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HAIII AOCBIA AIKYBAHHS ITATOAOTTYHOI AAMKOCTI
KICTOK V¥ AITEN

I'yk FO.M., Kinua-IToaimyk T.A., 3uma A.M., Maprunsk C.M.

AY «ITO AMHY », Kui6

IcTopuyHOo NPUITHATO BIAHOCUTM IIATOJIO-
riuny Jsamkicte Kictox (IIJIK) mo oxuiei 3 re-
HepaJisoBaHUX (POpM HEIOCKOHAJOro Oc-
teorenedy (HO), mig sAxum po3ywmiloTb Tpy-
Iy [OUCIJIACTMYHMX 3aXBOPIOBaHb i3 cuc-
TEMHOI0 BaJoi0 ayudyepeHIlifioBaHOl CIIOJIyd-
HOI TKaHMHM, a caMe KiCTKOBOi, AKa XapakK-
TEPU3YETHCA BPOIIKEHOI HEIOCTaTHICTIO Me-
3€HXIMM, CKJIAJHMMM IIpollecaMM IOpyIIeH-
HA MeTabousisamy kicTkm, ii pemonesoBaHHSA
Ta CTPYKTYPHO-(PYHKIIOHAJIbHOTO CTaHy, 3Mi-
HaMM HOpMaJIbHOI piBHOBarum MidK IIpolieca-
MM KiCTKOYTBOPEHHA 11 ocTeope3opOirii, HeBi-
PHUM (DOPMYBAHHAM KiCTOK, PO3BUTKOM OCTe-
OIIOPO3Y 4YM OCTEOCKJIePO3y KICTOK Ta, AK Ha-
CJiNOK, iX migBuinenoro Jamkictio. IIJIK - 1e
pisroBuy HO, mpu AkomMy B KicTLi nepeBaska-
I0TB IIpollecu ocTeope3opOIrii Haxm mporecaMm
KICTKOYTBOPEHHHA, BiH € HalbiJIbII PO3IOBCIO-
moxeHuM: 1-7,2:10000-1:20000 moBOHApOmIKE-
mux (H.W. Lehmann, 2000).

Ha croromuimuiii geHb 4iTKO BCTaHOBJIEHA
eriosoria IIJIK — psHomaHiTHI MyTaIlii TeHiB,
AKl KOOYIOTb KoJlareH I Tuiy, mpusBOIATE 0
NIOpYIIeHHA (pOpMyBaHHs KOJIAal€HOBUX BOJIO-
KOH, IX MiHepaJisallii, CTBOpPeHHA KpUCTAaJiB
TiIpOKCHAaaTUTy, BHACJHIZOK IMX IIPOIECiB
dopMyeTbCA MeXaHIYHO HEIIOBHOLIIHHA KiCcTKa,
1110 IPOABJIAETHCA 11 IATOJIOTIYHOI JIAMKICTIO.
CyuacHi gocaiguuku Binnecau IIJIK po rpy-
mu crankoBux KogsareHomartint (T Kamypu-
Ha, 2009), 1110 He IPOTUPIUNTD, Ha HAILy IyM-
Ky, po3yMiHHIO ii Ak oxuiei 3 popm HO.

Hespasxkaroun Ha Te, mo IIJIK mae pisHO-
MaHITHI KJIHIYHI OpPOABM, «BI3UTHOIO KapT-
KOIO» IIbOT'O 3aXBOPIOBAHHA € OCTEOII0PO03, 3y-
MOBJIEHMII TVIMOOKMMM IIOPYIIEHHAMMU MIiKpO-
apXITEKTOHIKM KICTKOBOI TKaHWHN, 3HMMKEH-
HAM KiCTKOBOI IIiJIbHOCTI, 110 IIPU3BOAUTE JI0
BUHMKHEHHA 4YJCJIEHHUX HU3bKOEHepreTyd-
HUX TIepeJioMiB, fAKI € OCHOBHOIO KJIIHIYHOIO
O3HAKOI0 3aXBOPIOBAHHA. BHaciiok cuHTE3y
le(PeKTHOTO KOJIareHy OCTeo0JIACTM Y XBOPUX
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Ha ILJIK mpoxykKyroTh 3HAYHO MEHIIE KiCTKO-
BOTO MAaTPUKCY. SMiHIOETbCA DaJlaHC MiK pe-
30p01ielo Ta POpMyBaHHAM KicTKM B Oik Ime-
peBaru Iepiioi, xoda B HOpMI Iin yac poc-
Ty OUTUHU TIepeBakae (PopMyBaHHA KiCTKO-
BOI TKaHMHU, 1110, ¥ CBOIO Yepry, IIPU3BOIUTH
o 30inmbiieHHA 00’eMy Ta MIIHOCTI KicTKO-
Bux Tpaberys. Cpodu XipyprigHoro JiKyBaH-
HA pecpopmarnint mpu HO BuKOpuUCTOBYBaJUCH
naBHOo. OHAK TAMKKICTD CTaHY XBOPUX, iX pi3-
Ke BifgcTraBaHHA y (PIBMYHOMY PO3BUTKY, IJIV-
OOKi 3MIiHM CTPYKTYPU KiCTKOBOI TKaHMHU 00-
MesKyBaJIM [I0Ka3) IO OIIEPaTMBHOTIO JIKyBaH-
HA Ta NOriplLIyBaJjy JOr0 pe3yJbTaTu.

AxryaJspHiCTE pPoOOTM 00yMOBJIEHA IIPO-
Osemamy, II0 CTOCYIOThbCA JikyBaHHA IIJIK,
BiZICYTHICTIO TAaTOT€HETUYHO OOYMOBJIEHO-
o MeIMKaMEeHTO3HOTO JIKYBaHHA, BEJIMKOIO
KIJIBKICTIO MATOJIOTIYHMX IIepeJioMiB Ta Je-
dopmarriii KiHI[IBOK, TAMKKMMY eKCTPacKeeT-
HUMM IIPOABAMM 3aXBOPIOBAHHA, HE3aJI0BiJb-
HUMMU pe3yJbTaTaMM XipyprigHoro JiKyBaH-
HfA Ta HEJOCKOHAJICTIO CydYaCHUX TEeXHOJIOTiN
i MeTOZiB, 1110 3aCTOCOBYIOThCA IIPU Xipypriu-
HOMY JIIKYBaHHI Ifi€l ITaTOJIOTII.

MeTo10 HaIIOTO IOCJTifsKeHHA OyJsa po3-
pobKa cxeM Ta pesKMMYy LO3yBaHHA IIpernapa-
TiB, II0 HOJIMIIYIOTb CTaH KICTKOBOI TKaHM-
uu npu ILJIK niaxom aHTupel3opOTUBHOL il
abo CcTMMYJAIl KiCTKOYTBOPEHHA 3 II0JIaJIb-
IIIOI0 XIPYPTIYHOIO KOPEKIli€l0 HAABHUX Je-
dopmarriii.

J7s1 po3pobKM ONTMMAJIBHOI MeguKaMeH-
TO3HOI Tepamii HaMM HOPOBOAMIIOCH CIIOCTE-
peskeHHA 3a 29 XBOPMMM Ha BPOIYKEHY JaM-
KiCTh KicTOK BikoM Bim 5 z0 16 pokis. 3acto-
COBYBaJIMCh PEHTTeHOJIOTiuHMIA, OioxXimiunmit
Ta JIEHCUTOMETPUYHUII MEeTOAM IOCJIiYKeHHA.
CraH KICTKOBOI TKAaHMHM B OUMHAMIIN QOCJIi-
IPKYBaJIM 3 BUKOPUCTAHHAM pPEHTTEHIBCHKOI
JIleHCUTOMeTpii mormepexkoBoro Bigminy xpebra
Ta NPOKCUMAJBHOI'O BiIAiy CTETHOBOI KiCTKU
(pertrennencutomerp «Prodigy»). Busnauas-
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ca piBenb kaJgabifiio (Ca), ocdopy (P), smyx-
HOi pochaTasmu B cuposarTiii KpoBi, pisers Ca
1 Py ceui. ¥ 4-x XBOpUX IpoBejieHe JOCJIi-
IPKEHHS MapKepiB KicTkosoro oominy: B-Cross
Laps, total PINP, Osteocalcin rHa anasizaTo-
pi “Roche». IIpoBommyioce peHTreHOMeTPUd-
He JIOCJIJMKEeHHA: OCTeOIIOPOTUIHNMI IHAEeKC Ta
ingexc Barnet-Nordin, aki Oysam BigmosimHO
0,43—-0,51 Ta 0,27—0,37. IToka3uuku piBaa Ca
Ta P cupoBaTkyu KpoBi Oysam B Meskax Biko-
Boi HOpMu, B 9 Bumazgkax piBenb Ca mepe-
BUII[YBaB HOPMY, a PiBeHb Jy:KHOI dpocdaTa-
3) KPOBi 3HAYHO IIePEeBUIIyBaB HOPMY B yCix
xBopuX. JeHcuToMeTpUUHI IIOKa3HUKU B yCiX
XBOPMX BKa3yBaJM HA TAKKUI OCTEONIOPO3
(Z-xpurepiit y mexax Bim -2,9 mo -4,9 SD).
CraH OIOPHO-PYXOBOI CUCTEMU HAiTel OIiHIO-
BaBCHA Ha TJII JIKYBaHHSA 332 YaCTOTOIO II€peJo-
MiB, pyXOBOIO aKTMBHICTIO JI0 Ta IIiCJIA IIPOBE-
JleHOi Teparii, cTynmeHeM 00JIBOBOTO CUHIPO-
My Ta J0TO AMHAaMIKOIO Ha TJIi JIKyBaHHS.

Xoua Ha CbOTOAHI BilOMO, IO B JIKyBaH-
Hi ocreonoposy npenapatn Ca He BimirpaioTb
CaMOCTiVIHOI pPOJii, OJHAK IIPAKTUYHO KOJ-
Ha AaHTMOCTEOIIOPOTMYHA IIporpamMa He Ilja-
HyeTbcsA 0e3 MpU3HaAYeHHA coJell Kajbllito. Ile
3yYMOBJIEHO SAK TiNIOKAJIBI[IEMIYHOIO TIi€I0 OiIb-
LIOCTi aHTUPE30pPOEHTIB, TAK 1 MOMKJIUBUM I10-
PYILIEHHAM MiHepaJisalil KiCTKOBOI TKaHU-
HM IIpM 3aCTOCYBaHHI JeAKUX CTUMYJIATOPIB
KiCTKOyTBOpeHH:A. Biznomo, 1o mposiceparia
Ta IudepeHIiIoBaHHA 0OCTe0o0JacTiB Ta ocTe-
OKJIACTIB, cuHTe3 crenu@ivamx OiJKiB, ep-
MEHTIB, MiHepaJbHUII OOMIH KICTKU peryJro-
€TbCA B IIEPLIy 4Yepry aKTUBHUMM MeTaboJIi-
TaMu Bitaminy D3, BOHM 3MEHIIYIOTH pPe30p0-
I1if0 KiCTKOBOI TKaHMHMU, COPUATbL MOOitiza-
mii Ca B kicTky. Ilpm 1{bOMy CTUMYJIIOETHCH
KUIIIKOBa Ta HMPKOBa peabcopbuisa Ca, B pe-
3yJAbTATi MHiICUIIIOETHCA MiHepaJilalisa KicT-
KOBOI TKQHMHM Ta CTUMYJIIOETHCA KiCTKOYTBO-
PEeHHA.

Bcim xBopuM MM npusHadaJm IIpenapa-
™1 BiTaminy D (okcuzeBur, aadarabIMIo,
asbadopka) y NOENHAHHI i3 mpemapara-
MM KaJIbl[i}0: OCTEOTeHOH 1o 1 karc 2 pa3u Ha
o0y abo kaJgbileMid o 1-2 Tab Ha H00Yy.

Cepen cydacHUX aHTUPE30pOTUMBHUX IIpe-
apaTiB y JiTell 3aCTOCOBYIOTbCA TiJIbKM Mia-
KaJIbJIBIIMK Ta oAuH 3 GicdpocdoHaTiB — rene-
puk namigporoBoi kmcsaotru «Ilamipen». AH-
TUPEe30pPOTMBHA e(EeKTUBHICTh MiaKaJbIn-
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Ky ZIOCTaTHBO BIMCOKa, IIPY iHTpaHas3aJIbHOMY
BBEJEHHI Mali’Ke BiJICyTHA IOOiYHa mis, aJe
mpernapaTty KaJIbIIMTOHIHY MalTb KOPOTKO-
CTPOKOBY Jil0 B 3B’ABKY 31 IIBUIAKNUM PYIHY-
BaHHAM TopMoHy. KasbnuroHiH smine iHribye
OCTEOKJIACTH i ITOTpebye IIOBTOPHOTO BBEJEH-
HA, TOMy III0 IlepepBa B 3aCTOCYBaHHI Ipu-
3BOOUTH JI0 BINHOBJIEHHA AaKTMBHOCTI HIpu-
THIYEeHNX OCTEOKJACTiB, BTpaTu edekry. bic-
docpoHaTH HE3BOPOTHBO PYNHYIOTH aKTUB-
HI OCTeOKJIaCTH, IIPUTHIYYIOTh Mirpaliito mome-
PENHUKIB OCTEOKJIACTIB y KICTKOBY TKAHUHY
Ta 3abe3neuyloTh cTaliJbHE MTiIBUIIIEHHA Mi-
HepaJIbHOI ITJIBHOCTI KiCTKOBOI TKaHMHMU, 30-
kpema «Ilamipen», 3B’A3yioumch i3 Kpucra-
Jamu pocdaTy KaJbliio (TiIpoKCUanIaTITOM),
inridye posumaeHHa ocTaHHBOrO. TO6TO BiH He
BUKJIMKAE IIOPYIIIEeHb MiHepaJisallil KicTKOBOI
TKaHVHU ¥ HAAMIPHOTO IIPUTHIYEHHS KICTKO-
BOI'0 MOJIeJIIOBaHHH.

YMOBOIO NpMBHAYEHHA MiaKaJbIMKYy Ta
«ITamipeny» 0yB piBenb Ca cuUpPOBaTKM BUIIE
2,3 mouse /. Miakanbiuk OyB 3aCTOCOBaHUIA y
10 xBOopux — IBOM XBOPMM MiaKaJIbLIMK BBO-
IVBCA IHTpaHa3aJIbHO B IIOEAHAHHI 3 OCTEO-
TeHOHOM Yy BiKoBiit nosi. «Ilamipen» 3actoco-
ByBaBcA B 16 xBopux y nosi 30-60-90 mr 3a-
JIEPKHO BiJ] BIKY IIIJIAXOM Pas30BUX B/BEHHUX
in(pysiit xoskHi 3 Mic. Ha TJi 000B’A3KOBOTO
npusHadeHHA npenapatis Ca B 103i 500-1000
mr/noby. B 9 Bunagkax Oyso BukOHaHO 4 iH-
¢yaii, B 6 Bumagrax — 3. OCHOBHUM Kpure-
pieM edeKTMBHOCTI IPOBENIEHOTO JiKyBaHHA
OyJi0o TOKpaIeHHA pPeHTTeHIeHCUTOMEeTPUd-
HUX TIOKa3HUKIB. 3aCTOCYBaHHA MiaKaJibIM-
Ky B IIOEJJHAHHI 3 OCTEOI€HOHOM 3a HalllVMU
JaHVMM JOCTAaTHBO e(eKTVBHe - BiJ3HAUYEHe
TIOKPAIlleHHs IIOKa3HMKIB IIJIBHOCTI KiCTKO-
BOi TKaHMHM B AMHaMini depesd 12-18 wic. Ha
0,064=+0,014 I‘/CMZ. IloegnanHA MiaKaJbLUKY
3 aJb(aKaJbINI0JIOM (CTUMYJIATOP KoJare-
Hy I Tumny) B 4 XBOpMX [03BOJNIO 301JIBIINTI
LUTJIBHICTE KICTKOBOI TKAHMHM B Ti 3K CTPOKU
Ha 0,071+0,011 r/cm? (p<0,01), 3amenmmIacey
vacTora mnepesomiB. IIpu 3acrocyBanni «Ila-
Mipeny» Bike dyepes 3 MiC IIicJiA IIepIIoro BBe-
IleHHA OyJI0 Bil3HaUeHe ITOKpAallleHHA II0Ka3-
HMKIB IIIJJBHOCT] KICTKOBOI TKaHMHMU B CepeJi-
spomy Ha 0,032+0,012 r/cMm? Ta Z-TIOKa3HMKA
Ha 0,2-0,4, a micna 4-x iHGys3iin (12 mic Bix
IIOYATKY JIKYBaHHs) UIJBHICTE KICTKOBOI
TKaHMHM 3pocTasa Ha 0,097+0,012 I‘/CM2. Y
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3-X i3 4-x o0CTeKyBaHUX XBOPUX YIKe Iic-
JdA nepiroi iHdy3ii namipeny crocrepirajoch
3HUKEHHA PiBHA KICTKOBUX MapKepiB, y mep-
ury yepry - B-Cross Laps (Mmapkepy pesop0Oiii
kictknu). Ilicaa npoBefeHHA YOTHPLOX 1H(DY-
31l HazlaJll XBOpMX IIepeBOAMIM Ha JIKYyBaHHSA
MiaKaJbIIMKOM y 3B’A3KYy 3 HelasKaHUM TpU-
BaJIMM IIpM3HA4YeHHAM OicdpocdonaTiB y nm-
TAYOMYy Bini. B ycix xBopmx Liel rpynu 3Ha-
YHO NOKpalujach PeHTIeHOJIOTiYHa KapTUHa,
B 9 Bumagkax MPUIMHUINUCH MATOJIOTiYHI Ite-
peJsioMy, a B O TAMKKUX BUIIAAKAX 3HAYHO CKO-
poTmJyach ixX KiJIbKICTb (KOHCTATOBAHO IIO OJ-
HOMY IIepeJioMy), 110 LO3BOJIMJIO IIepeBecTH
XBOPMX y BepTUKAJbHE IIOJIOXKEHHA Ta CTa-
BUTYM NIUTAHHA IIPO NPOBEIEHHS XipypriyHux
BTpy4YaHb Ha KICTKaX 13 3aCTOCYBaHHJM Me-
TaJIeBUX KOHCTPYKIIiiA.

Y B3B’A3KYy i3 BUIIEBUKJIANEHHUM, HaMU
BIeple Ha TepeHax kojsumHboro CPCP 3za-
CTOCOBaHMII y D XBOpPMX MpPM JIKyBaHHI Ita-
TOJIOTIYHOTO II€peJsIOMYy CTerHa Ta BMKOHAHHI
KOPUTYIOYOi OCTeoTOMii cTerHa Ipu BapycCHin
nedopmarii gia MOC Teneckomiyuuii iHTpa-
MenyJIAPHUII CTPpUIKEHb, AKuUil «pocTe». laHa
KOHCTPYKLiA Iependadae IPOXOIIKEHHA IIC-
TaJbHOI 30HM POCTYy CTerHOBOI KicTku. Cro-
CTepesKeHHs 3a OIepOBaHMMM IallieHTaMM B
IMHaMIIll depe3 pik Iicyd omeparlfii He BUA-
BMJIO HEraTUBHMX HACJIJAKIB 3aCTOCYBaHHHA
CTPMIKHSA, AKUIM «POCTe»: PICT CTETHOBOI KicT-
KM B JOBXKMHY 3JiJiICHIOBaBCA HOPMAJIbHO, B
OIIepOBaHMX MallieHTiB Oynm BimcyTHi maTo-
JIOTiUHI TIepesjoMM Ta PO3BUTOK IedpopMalriiit
CTErHOBOI KiCTKM.

Taxkum 4yMHOM Ha TJi Tepamii, 110 IIPOBO-
InJach, B yCiX XBOPUX Bi3HaueHa IIO3UTMBHA
KJiHIYHa AMHaMiKa, AKa IPOABJAJIACh ¥ 3HU-
SKeHHI 4acToTu IepeJsioMiB y 2-3 pasy, 3MeH-
menHi abo 3HMKHEHHI OOJBOBOTO CUHIPOMY,
HapocTaHHI pyxoBoi akTuBHOCTi. KiiniuHi mo-
Ka3HMKM IMiATBEPIKYBaIM HaHI 00’€KTMBHOrO
JOCJHiJyKeHHA (pPeHTreHiBCbKa TeHCUTOMEeTPidA).
3a Hammmu gaHuMu «Ilamipen» 3 momasbIIIM
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NIpU3HAYEHHAM MiaKaJbUMKy B IMO€IHAHHI 3
OCTEOTeHOHOM MOMKYTb OyTU 3 yCIIiXOM 3aCTO-
coBaHi B JiTell 3 HEJOCKOHAJNM OCTeOreHe-
30M, & 3aCTOCYBaHHA KOHCTPYKILIN, II[0 «POC-
TYTb», IIPU XiPYPriYHOMY JIKYBaHHI JI03BOJIAE
IIOIIepeUTY BUHMKHEHHSA [TaTOJIOTIYHUX IIepe-
JIOMIB Ta pelenuB Aedopmalliii KiCTOK.

Aireparypa

1. Puees B.JI., Meamon III JI.Jloc. Ocreomnopos. / Ilep. C
aury. — M.: CIIG.: «<HeBcwkmit mgiasor», 2000. — 560 c.

2. OcTeornopos: snuaeMuoJIOrs, KINHNAKE, MaTHOCTUKA,
npodmaakTuka u Jederne / ITox pexn. H.A. Kopoxa,
B.B. Iloopoauioka, H.B. lenyx, MLLA. Symnanna. — X.
3ogotrele crpanuibl, 2002. — 648 c.

3. ITamuppoHoBas KucjoTa B JiedeHuu 3aboJeBaHMIA
KOCTHOI TKaHu. /mox pex rnpod. IToBoposuioka B.B. —
K. 2010. — 220 c.

4. Iosoposutox B.B., €emywenkxo O.0. MiakaJabIiuk B
npodinakTuil Ta JiKyBaHHI MeTabOJIYHNX 3aXBOPIO-
BaHb ckeJjeta. // IIpobaemn ocreostorii. — 1999. — T.2,
Nel. — C.62-69.

5. Abildgaard N., Rangby J. et al. Long-term oral pami-
dronate treatment inhibits osteoclastic bone resorp-
tion and bone turnover without affecting osteoblas-
tic function in multiple myeloma // Eur J Hematol.
—1998. - 61(2). - P. 128-134.

6. Blau L.A., Hoehns L.G. Analgesic efficacy of calcito-
nin for vertebral fracture pain // Ann Pharmacoth-
er. — 2003. — 37(4). — P.564-570.

7. Lehmann H.W., Herbold M., Bodman J. Von et al.
Osteogenesis imperfecta. Aktuelles Therapiekon-
zept // Monatsschr Kinderheilkd. — 2000. - 148. —
P. 1024-1029.

8. Munns C.F., Rauch F., Zeitlin L., Fassier F. Delayed
osteotomy but not fracture healing in pediatric os-
teogenesis imperfecta patients receiving pamidro-
nate // J Bone Miner Res. - 2004. - 19. — P. 1779
— 1786.

9. Olszanieska M., Lebiedowski M., Matusik H. et al.
Evaluation of bone mineral density in selected re-
gions of the skeleton in children with osteogene-
sis imperfecta and gipophosphatemic rickets // Pol.
Tyg. Lek. — 1999. - Vol50, NoNo44—-47. — P. 32 — 34.

10.Rauch F., Manus G., Land Ch., Glorieux F.H. Pami-
dronate in children and adolescens with osteogenesis
imperfecta: effect of treatment discontinuations. //
J Clin Endokrinol Metab. — April 2006. — 91(4). - P.
1268 -1274.

11. Rauch F., Glorieux F.H. Osteogenesis imperfecta. //
Lancet. — 2004. — 363. — P. 1377-1385.

12. Rodan G., Reszka A., Golub E., Rizzoli R. Bone safe-
ty of long-term bisphosphonate treatment. // Cur
Med Res Opin. - 20. — P. 1291-1300.

“IIpobnemn ocreosorii”



