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OCOBEHHOCTHM HAPYIIEHNSI KOCTHOI'O METABO/AN3MA
ITPYU TEMODPNANYECKOM OCTEOIIOPO3E

AaTalicKmit ToCy AapCTBEHHBI MeAUIIMHCKII YHUBEpCUTeT, T. bapHaya

Pepopos A.B., Kaumosa E.E., Bocrpuxosa H.B., bumescknit K.M., Hapuropoanesa H.O.

Leav uccaedosarus. Overnumo xapaxkmep HApYULeHUS MemadOAUSMA KOCHIHOT MKAHU Y O0ALHBIX 2eMOPurLell
6 3A6UCUMOCHIU O CHTIeNeH1 CHUKEHUS ee MUHEPANUSAUUU.

Mamepuarot u memodvt. Hamu 00caedosatio 52 00AbHOLX ¢ mAXKeA0U Popmoil zemoPuruu A u 5 00AbHDLX 2eMO-
Purueir B 6 6ospacme om 17 do 50 rem. JAs oyenxu decmpyKmueHvlX npoyeccos 6 KOCMHOU mKaHu uccAedo-
6AAU OKCUNPOAUH 6 CHI60PONIKE KPOSU U MOUe, AKMUSHOCHIL KOCHIHOT PPaKkyuu ueAouHoil pocdamasol Kposu,
a maxke codeparie KaAvyus u gocopa 6 kKposu u moue. Beem nayuenmam nposoduracy dsyxarepeemudeckas
penmeernoscras abcopovuomempus das onpedererust MIIKT 6 sadte-nepedteii npoextyuu noscHULH020 01moeAd
10360HOUHUKA U NPOKCUMAADHLIX 0MdeAax DedperHoli KoCmil.

Pesyromamut. [o darrvim 06yxatepzemuveckoii permaenosckoil abcopoyuomempuu, y 65% O0AbHBIX MAXKeAOi
popmoii cemodpuruu umeem mecmo oduiee (cucmemnoe) cruxerue MITKT. Ha nauarvroix amanax paseumus
ocmeonenuu iy GOALHBIX MAKEAOU HOPMOU 2eMOPUAUL 01PeeASAOCD YCKOpeH e MemadOAUSMA OP2aHU1ecK020
mampuxca kocmuoi mxanu. ITpu svipaxennoii ocmeonenuy u 0cmeonopose npucoeduHIAUCy HapyueHus 0o-
MeHa MUHEPAAbHOTL Yacmu KocmHoil mxaru (nosviuieHHoe 6oldeAeHue KArblus ¢ MooiL).

3axarouerue. Taxum 00pasom, usyuerue 0CHOGHLIX NOKAAMEALH MEMAOOAUIMA KOCHIHOT MKAHU 6 COUemMaAHUL
C COBpeMEHHDIMU AYHeELIMU MeMO0AMU UCCALO06AHUS 110360A5e1 00Aee YZAYOACHHO OUEHUEANTb U KOHIMPOAU-
posamv QUHAMUKY 0eCPYKMUGHDLX NPOULCCO8, NPOTNEKAOULUX 6 KOCHIAX DOALHDLX 2eMOPUAUETL.

Karouesvie caosa: zemodurus, apmponamuu, ocimeonopos, 0cneo0eHCUmomenmpus.

Research objective. To assess the nature of bone metabolism disorder in hemophilia patients depending on the de-
gree of decrease of its mineralization.

Materials and methods. We examined 52 patients with severe hemophilia A and 5 patients with hemophilia B aged
17 to 50 years. Oxyproline in blood serum and urine, activity of bone alkaline blood phosphatase, and calcium
and phosphorus content in blood and urine were investigated to evaluate destructive processes in bone tissue. All
patients were given dual energy X-ray absorptiometry to determine BMD in the posterior-anterior projection of
the lumbar spine and proximal sections of the femoral bone.

Results. According to dual energy X-ray absorptiometry, 65% of patients with severe hemophilia have an overall
(systemic) reduction in BMD. During the initial stages of osteopenia development in patients with severe hemo-
philia, the acceleration of metabolism of organic bone matrix was found. In pronounced osteopenia and osteopo-
rosis, metabolism disorders of the mineral part of bone tissue (increased release of calcium with urine) occurred.
Conclusion. Thus, the study of basic indicators of bone metabolism in combination with modern radiological re-
search methods allows for more in-depth evaluation and control of the dynamics of destructive processes occurring
in the bones of hemophilia patients.

Key words: hemophilia, arthropathies, osteoporosis, osteodensitometry.

IF'emodmans — Hanboaee 4acToO BCTpeYarOIINIL-
Cs1 HacAe/ACTBeHHBIN (CIIeNAeHHBI ¢ X-XpOMOCO-
MOIJI) TeMOpparndeckKuii AyuaTes, 00yCAOBAEHHBIN
2ePUIIUTOM U/VMAY MOAEKYASPHBIMU aHOMAaAV-
MM IIpoKoaryasiHTHOu dyactu pakropa VIII (remo-
duansa A) nan gaxropa IX (remodpnans B).

OCHOBHBIM KAMHUYECKUM IIpOsBAEHUEM 3a-
OoaeBaHUs ABAAIOTCA pPeUMAMBUPYIOIIUE Kpo-
BOUBAVMSIHMS B KPYIIHBIE CyCTaBbl KOHEUHOCTell,
rayboKue IMOAKOKHbIe, MeXXMBIIIeYHbple U BHY-
TPMUMBIIIIEYHbIe I'eMaTOMBI, a Tak’Ke OOMAbHBIE
U AAUTeAbHbIE IT03/]HIe KPOBOTedeHNs IIPY TpaB-
Max 1 omnepaumsax. Pexxe nabarogaiorcsa gpyrue
reMopparuy, B TOM uYlucAde 3a0pIOIINHHEBIE Te-
MaTOMBI, KPOBOM3AMAHMSA B OpPTaHbl OPIOITHON
I10AOCTM, TIeMaTypus, >KeaAyAO4YHO-KUIIedHbIe
KpOBOTeJYeHIs1, DKCTpa- ¥ MHTpaKpaHMaAbHEIe Te-
Mopparun [7, 8].
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ITopasxenue onopHo-ABMUIaTeALHOTO arllapara
3aHMMaeT O4HO U3 BeAYIIUX MeCT B KAMHIIEeCKO
KapTuHe TeMO(QNUANM, IIPOrpeccupyer C BO3pac-
TOM U SBASETCS OAHONM M3 IPUYMH MHBaAUAU3A-
unn 0oawpHBIX [9, 12, 14]. PopmMupoBaHmUe reMo-
puaNIecKnX apTpPONaTUil IIPOXOAUT PsIA CTaANIA
OT OCTPBHIX PeUUAMBUPYIOUINX TeMapTPO30B U I10-
cTreMOpparn4eckKix CHHOBUTOB A0 XPOHMYECKMX
AepOpPMUPYIOIIUX OCTe0apTPO30B C pPa3BUTHEM
aHkmnao3os [12, 15].

Bmecre ¢ TeM, yacThIM HOpakeHMeM KOCTell SIB-
ASIOTCSL OCTEOIIOPO3 UM KMCTO3 IIPeMMYIIIeCTBeHHO
srmpu3os Kocreir [1, 4]. YaurTeiBas MHOXECTBEH-
HOe TIOpa’keHNe CyCTaBoOB Y OOABHBIX TeMOPUAU-
ell, 0CTeoNopo3 IpuodpeTaeT pacpOCTpaHeHHbIN
xapakrtep. BozH1KaeT ocTeoropos Ha caMBIX paH-
HUX 9Tanax GopMUpOBaHMS TeMOPUANIECKOI ap-
Tponatun [5, 6, 13]. Ilo mepe nmporpeccuposaHms
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apTponaTuM IMIPOUCXOAUT yCUAEHME JAeMUHepa-
AU3alUM KOCTeN C pa3BUTUEM WX XPOHUYECKOV
aTpouUM ¥ BBIPaXKEHHOTO KMCTO3a, YTO CIIOCOD-
CTByeT BO3HMKHOBEHUIO BHYTPU- M BHECYCTaBHBIX
nepeaoMos [3, 13, 14]. ITapaaaeabHo ¢ yBeandeHu-
eM KOoAMdYecTsa OIepaluil SHAOIPOTEe3MPOBaHI
CycTasoB y OOABHBIX TeMOpUAMell pacTeT U KOAU-
94eCcTBO OCAO0XKHeHMUit. /loKa3aHo, 9TO OCTeOIIopo3
ABASETCS TIPeAUKTOPOM I1epeA0MOB IepUIIPOTes-
HOVI KOCTHOW TKaHWU IIPY DHAONPOTE3UPOBAHUU
cycragos [2, 6, 10]. ITosToMy usyyenue mpoueccos
JAeMIHepaAu3auy KocTeil, Kaapnuit-pocdopHo-
ro obOMeHa 1 MeTab0AM3Ma KOCTHOM TKaHM ITP1o0-
peTaeT cyIIecTseHHOe 3HadeHue.

Leario nccaeaoBaHms ABAsSLAaCh OIJeHKA XapaK-
Tepa HapyIleHus MeTabOAM3Ma KOCTHOM TKaHU
y 00ABHBIX reMopuANeN B 3aBUCUMOCTH OT CTelle-
HII CHVDKEHMS ee MUHepaAU3aljin.

Marepuaabl 1 MeTOABI

Hamu o0caeaoBaHo 52 ©OABHBIX C TSXKEAOI
dopmoit remopuanu A (yposens VIII ¢axropa
0-2%) n 5 6oapHBIX TeMopuaneir B (yposens IX
¢daxropa 0-2%) B Boszpacte ot 17 20 50 aeT. ¥ Bcex
0OABHBIX MMeANCh MHOXKeCTBeHHBIe XpOHIYeCcKye
9KCCyJaTHUBHO-TeMOpparnmdeckue U IIPOAYKTUB-
HO-TIpoauepaTUBHBIe OCTEOAPTPO3bl  IIPEUMY-
II[eCTBeHHO HIVDKHUX KoHeuHocTell. KoHTpoapHyIO
rpymiy cocrasyuaun 30 mpakTUIecKy 340POBbIX ANI]
MY>KCKOI'O I104a B TOM >Ke Bo3pacrTe.

251 OLIeHKU AeCTPYKTHUBHBIX IIPOIIECCOB B KOCT-
HOJI TKaH! 1CCAeA0BaAV OKCUIIPOAUH B CHIBOPOTKE
KpOBU 1 MOYe, aKTMBHOCTb KOCTHO (ppaKLImu IITe-
aouHOI docdarasbl KpOBHU, a TaKKe COJep>KaHIe
Kaapnus u pocdopa B Kposu 1 moue [11]. AxTus-
HOCTb KOCTHOI (ppaknunu ImeaodHoi ¢ocdaTtasbl
ompeJeAasidach Ha reie arapossl (IIpudop-cucremMa
s1ekTpodopesa Beckman); ompeseseHme kaab-
LIJST B CBIBOPOTKE KPOBH ITPSMBIM METOAOM C My-
pekcngom; ¢pocdopa HeOpraHMIECKOTO — IO BOC-
CTAHOBAEHUIO  MoAnOAeHOBaHaAaTOPOCHOPHOT
KICAOTHL. YpOBeHb okcumpoanHa («Moaudpuim-
pOBaHHBIE MeTOABI JCCAeJOBaHUs ITOKaszaTeaelt
oOMeHa BeIlecTB COeAVHUTEeAbHOI TKaHU B OMo-
A0TMYECKUX XKUAKOCTAX», VIxesck, 1980) B moue
IepecyuThBaACd Ha MMAAMMOAb KpeaTHHMHA,
oIpeeAseMOro B IIOPLIMIY MOYM OOIIeIIPUHATHIM
MeTogoM. VccaeaoBaHns IpOBOAMAY Ha aHAAU3a-
tope BM/Hitachi 911E c rtomo111p10 KOMMepuecKnx
TecT-cricteM pupmsl Boehringer Mannheim.

Mccaesosanne MyuHepaAbHON ITAOTHOCTHU KOCT-
ol TkaHmu (MIIKT) ocyrectsasanm ¢ MOMOIIBIO
anmapara PRODIGY — nudposoro ocreogeHCUTO-
MeTpa C UCIOAb30BaHMeM KasMUyM-IIMHK-TeALy-
pUAOBOIl AeTeKTOpHON MaTpunsl (pupma Lunar,
CIIA). Bcem manmeHTaM IpoBOAUAACh ABYXDHEP-
reTmJeckasl peHTTeHOBCKast abcopOIIoMeTpus 445
onpegeaennss MIIKT B 3agHe-lilepesHell IIpoex-
LMY TTOSICHMYHOTO OTJe/Aa IO3BOHOYHMKA U IIPOK-
CIMaABHBIX OTAeAax OeapeHHOI KOCTH.

Crenens cuykenuss MIIKT orienmBaercst co-
rAacHO TpMHATON KAaccuumikanym BO3 mo T-
u Z-xpurepusam [11].

Prck mepesoMoB omnpeeasieTcs MO BeANYNHE
T-xputepus. OTKAOHeHUs BbIpakalOTCsA B CTaH-
AapTtHbIX eauHnax (SD). Kpurepuu onjenkn cre-
IIeHN TSKeCTU OCTeOIIopo3a:

- 20 -1,0 SD — HOpMa;

—ot1-1,0SD a0 -2,5 SD - ocreornienns (A0KAMHU-
Jyeckasl CTagus OCTeoIopo3sa);

— ot -2,5 SD 1 HIXe — 0CTeonopos;

— or -2,5 SD u Huxe + HaanuMe IEpPeAOMOB
B aHaMHe3€e — TAKEeABINT OCTEOIIOPO3.

CraTtucrmdeckas oopaboTka AaHHBIX BKAIOYala
B ce0s1: IpOBepKy HOPMaAbHOCTH pacIipeseleHns,
pacyeT cpejHero 3HadyeHMs], CTaHAAPTHOTO OTKAO-
HEeHIs, CTAaHAAPTHOI OIMOKN CpeAHero 3Ha4eHIs].
JOCTOBEpPHOCTb pa3ANdmii B IPyMIlax oIpeeAas-
aack 110 xpurtepuio CtpiogenTa (t), ypoBeHb 3Hayue-
HIS AOCTOBEPHOCTH pa3Andnii Oba npusst 5%.

Aas oaydenns KodPPUITNEHTOB KOPPeAIITun
¢axTOpOB, MMEIOITNX pa3ANYHbIe BUABI paciIpeje-
JA€eHNs, UCIOAb30BaACAd HellapaMeTpUYecKNnii Me-
To4 K09pPunmenros CrmpmeHa.

PesyabTaTbl M 00CyXKAeHIe

Ilpy  mOposejeHuMM  OCTEOAEHCUTOMETPUI
B IpyIIre 00ABHBIX FeMO(UAVEeN HaMU OBLAO BBIAB-
A€HO J0CTOBepHOe CHIKeHIe MIHepaAbHOI I1A0T-
HOCTH KOCTHOJI TKaH! B 001aCTV IOSICHUIHOIO OT-
Je/a TIO3BOHOYHMKA U B IIPOKCMMAaAbHOM OTJee
OeApeHHOII KOCTM, YTO SIBASETCSI OOIenpuU3HaH-
HBIM KpHUTepueM CUCTeMHOro ocreomnoposa (T=-
1,44+0,17; Tx=+0,45+0,31; P<0,05 u Z=-1,38+0,14;
Zx=+1,47+0,33; P<0,05).

YunTtbiBas pasHyIO CTeIleHb CHIKEHMUs MIHe-
PaAbHON IIAOTHOCTV KOCTHOM TKaHMU Yy MCCAeAye-
MBIX OOABHBIX, ITOCAeJHIe OBLAY pa3JeAeHbl Ha ABe
rpynmsl. B mepsyio rpynmy (1) BkaroueHs! 12 604b-
Hex 6e3 carKeHnst MITKT u ¢ HavaaABHBIMU TIPO-
SIBAEHISIMI OCTeOIIeHN!, BO BTOPYIO Ipymiy (2)
— 45 GOABHBIX C BEIPaKeHHOI OCTEOIIeHNel I OCTe-
oroposoM (tabaniia 1).

Y 9Tux 4ByX rpyn 60AbHBIX IIPOBeJeHO Mccae-
AOBaHIe OCHOBHBIX MapKepoB MeTaboAM3Ma KOCT-
HOU TKaHu (Tabanra 2, 3).

Y 6oabubix Oe3 caypkenns MIIKT u ¢ navyaan-
HBIMM IHIPOsABAEHUAMM OcTeolleHnu (rpymma 1)
OIlpeAeAsA0Ch IOBLIIIeHNe aKTUBHOCTI KOCTHOTO
nsodpepmenTa ImeaouHoir ¢ocdaTassl, a TakKe
yBeAndeHMe YPOBHs OKCUIIPOAMHA B CHIBOPOTKe
KpOBH, UTO CBUAETEABCTBYET 00 YCKOPEeHHOM O0-
MeHe KOCTHOTO KO.//1areHa Ha (poHe yMepeHHO! aK-
TUBALIMM OCTeOAUTNYECKUX VM OCTe00AacTIUIecKUX
IIPOIIeCCOB TPV COXpaHeHN! HOPMaAbHBIX ITOKa3a-
teaert Ca u P B xpoBu u moue.

Y ©0O0ABHBIX C BBIPa’kKeHHOI OCTeOIIeHuel
U OCTeOoIIopo3oM (rpymnmna 2) HabA0Aa10Ch yMe-
peHHOe TIOBbIIIeHMe KoHIeHTpanunu Ca u P
B CBIBOPOTKE KPOBU I 3HauUTeAbHOe yBeAldeHIe
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DKCKpeUMM KaAbLIVs C MOUOI, a Tak>Ke BBICOKas
aKTMBHOCTH IIeA049HOI (ocdaTassl B CBIBOPOTKE
KpOBH, 3Ha4NTEAbHOE yBeAdeHe KOHIIEHT paly
OKCHUITPOAVHA CBIBOPOTKM KPOBM I €TI0 ITOBBIIIEeH-
HOe BBlAeAeHNe ¢ MOYOIl. /laHHbIe U3MeHeHIIs] CBU-
AeTeALCTBYIOT O BBIPa’KEHHBIX OCTEOAUTIIECKIX

MIHEPaAbHOM YaCTU KOCTHOV TKaHIL. HpM DTOM,
YIUTEIBasA AaHHBIE AEHCUTOMETPUM U OVMOXMMU-
YECKUX MCCA€AOBaHUII, MOXKHO HPeAlOAOXKUTH
npeobaajaHye OCTe0AN3lca, HeCMOTpPs Ha 3Haul-
TeABHYIO aKTMBaIMIO U OCTeOIIpOoAnQepaTNBHBIX
IIPOIIeCCOB (BBICOKAsl aKTMBHOCTh KOCTHOM (pak-

mpolieccax, COIIPOBOXKAAIOINXCS pPe3opOLyen nuu 1eaoudon docdarasnl).

Tabamnma 1
[NoxasameAu MUHepAALHOLL NAOTMHOCTUY KOCTHHOL TKAHU

I'pyrmer 06caeA0BaHHBIX Koanygectso T-xpurepuin Z-Kpurepuii
1 12 -0,83+0,09 -0,87+0,08
2 45 -2,31+0,17 -2,12+0,14
Konrpoas (k) 50 +0,45+0,04 +1,47+0,05
pT1-2<0,05 pZ1-2<0,05
p pT1-k<0,05 pZ1-k<0,05
pT2-k<0,05 pZ2-k<0,05
Tabauma 2
Ocrostivie nokasameAu MuHeparbozo obmera
KonnenTpaiins B cbIBOPOTKe Konnenrpanus B Moge
[pymmst N MMOAB/A MMOAB/A
00cae0BaHHBIX
Ca P Ca P
1 12 2,35+0,04 1,18+0,06 1,71+0,32 20,24+3,06
2 45 2,57+0,02 1,63+0,06 5,43+0,21 31,60+9,12
Konrpoas (k) 30 2,34+0,03 1,16+0,05 1,65+0,21 20,45+2,04
pl-k>0,5 pl-k>0,5 pl-k>0,5 pl-k>0,5
p2-k<0,001 p2-k<0,001 p2-k<0,001 p2-k>0,5
p p1-2<0,001 p1-2<0,001 p1-2<0,01 p1-2>0,5

Tabanma 3
Ioxasameru memadoAUIMA OP2AHUMECKO20 MAMPUKCA KOCHIHOU MKAHU Y DOALHBLX 2eMOPuAUei

CrIBOpOTKa KPOBU Moua
I'pymmsr
06CAe10BAHHBIX 111D, Ua Oxcunpoans, Oxcnnpoans, Oxkcunpoans/

’ MKMOAB/A Mr/a KpeaTVHIH

1 12 132,449,1 24,4+0,8 27,4+2,1 2,0+0,4

2 45 285,3+29,1 29,8+0,67 54,3+2,5 4,1+0,4

Konrpoas (k) 30 37,0£2,9 19,5+1,8 28,1+1,8 2,3+0,2

p1-k<0,001 p1-k<0,05 pl-k>0,5 pl-k>0,5

o) p2-k<0,001 p2-k<0,001 p2-k<0,001 p2-k<0,001
p1-2<0,001 p1-2<0,001 p1-2<0,001 p1-2<0,001

Takum o6pas3om, u3ydeHne OCHOBHBIX IIOKa3a-
TeAeil MeTaboAM3Ma KOCTHOI TKaHM B COYeTaHMUN
C COBPEMEHHBIMU Ay4YeBLIMU MeTOAaMU MCCAeA0-
BaHIA II03BOAseT 0o/ee yrayOAeHHO OIleHUBaTb

Ha navaapHBIX DTarax pa3BUTU OCTEOIIEHNI
y OOABHBIX TsKeA0M (PpOopMoOit reMopuAnN OIpe-
AeAs110Ch YCKOpeHe MeTa0O0AM3Ma OpTaHI4IecKo-
IO MaTpUKCa KOCTHOM TKaHMU.

U KOHTPOAMPOBATh AMHAMMUKY AeCTPYKTUBHBIX
IIPOIIeCCOB, ITPOTEKAIOIINX B KOCTSIX DOABHBIX Te-
Moduanern.

3akaroueHne

ITo AaHHBIM ABYX®HEpPreTHMYecKOl peHTIeHOB-
ckoit abcopbrmomerpun, y 65% OOABHBIX TsKe-
ao1 ¢opmoit remopuANM MMeeT MecTo oOIree
(cucremuoe) camxenne MITKT.
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ITpu BBIpa’keHHOI OCTEOIIeHUH 1 OCTEOIIOpO3e
y OOABHBIX TsIKeAOV (POpMON TeMOPUAUN HPU-
COeAVMHAAVICh HapyIIeHNns: oOMeHa MIHepaAbHON
9JacTM KOCTHON TKaHM (ITOBBLIIIIEHHOe BhIJeJeHIe
KaABITVI C MOYOIN).

Kongankr maTEpecoB. ABTOPHI 3asgBAAIOT
00 OTCyTCTBUM KOH(PAMKTaA MHTEPECOB.
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