKOpU-
CTQHHSIM HOBOI TQKTUKM, LLLO BKAKOYAAQ 3QCTOCYBQHHSI MATOreHETUYHO OBrDYHTOBAHOI QHTMOCTEOMOPOTUYHOT
Teparii Ta TeAeCKOMIYHUX IHTDAMEAYASIOHUX KOHCTPYKLUIN, WO «POCTYTh», YiTKO BCTAHOBAEHA TQ 06 '€KTUBHO
AOBEAEHQ €PEeKTMBHICTb TQ NEePCNEKTUBHICTb OMUCAHOI METOAMKM SIK 3 AIKYBAAbHUX, TAK i 3 MOOGIAQKTUYHNX

no3uLin.

KAro4oBi cA0BQA: HEAOCKOHQAMM OCTEOreHes, OCTeornopos, NepPeAoMim, AepopmaLli, XipypridHe AikyBaHHSI.

Bctyn

IcTopyHO TIPUIHSATO BBaXKaTH IMATOJIOTIUHY JiaM-
kictp Kictok (IIJIK) mopsia i3 MapMypoBOIO XBOpPO-
0010 OJHi€I0 3 HO30J0Tili TeHepadizoBaHOi dopmu
HegockoHaaoro ocreoreHedy (HO), mig skum posymi-
I0Th I'PYIy 3aXBOPIOBaHb i3 AU(epeHLiioBaHOIO AUC-
MJa3i€lo CIOJYyYHOI TKaHWHM, a caMe KiCTKOBOI, IO
XapaKTepU3YETbCS BPOJKEHOIO HEIOCTAaTHICTIO Me-
3eHXiMU, CKJIQJHUMU TIpollecaMu TMOpYIIEHHS CTPYK-
TYpHO-(PYHKIIOHAIBHOTO CTaHy, PEMOIETIOBAHHS Ta
MeTaboJIi3My KiCTKOBOI TKaHMHHU, 3MiHAMU HOPMAab-
HOI piBHOBAru MixX IIpolecaMM KiCTKOYTBOPEHHS i 0C-
Teope30pO1lii, pO3BUTKOM CUCTEMHOTO OCTEOIIOPO3Y Ul
OCTEOCKJIEPO3Y KiCTOK Ta, K HACHiA0K, iX MiABUIIEHOIO
Jnamkictio [1—4].

Hame pocimigkeHHST CTOCYyeTbCcsl came MaToJo-
TiYHOI JIAMKOCTi KiCTOK $SIK HaMOUIbII MOIIMPEHOT
(1-7,2 10 000—1 20 000 HOBOHAPOMIKEHUX

(H.W. Lehmann, 2000)) Ta tsixxkoi Ho3ostorii HO, 1o ripu-
3BOOUTH A0 KaTtacTpoiuHMX HACIIAKIB i3 OOKY OMOpPHO-
PYXOBOIO amapaTy, BTpaTd Ialli€eHTaMu (YHKIIii XOIbOMu,
OIIOPU Ta CaMOOOCIIyTOBYBaHHSI, iX iHBamigu3amii [ 1—4].

Ha cphoroaHi 4iTko BCTaHOBJEHA E€TiOJNOTriSg LbOTO
3aXBOPIOBAHHS: pi3HOMaHITHI MyTallii T€HiB, 110 KOIY-
I0Th KosiareH | Tumy, mpu3BoAsATh A0 MOPYIIeHHS Qop-
MYBaHHsI KOJareHOBUX BOJIOKOH (¢bibpuioreHesy), ix
MiHepaJizalii, yTBOpeHHsI KpUCTaJiB TigpoKcuaraTu-
Ty; BHACJiJOK IIMX TpoIeciB POPMYETbCS MeXaHIuHO
«HEMOBHOIIIHHA» KiCTKa, 110 MPOSBISIETHCS i1 MaTOJO-
rivHOIO JIaMKicTIO [2, 3].

AKTyaJabpHICTh p0OOTH 00YMOBJICHA 3HAYHUM BiICOT-
KOM HEraTMBHUX pe3yJbTaTiB sIK KOHCEPBAaTUBHOTO,
TaK i OMEepaTUBHOTO JIiKyBaHHS AAHOI'O KOHTUHTEHTY

XBOpUX, IO 3YMOBJIEHO BiJCYTHICTIO MAaTOreHETUYHO
OOIPYHTOBAHOTO JIiKyBaHHSI, IPOrpecyruyoro OcCTeo-
MOPO3y KiCTOK, 3aCTOCYBAaHHSIM PYTUHHUX METOJIMUK Xi-
pypriuyHoro JiKyBaHHSI.

Hamie nmoBigoMyieHHSI MPUCBSIUEHE TEPCIIEKTUBHO-
MY HampsMKy XipypTiuHOTO JIiKyBaHHsI XBOpUX Ha Ta-
TOJIOTIYHY JIAMKiCTh KiCTOK i3 3aCTOCYBaHHSM iHTpaMe-
NYJSIPHOTO CTEP3KHS, 1110 «POCTE».

MartepiaA Ta meToAU

B ocHOBy pobGoTu 3akianeHUil aHami3 pe3yJibTaTiB
ob0ctexeHHs 103 mami€eHTIB i3 pi3HUMM TUIIAMU HEIO-
CKOHAJIOTO OCTeoTeHe3y BikoM Bin 1 micsaus mo 51 poky
(gosoBivoi crari — 52 mamieHTu, xXiHodoi — 51), gki
3Haxonuauch Ha JikyBaHHi B 1Y «ITO HAMHY». Hia-
THO3 HEJOCKOHAJIOTO OCTEOTeHe3y BCTAaHOBIIOBABCS Ha
MiZIcTaBi 0OCOOIMBOCTEN KIiHIYHOTO Mepediry 3axBopio-
BaHHSI Ta PEHTIEHOJIOTIYHOTO JOCTiAKEHHSI.

Yci nauienTu 0yau posnofineHi 3a Kiacudikallieto
Sillence Ha IV Tunu: 3 I Tumom — 50 mauienTis; 3 I[1 — 2
xBopux, 3 [Il — 33 mauienra ta 3 [V tunom — 18.

Ho 2009 poxky omnepaTWBHi BTpyYaHHS i3 3aCTOCY-
BaHHSM TIOTIepeNIHiX MeTOAUK (TJIACTUHU, arapaT 30-
BHIIIHBOI (piKcallii, CTepxKHi, y TOMY YMCJIi 0JIOKYIOUi) 3
METOIO0 METaJIOOCTEOCUHTE3Y MATOJOrIYHUX IIepeIOMiB
Ta KOpeKIlii nedopmalliii TOBTMX KiCTOK OyJ10 BUKOHa-
HO y 43 MallieHTiB.

Y nepion 3 2009 o 2012 pik Hamu Oyja 3acTocoBa-
Ha HOBA TaKTUKa JIIKYBaHHSI y 5 XBOPUX Ha HEAOCKO-
HaJUii OCTEOreHe3 i3 3aCTOCYBaHHSM TeJIECKOIiuHOI
KOHCTPYKIIii, IIIO «POCTE».

Vci mauienTu 0yau 4oJa0Bivoi cTaTi, BIKOM Bil 6 10
10 pokiB Ta Bimmosimanu I Tumy HO 3a Sillence. Ome-
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paTUBHI BTpYyYaHHSI BAUKOHYBaJIMCh Ha 0a3i KJIiHiKU 1U-
Ts1yoi opTornenii Ta Tpapmatosorii 1Y «ITO HAMHY».

Pe3yAbTATU TA IX OOroBOpPEHHS

OCHOBHMMMU OPTOMEAUYHUMU MPOSIBAMU 3aXBOPIO-
BaHH4 y nanieHTiB Ha HO Oyau yuciaeHHi maToiaorivyHi
nepeaoMHM JOBIMX KiCTOK Ta iX OChOBi Aedopmallii.

PeTpocneKTUBHUI aHaji3 XipypriyHOro JIiKyBaHHS
opToneanyHoi narosorii y nauieHriB i3 [TJIK cBimuuth
PO 3aCTOCYBAHHS Pi3HOMAaHITHUX METOIUK 3 BUKOPHC-

TaHHSM allapariB 30BHIIIHBOI iKcallii, pi3HUX MJIacTu-
HOK Ta cTepxHiB. [Ipore, 3HaYHUI BiICOTOK HEBHAIMX
pesyabTaTiB (10 50 %) cBiguuTH TIpo HeeeKTUBHICTh
rnepepaxoBaHUX TexHoaoriii. OCHOBHOIO IPUYMHOIO
HEBIAJIO0ro JiKyBaHHS OYB CUCTEMHUI OCTEOIIOPO3 Kic-
TOK, SIKMIA TIPU3BOJMB 10 HECTAOLILHOTO METaJI0O0CTE0-
CUHTE3y, Mirpallii CTep>XHiB, I'BUHTiB, MPOpi3yBaHHS
CMUIlb, BUPUBAHHS IJIACTUH Ta peUUAUBY AedopMmalliit
KiCTOK, MOBTOPHUX MATOJOTiYHUX MepeiaomiB [5—17].
Ha BigmoBinHMX eTamax po3BUTKY OIMTIYO1 OpTOMeEnii y

i)

f) 9)

PucyHok 1. KniniyHni npuknan 3acTocyBaHHS iHTpamMeaysspHOi KOHCTPYKLUii, o «pocte», y xsoporo K.,
9 pokis, 31 Tunom HO, peunansom gegopmadii 1iBOi CTErHOBOI KicTKM Nic/isi BAKOHaHHSI KOPUryBaJlbHUX
OCTeOoTOMili Ta NnpocToi iHTpamegynapHoi Qikcayii 6/10Kyr0YUM cTep)xHem: a-b) 6araTonnowmHHa
Aaegopmauis 060x CTerHoBux KicTok 3 iHTpamenynsapHor ¢ikcauieto ctepxHem BorgaHoBsa nisoi
CTEerHoBOI KiCTKU — npopi3yBaHHSI Ta Mirpauisi CTepkHsi; c-d) cTaH nicsss onepaTruBHOro JlikyBaHHsI —
KopurysasibHUX BKOPOYYIOYUX CerMeHTapHUX OCTEeOTOMI J1iBOi CTerHoBoOiI KicTku 3 ¢ikcauiero

iHTpamenynapHUM GJIOKYIOYUM CTEPXXKHEM; i) AedpopmaLis cTerHoBoi KicTku (aHTeKypBauis Ta Bapyc) Ha
piBHI aucTanbHoOi MeTagizapHoOT BinaHkn HWK4e piBHSA 6/10KyBaHHS cTepxkHs; f-g) ikcauisa nieoi cterHoBof
KiCTKM IHTpamMeyiIsipHUM CTEPXKHEM, LLJO «POCTE»
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CBiTi OyJi0 po3IoyaTe 3aCTOCYBaHHS iHTpaMeayasspHO-
ro 0JJOKYIYOro CTep>KHS MpU JiKyBaHHI MaTOJOTiYHUX
MEepe;IoMiB Y XBOPUX Ha HEJOCKOHAJIWN OCTEOTeHE3.
AJle, Ha TIpeBEJIMKUI Xajib, y XBOPUX [IiTeil 3acTOCy-
BaHHSI MOAIOHMX KOHCTPYKUIl Y 3B’3KY 3 MOJAIbIIUM
pPOCTOM AWTUHU TIPU3BOAMIO O BUHMKHEHHS pELM-
IUBY nedopmalliii KicTOK Ta MOBTOPHUX ITaTOJOTiYHUX
nepeoMiB.

V 3B’43Ky 3 BUIIEBUKIAAEHMM HaMHM BIIepIle Ha
TepeHax kKonaumHboro CPCP Oyna BuKopucTaHa HOBa
TaKTHUKa JiKyBaHHS, 1110 BKJlo4asa:

— mnepeaonepauiiiHy Ta MiATPUMYOUY aHTUOCTEO-
MOPOTUYHY Tepamilo MnpenapatamMyd MaMiIpOHOBOI
kucyotu Tta Ca 3aJieXXHO BiJl 3MiH CTPYKTypHO-(YHK-
1iIOHAJILHOTO CTaHy KiCTKOBOI TKaHWHW, IO JOCIHi-
IKyBaBcsl OioxiMiuHO (KicTkOBi Mapkepu — PINP,
b-CrossLaps, ocTeokambIMH) i pPEeHTTeH-ICHCUTOME-
TPUIHO (Z-KpUTepiii);

— 3aCTOCYBaHHsSI TEJIECKOMIUHOTO iHTpaMemyasp-
HOTO CTepXHs, 110 «pocTe», pipmu ChM ansg mertano-
OCTeOCUHTe3y y nauieHTiB i3 HO npu nikyBaHHI mmaTo-
JIOTIYHMX MTePEJIOMIB CTErHA Ta BUKOHAHHI KOPUTYIOUUX
OCTEOTOMIil CTETOH i FOMIJIOK MpH iX Aedopmarilii.

BukopuctaHHsI KOHCTPYKILiil, 11O «POCTYThb», MpPHU
onepaTMBHUX BTPYYaHHsX i3 Kopekuii aedopmartiit
MOBI'MX KiCTOK Ta METaJOOCTEOCUHTE3i TIPU iX MaToJ0-
TIYHUX IIepeoMax OyJIo MPOBEIeHO Y 5 Malli€HTiB: Mpu
KOPUTYIOUill JAeBapu3yl0dili cerMeHTapHili OCTeOTOMil
CTerHa y 4 maimi€eHTiB, y TOMY YUCJi B OAHOTO 3 HUX JJIS
KOpeKIlii 000X CTeroH Ta TOMiJIOK i B OJHOTO MallieHTa
MIpU MMaTOJOriYHOMY IlepesioMi cTerHa (puc. 1).

3acTocyBaHHSI TEJECKOMIYHOIO CTEPXKHSI, IO «PO-
CTe», CTajJlo KJIYOBOI TO3MIIED B HOBIM TaKTHUII
JIIKyBaHHS Ta JO3BOJIMJIO BUIUIUTH il OCHOBHI MEpeBaTH:

— TorepekKeHHsT peluaAuBiB nedopmaliiii Ta maro-
JIOTIUHUX TIEpeIOMiB TOBIrUX KiCTOK, SIK€ TOB’si3aHe 3
POCTOM XBOPOi AUTUHU;

— MOXJIMBICTh OJHOMOMEHTHOI KOpEKIIii Garato-
IJIOIIMHHUX Aedopmaliil AeKibKoMa OCTEOTOMisIMU
Ta cTabiAbHUI METAaJIOOCTEOCUHTE3;

— JIeTKY 3aMiHy KOMIIOHEHTIB CTEpKHSI MpU MO-
JNadbllIMX BTPYYaHHSIX, 1110 TMOB’sI3aHE 3 TOTOBHICTIO
KaHaly, Ta, BiINOBiAHO, 3MEHIIIEHHs TPaBMAaTUYHOCTI
MaiOyTHIX OTlepaTUBHUX BTPyYaHb;

— Y CYKYITHOCTi 3 MEIMKaMEHTO3HOIO KOPEKIIielo
CTPYKTYPHO-(DYHKIIIOHAJILHOTO CTaHy KiCTKOBOI TKa-
HMHU paHHS aKTUBIi3allis Nalli€HTIB, IX BepTUKaIi3allis
Ta, K HACJiA0K, MOXJIMBICTb 3MEHILEHHS SBUILI BTO-
puHHOTO (iMMOOii3aliliHOI'0) OCTEOIMOPO3Y.

Cepen HeIOJiKiB BUKOPUCTAaHHS TaHOI TAKTUKM Ji-
KYBaHHS MOTPiOHO aKIIEHTYBaTU yBary Ha 3HauHiil g0-
pOXHeUi mpenapaTiB MaMiIpoOHOBOI KUCIOTH Ta Tejie-
CKOMIYHUX KOHCTPYKIil, IO «POCTYTh», MOXJIMBOCTI
3aCTOCYBaHHS MOMIOHOTO JIiIKyBaHHS JIMILIE y Crieliati-
30BaHUX 3aKJajax Hallol KpaiHu.

Bukopucrana HaMmu MeTOMKA OTIEPATUBHOTO BTPY-
YaHHS i3 3aCTOCYBaHHSAM KOHCTPYKIIii, IO «pPOCTe»,
nepenabavaga IPOXOMXKEHHS AMCTAJbHOI 30HU POCTY
CTEeTHOBOI KiCTKM Ta MPOKCUMAaJIbHOI 30HU POCTY Be-

JIMKOTOMiJIKOBOI KicTku. CrocTepekeHHs 3a ornepoBa-
HUMMU TallieHTaMM B AMHaMIilli, 4Yepe3 TPU POKHU ITiCJIs
orepallii, He BUSIBUJIO HEraTMBHMX HACJiIKiB MPOX0-
JIDKEHHSI POCTKOBUX 30H: PiCT CTETHOBOI Ta BEJIUKOTO-
MIJIKOBOI KiCTOK Y JJOBXXMHY HE TTIOPYIITyBaBCs, B ONEPO-
BaHUX MallieHTiB OyJx BiICYTHI MaTOJIOTIYHI epesioMu
Ta He pO3BUBAIUCS Aedopmallii CTeTHOBOI Ta BEJIUKO-
TOMIiJIKOBOI KiCTOK.

[ToTpiOHO HarojsocuTH, 1O OJOKYIOUMI CTEPKEHb,
IO «POCTEe», MOTPIOHO PO3rISaaTH He Julle SIK edek-
TUBHY KOHCTPYKILilO, IO BUKOPUCTOBYETHCI MPU Me-
TaJO0OCTEOCUHTE31 B XipypriuHoMy JiKyBaHHI IMalli€H-
TiB i3 HO, ane i sIK iHTpamMenyasipHUil «€HIOMPOTE3»
KiCTKM, IIIO CTBOPIOE Ii MeTajloKapKac, ITOCWIIIOE il
MeXaHIUYHY CIIPOMOXHICTh Ta ToTiepekae BUHUKHEH -
Hs ITOBTOPHUX IATOJIOTIYHUX IEPeIOMIiB KiCTOK Ta iX
nedopMaliii.

BMCHOBKM

1. 3acTocyBaHHSI OJIOKYIOUUX CTEPXHiB, IO «pOC-
TYThb», IIPU XipypriyHOMY JIiKyBaHHI XBOPUX Ha HEHO-
CKOHAJIMI OCTeoreHe3 IMOpsiI i3 aleKBaTHOI MeIu-
KaMEHTO3HOI aHTUOCTEOMOPOTUYHOIO Teparmi€e €
MepCrneKTUBHUM HAIMPSIMKOM JIIKyBaHHS OPTOMEAUYHOT
MaToJIorii.

2. ¥ nauienTiB 3 HO TeneckoniuyHi KOHCTPYKILii, 110
«pOCTYTh», BUKOHYIOTb (PYHKIIiI0 iHTpaMeayJsipHOTO
«@HIOMPOTEe3y» KiCTKM, MOCUJIIOIOTH il MeXaHiuHi Biac-
TUBOCTI, JO3BOJISIIOTh MONEPEAUTU BUHUKHEHHS NaTO-
JIOTIUHUX TIePEIOMiB Ta peluaAuBY aedopMalliii 10Brux
KiCTOK, BiZTHOBUTU a00 MOKpaImUTUA (QYHKIIIIO XOAhOU
Ta OTIOPHU.
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WIHCTUTYT TPQBMQTOAOMN 1 opTOoneAmnn HAMHY YkpauHs,
r. Knes

MNEPCMNEKTUBHOE HAMPABAEHUE XUPYPITMYECKOIO
AEYEHWS BOAbHbBIX C HECOBEPLUEHHBIM
OCTEOTEHE3OM

Pe3iome. B cratbe nipescTaBieH COBpeMEHHBIH MOXOM K TAKTUKE
JIeYeHUs OOJBHBIX C OPTOMEINYECKOl MaTOJIOTHel TP HecoBep-
LIEHHOM OCTeOTreHe3e, OMMCaHO MEePCIEeKTUBHOE HAMpaBIeHUe Xu-
PYPrUUYECKOTO JICUEHUs TaTOJIOTUUECKUX ITePEIOMOB U OCEBBIX JIe-
dopmanuit INIMHHBIX KOCTEl. ABTOpaMU MPOBEJICH aHAIN3 PE3YIIb-
TaToOB JieueHUs] 43 MAllMEHTOB C MCITOJIb30BAaHUEM IPEIbIIYIINX
METOJIMK U 5 OOJIbHBIX C HECOBEPILIEHHBIM OCTEOr€HE30M C UCTIOJb-
30BaHMEM HOBOIl TAKTUKHU, KOTOpasl BKJIIOYAET IPUMEHEHME MaTo-
TeHETUYEeCKN 000CHOBAaHHOW aHTMOCTEOTIOPOTUYECKON Tepanuu u
«PaCTyLIUX» TEJIECKOMMUECKNX MHTPAMEIYJIIPHBIX KOHCTPYKITUIA;
YEeTKO YCTaHOBJIEHa U OOBEKTUBHO J0Ka3aHa 3(PdEeKTUBHOCTb U
MePCTIeKTUBHOCTD OTTMCAHHOM METOAVKHU KakK C JIeYeOHBIX, TaK U C
MPOGUITAKTUYECKUX TTO3ULINA.
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Krys-Pugach A.P., Gouk Yu.M., Zyma A.M., Martsynyak S.M.,
Kincha-Polishchuk T.A., Cheverda A.l.

Institute of Traumatology and Orthopaedics of National
Academy of Medical Science of Ukraine, Kyiv, Ukraine

PROMISING DIRECTION
OF SURGICAL TREATMENT
OF PATIENTS WITH OSTEOGENESIS IMPERFECTA

Summary. This article describes a modern approach to the the-
rapy of patients with orthopedic pathology caused by osteogenesis
imperfecta as well as perspective direction of surgical management
of pathological fractures and axial deformation of long bones. The
authors of this article carried out an analysis of the management
of 43 patients using previous methods and 5 patients with osteoge-
nesis imperfecta using new approaches including pathogenetically
grounded antiosteoporosic therapy and «growing» telescopic intra-
medullar constructions. Efficiency and prospects of new method
was clearly defined and confirmed from the therapeutic and pre-
ventive point of view.

Key words: osteogenesis imperfecta, osteoporosis, fractures, de-
formations, surgical treatment.
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