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AHanu3 EeHOTHNHYECKUX NPOABNEHUN
AMcnnasuu CoOeUHUTENbHOW TKAHU

Yy B3pOCAbIX NALUEHTOB C HECOBEPLIEHHbIM
OCTEOreHe3oM u paspaboTka anroputrma

OWATHOCTUKH
I.W. BaneeBa', P.1. XycaunoBa'?, J1.H. Xycaunosa', M.M. Xacm3os', A.B. Tropun'

[ucnuiasust coenrHutenbHoi Tkauu (JJCT) — 9To reHeTHYeCKH AeTePMUHUPOBAHHOE HApYLIEHUE Pa3BUTHUSI COAU-
HUTEJILHOM TKaHU B 9MOPUOHAILHOM U TIOCTHATAILHOM TIEPHOIaX, KOTOPOe XapaKTepusyercs neeKTaMu B CTPyK-
Type BOJIOKOH M OCHOBHOTO BELLECTBA COEIUHUTEIbHOI TKaAaHHU, YTO MOXET BbI3BaTbh Pa3HOOOPa3Hble HAPYILIECHUS

B paboTe BHYTPEHHUX OPTAaHOB M OMOPHO-IBUTATEILHOTO amnmapara. Ha ceromHsHmit 1eHb BBIIESIOT IBE OCHOB-
Hble rpynnel ACT: nuddepeHunpoBaHHY0 (MOHOTEHHYIO, HAC/IEACTBEHHYI0) U HeauddepeHInpoBaHHYO (MHO-
rocdakTopHylo). B nuteparype omrcano 6osee 250 HacnenctBeHHbIX BapuaHToB JJCT, oTHUM M3 KOTOPBIX SIBIISIETCS
HecoBeplleHHbI ocTeoreHe3 (HO), 3a0oneBaHue, xapakTepu3yloleecs: YaCTbIMM HU3KOTPAaBMAaTUUYECKMMU Tepe-
JIOMaMU KOCTel, HapyllIeHUeM cliyXa, aToJI0rkeit 3yOHOI aMalu, roiyboil oKpackoii ckiep naudeHToB. OqHako
TAHHBIE 0 HAIMIWY APYTUX KIMHWYecKuX nposiBieHuii JICT, T. €. 0 CHCTEeMHOCTH BOBJICUCHUST COETMHUTEITLHOM
TKaHU, HOCSIT (pparMeHTapHBIN XapakKTep.

Ieab uccnenoBaHus — aHAINU3 YaCTOTHI (DEHOTUTTMIECKUX MTPU3HAKOB TUCTUIA3UM COSIMHUTENIbHOM TKaHU Y B3pOC-
JIBIX MTALMEHTOB C HECOBEPLUEHHBIM OCTEOreHE30M U pa3paboTKa aIrOpUTMa KIMHUYECKOU TUarHOCTUKMY.
Marepuannb 1 MeToabl. [IpoBeieHO OTHOMOMEHTHOE CpaBHUTENIbHOE HccienoBanue 40 marientoB ¢ HO u 45 310-
POBBIX JIUI IPYIIIbI KOHTPOJIsT Ha 6ase KinHUKU PTBOY BO «balkupckuii rocy1apCcTBEHHbIA MEAMIIMHCKUN YHU-
BepcuteT> MuHnsnpasa Poccun. I'mnepmo6uibHocTh cyctaBoB (ITMC) onpenesnsuiach 1o 1ikaie Beighton, oneHka
JCT npoBonuiack no moauduurpoBaHHoi Tadnuie T.W. KagypuHoii. MuHepaabHas MJIOTHOCTh KOCTHOM TKaHU
(MIIKT) onpenensiach Py MOMOIIY PEHTIEHOBCKOM IEHCUTOMETPUU.

Pesyabtatel. [1py HO yvaiie, yem B KOHTpoJIE, BCTpEYAIMCh XPYCT BUCOUHO-HUXKHeUe tocTHoro cyctana (p<0,001),
ratostorust 3yoHoi amanu (p<0,001), TMC (p=1,4%x10*), kubockoaroTrnueckas nehopMaius Mo3BOHOYHUKA
(p=1,1x10*), necopmarust rpynHoit kietku (p=0,010), BabrycHas yctaHoBka cromn (p=0,005), XpycT B cycTaBax
(p=0,023), nponarnc mutpanbHoro kianaHa (p=0,005) u aprepuanbHas runorensus (p=0,021). I[Tpu HO Takke
Habona1ach 6os1ee HU3Kask MUHEpaJIbHAs TNIOTHOCTh KOCTHOM TKaHU B a0COMIOTHBIX 3HaUeHusX (p<0,001)

u o Z-xpurepuio (p<0,001).

BeiBoabl. Y namentoB ¢ HO cratucTiuecky 3HaYMMO vaille Betpevatotest peHoTunmueckue nposisinenus JCT.
TMauumenram c I turiom HO cBoiCTBEHHBI TeMOpparnyeckye MposiBICHUS, a TAKXKe MT03 BHYTPEHHUX OPraHOB.

[Tpu 11 Ture xapakTepHbl 1eopMaliiy MO3BOHOUHMKA; AehopMallMy TPYAHON KJIETKU Yalle HaOIioaaIiucCh

y nauueHToB ¢ V turiom HO. Pa3zpabotaH KIMHUYECKHUIi alroput™ onpeaeaeHus tTurnos HO mis ontumusanum
MIUATHOCTUKY U TEHOTUTTUPOBAHUS.

KnioueBble c10Ba: HeCcoBepILEHHBII ocTeoreHes, (heHOTUNMMYecKre NMPU3HAKK, TUCTUIA3Usl COeAMHUTEIbHOM TKaHH,
MUHEpaTbHasl IJIOTHOCTh KOCTHOU TKAHU, aJITOPUTM AMATHOCTUKHU

Jlas nwurupoBanus: Baneesa 1V, Xycaunosa PU, Xycaunosa JIH, Xacduzos MM, TropuH AB. AHanu3z heHoTUIIN-
YEeCKUX MPOSIBICHUI TUCTUIA3UN COSAUHUTENbHOM TKAaHU Y B3POCIBIX TTAIIMEHTOB ¢ HECOBEPLICHHBIM OCTEOTEHE30M
1 pa3paboTKa aJIrOpUT™Ma IMarHOCTUKU. Hayuno-npakmuueckas peemamonoeus. 2025;63(2):190—196.

ANALYSIS OF PHENOTYPIC MANIFESTATIONS OF CONNECTIVE TISSUE DYSPLASIA
IN ADULT PATIENTS WITH OSTEOGENESIS IMPERFECTA AND DEVELOPMENT
OF A DIAGNOSTIC ALGORITHM

Diana 1. Valeeva', Rita I. Khusainova'?, Leonora N. Khusainova', Munavis M. Khafizov', Anton V. Tyurin'

Connective tissue dysplasia (CTD) is a genetically determined disorder of the development of connective tissue

in the embryonic and postnatal periods, which is characterized by defects in the structure of the fibers and basic
substance of the connective tissue, which can cause a variety of disorders in the functioning of the internal organs

and the musculoskeletal system. Today, there are two main groups of CTD: differentiated (monogenic, hereditary)

and undifferentiated (multifactorial). More than 250 hereditary variants of CTD have been described in the literature,
one of which is osteogenesis imperfecta (Ol), a disease characterized by frequent low-traumatic bone fractures, hear-
ing impairment, pathology of tooth enamel, and blue coloration of the sclera of patients. However, data on the presence
of other clinical manifestations of CTD, i. e. about the systemic involvement of connective tissue are fragmentary.

Aim of the study — to analyze the frequency of occurrence of phenotypic signs of connective tissue dysplasia in adult
patients with osteogenesis imperfecta and to develop an algorithm for clinical diagnostics.

Materials and methods. A single-stage cross-sectional comparative study was conducted on 40 patients with osteo-
genesis imperfecta and 45 healthy controls at the Clinic of the Bashkir State Medical University. Joint hypermobil-
ity (JH) was determined using the Beighton scale; connective tissue dysplasia was assessed using a modified table

by T.I. Kadurina. Bone mineral density was determined using X-ray densitometry.

Results. Statistically significant differences in the frequency of occurrence of phenotypic signs of CTD were revealed:
temporomandibular joint crunching (p<0,001), dental enamel pathology (p<0,001), JH (p=1.4x10-*), kyphoscoliotic
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deformity of the spine (p=1.1x10~*), chest deformity (p=0.010), valgus feet (p=0.005), joint crunching (p=0.023), mitral valve prolapse (p=0.005)
and arterial hypotension (p=0.021). Statistically significant differences in bone mineral density in absolute values (p<0,001) and Z-criterion levels

(p<0,001) were also observed.

Conclusions. In patients with OI, statistically significantly more frequent phenotypic manifestations of CTD were revealed. For patients with type I OI,
hemorrhagic manifestations are typical, as well as ptosis of internal organs. In type III, spinal deformities are characteristic, chest deformities were more
often observed in patients with type V OI. A clinical algorithm for determining OI types was developed to optimize diagnostics and genotyping.

Key words: osteogenesis imperfecta, phenotypic characteristics, connective tissue dysplasia, bone mineral density, diagnostic algorithm
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BeepeHue

HecoBepiieHHbI# (He3aBepileHHBIN) octeoreHe3 (HO;
MKB-10: Q78.0) — aT0 penkoe HacjeACTBEeHHOE 3a00jeBa-
HUE COeNVHUTETbHOU TKAaHW, XapaKTepU3yIoIleecsl MOBBI-
IIEHHOW XPYMKOCTBhIO KOCTEH, PEIUAUBUPYIOIIUMU HU3-
KOTPaBMaTUIECKUMHU TIEPEJIOMaMU U TIPOTPECCUPYIOIIUMU
nedopManusamu ckeseta [1]. boapmmHCTBO ciiyyaeB 3aboJie-
BaHUs BBI3BAHO MYTAlIMSIMU T€HOB, KOIUPYIOIINX IIETTA KOJI-
nmareHa | tuna (COLIAI u COL1A2), onHako okojio 25% ciy-
YaeB CBSI3aHBI C MMAaTOTeHHBIMM BapMaHTaMM APYTUX T€HOB,
KOTOpBIE YYaCTBYIOT B MPOLIECCUHTE KoJulareHa, nuddepeH-
LIMPOBKE OCTe00JacTOB U MUHepanu3aiuu Kkoctu (LEPRE],
CRTAP, PPIB, IFITM5, SERPINF1, SP7, WNTI, CREB3LI,
BMPI, FKBP10, P4HB, SEC24D, SERPINH1, SPARK, PLS3,
TMEM38B) |2—4]. PacnpoctpanenHocth HO cocraBasier
6—7 ciyyaeB Ha 100 000 HaceneHust Bo BceM Mmupe [5]. Iep-
By1o kinaccudukammio HO, ocHOBaHHYIO Ha KIIMHUKO-PEHT-
TEeHOJIOTUIECKUX XapaKTEePUCTUKAX, MPEIJIOKUIT aBCTPaTUii-
ckuii Bpau D. Sillence B 1979 r. OHa BKJIIO4aeT B ce0s YeThIpe
OCHOBHBIX THUIIa 3a00JieBaHUsI, BapbUPYIOIIUX IO CTeIe-
HU TSKECTU OT JIETKOro mo0 JietaabHoro [6, 7]. Ilo3nmnee,
Ha ocHoBaHuu uccienoBanuit F.H. Glorieux u F. Rauch [3]
naHHas Kjiaccudukaius obia gornoaHeHa V, VI u VII tuna-
mu. KnuHuyeckass KapTuHa 3a00JeBaHUsI XapaKTepu3yeTcst
TMopaxXeHWeM CKeJeTa B BUIE MHOXECTBEHHBIX HU3KOTpaB-
MaThyecKux nepeaomMoB. K OCHOBHBIM BHECKEJIETHBIM TPO-
SIBJICHUSIM TUCIUIa3uu coenuHutenbHoi TKaHu (JICT) oTHO-
cAT rosryboe oKpalimBaHue CKiIep, mMaToJ0TUIo 3yOHO dSMau,
KOHIYKTUBHBIE WJIN HEWPOCEHCOPHBIE HApYIIEHUs CyXa.
OpHako MaHHbIEe 0 HAIMYUW IPYTUX KIMHUYECKUX TPOSIBIIE-
Huit JICT, T. €. 0 CUCTEeMHOCTU BOBJIEYEHUSI COCTUHUTEIIb-
HOU TKaHU, HOCAT DparMeHTapHBII XapakTep. B HacTosee
BpeMsl YBEJIMYMBACTCSI KOJIUYECTBO B3POCIBIX IAIIMEHTOB
¢ HO, mockoybKy akTMBHOE NpUMEHEHUE aHTHPE30pOTUB-
HOI Tepanuu B AETCKOM BO3pacTe MO3BOJISIET MHOTMM 00JIb-
HBIM JIOCTHMYb coBeplueHHosieTus. Hapsiny ¢ mepenomamu,
TUMWYHBIM KJIMHUYecKUM mnposiBieHueM HO y B3pocibix
SIBJISTIOTCST OOJIU B KOCTSIX, B TOM YMCJIe HE CBSI3aHHBIE C TIpe-
JBIMYyIIel TPaBMOM, UTO SIBJISIETCS TTIOBOAOM [JIsl OOpaIeHust
3a MEAULIMHCKON MOMOIIBIO, B TOM YKCJIe K Bpayy-peBMaTO-
JIOTY, 3a4acTyio 06e3 MOJIEKYISIPHOTO TIOATBEPXKISHUST Tuar-
Ho3a. B cBsI3U ¢ 9TUM sIBJIsIeTCS aKTyaJTbHBIM MCCIIeIOBaHUeE
CTIeKTpa TPOSIBJICHWI CKEJIeTHOW M BHECKEJIETHOU ITaToo-
TUW COCTUHUTEIbHON TKAaHW y B3POCIBIX MamueHToB ¢ HO
IUTST ONITUMU3AIUY KITMHUYIECKOM TUarHOCTUKN U TeHOTUITH -
pOBaHUsI.

Lenplo TaHHOTO WCCIENOBAHMS SIBISIETCSI aHAIU3 Ya-
CTOTBHl (PEHOTUIUYECKUX TPU3HAKOB NMUCIUIA3UU COEAUHU-
TEJbHON TKAHUW y B3POCJBIX MallMEHTOB C HECOBEPIIEHHbIM
OCTEOreHEe30M U pa3paboTKa ajirOpUTMa KJIMHUYECKON nuar-
HOCTUKU.

HayyHo-npakTtnyeckas pesmaronorus. 2025;63(2):190-196

MaTtepuanbl U MeToAbl

JlaHHOe OJHOMOMEHTHOE CPaBHUTEIbHOE WHCCIeNoBa-
Hue npoBoauiaochk Ha 06asze Knuauku ®I'BOY BO «bamkup-
CKUII TOCYNAapCTBEHHBI MEAWIIMHCKUI YHUBEpcuTeT» MuH-
3npaBa Poccun (KBI'MY) B paMKax IpoeKTa 1o NCClIeIOBaHIIO
HAaCJIeNCTBEHHON W MHOTO(AKTOPHOU ITaTOJIOTUU COETUHU-
TEJIbHOU TKaHU B COOTBETCTBUU C XeTbCUHKCKOM AeKapalueit
BcemupHoil MmenuimHcKoi accounanuu. Mceaenosanue Obuio
0I0OPEHO JIOKaJIbHBIM 3THYecKMM KomutetoM PI'BOY BO
«Bamkupckuii  rocynapCcTBEHHBIH MEIULIIMHCKUM  YHUBEP-
cutet» MunsapaBa Poccun (mpotokon Ne 6 ot 26.07.2023).
Brita chopMupoBaHa YHUKaJbHasi KOropTa B3pOCHbIX Ila-
uueHToB ¢ HO, Bximoualomas 45 nmauuentoB ¢ HO, Haxo-
NUBILIMXCS HA CTAllMIOHAPHOM JIEYEHUU IO TMOBOAY JaHHOTO
3a6oneBannss B KBI'MY ¢ 2021 o 2024 r. B manHbIit (par-
MEHT uccienoBaHusl BKIOUeHO 40 OOJNBbHBIX, 5 MCKITIOUEHBI
10 TIPUYWHE 3HAYUTETbHO Oojiee cTapiiero Bo3pacrta. [luar-
Ho3 HO 6b11 ycTaHOBJIEH MEMUIIMHCKUMY TeHETUKAMK Ha OC-
HOBAaHMM KJIMHUYECKO KapTUHBI (MHOXECTBEHHBbIE Tepe-
JIOMBI TIpY HE3HAYUTEJIbHON TpaBMe WJIM TIPU €€ OTCYTCTBUU,
B T. Y. BHYTpUYTPOOHBIE, T0OJly00e OKpalllMBaHUE CKJIEp, HU3-
KU1 JIMHEWHBIN pocT, nedopMaliii KOHEYHOCTEe 1 rpyaHOM
KJIETKM) Y Pe3yJbTaTOB MOJIEKYISIPHO-TEHETUYECKON THarHo-
ctuku. Y 29 (72,5%) naueHTOB BBISIBJCHBI MyTalluy MPUYMH-
Hbix reHoB HO: COL1A1 (65,6%), COL1A2 (17,3%), IFITMS5
(6,9%), P3H1/LEPRE, PLOD2, TGFBI (1o 3,4%). B xauecTBe
KOHTPOJIbHOU TPYMIbI ObLTN B UCCIEIOBAHUE ObLITU BKITIOUEHBI
45 4yenoBek, He UMEIOIINX MOHOTEHHBIX 3a00JIeBaHUI COeNu-
HUTETbHOW TKAaHW, SHAOKPUHHBIX HapyIIeHWI, peBMaTuye-
CKUX M ayTOMMMYHHBIX 3a00JIeBaHMI1, a TAaKXe TPaBM KOHEY-
HOCTe 1 TTO3BOHOYHUKA.

XapakTepucTrka 00CIeI0BaHHBIX MTAIIMEHTOB TTPEICTaB-
JleHa B Tabnuie 1. Bcem mcciemyemMbIM TTpoBOIMIach OIEH-
ka runepmodbusibHoctu cyctaBoB (IMC) no neBsaTUOAIbHOM
wkane Beighton, aHkeTMpoBaHMEe Ha HaJIM4yMe MPU3HAKOB
JCT no momudunmposanHoit Tabnuue T. KagypuHoii u co-
aBT. [8], peHTreHOBCKasl IECHCUTOMETPUST B PEXKUME «BCE TEJIO»
(«total body») ¢ momoipto anmapaTta Lunar Prodigy Advance
(GE Healthcare, CILIA).

B Hacrosiee Bpemst st onpeneneHust [MC Haubonee
IIMPOKO WCTONb3yeTcs Imkama Beighton, kotopast BKiiOua-
eT: MaccuBHOE pa3rubaHue S5-To manbia 6oee 90°, maccuBHOE
crubaHue 1-ro najiblia B CTOPOHY MpEArUieybs Mpu CrudbaHuu
B JIy4e3allsiICTHOM CyCTaBe, Tepepa3rubaHre B JIOKTEBBIX CY-
craBax Oojiee 10°, mepepasrubaHue B KOJIEHHbIX cycTaBax 00-
snee 10°, mepeaHuit HAKJIOH TYJOBUILA C KaCaHUEM JIAAOHSIMU
nosia npu (GUKCUPOBAHHBIX KOJIEHHBIX CycTaBaX. 3a KaxKIbIi
MOJIOXKUTEIbHBINA Pe3yJbTaT B CyCTaBe C OMHON CTOPOHBI MPU-
cBauBaetcsa 1 Oami. 'MC nuarHocTupyercsl NMpu HaJIUYUU
4 un Oonee GaioB, BbipaxkeHHass 'MC — npu cuere Ooiee
6 6annoB. CTaTUCTUYECKUI aHAIM3 JaHHBIX OCYILECTBIISUICS
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Tabnunya 1. XapakTepnctnka 60/bHbIX HECOBEPLUEHHbIM OCTEOr€HE30M W PYMbl KOHTPOIS

Mpu3Haku HO (n=40) Kontponb (n=45) p
My>4uHbl, 1 (%) 18 (45) 17 (37,8) 0,649
YKeHLwuHbl, n (%) 22 (55) 28 (62,2) 0,649
Bospact (ner), Me [25-i4; 75-if nepueHTMnN] 28,5 [22; 37] 24 [24; 27] 0,071
NMT (kr/m2), Me [25-1; 75-11 nepueHTu] 24,4 [21,3; 29,4] 21,2 [19,6; 24,3] 0,017
Cuet ACT, Me [25-i; 75-it nepueHTMN] 11[9; 14,5] 51(2; 8] <0,001
MMKT (r/cm?), Mo 0,994+0,16 1,174£0,10 <0,001
Z-kputepuii, M+ -0,8+1,3 0,7+0,89 <0,001

TMpnmeyanne: HO — HecoBepLueHHbI ocTeoreHe3; UMT — nHgexc maccsi Tena; JCT — aucnnasus coequnntensHoi Tkann, MITKT — MuHepanbHasi 0THOCTb KOCTHOM TKaHU

IpY TIOMOIIY TTakeTa mporpamm Statistica 13.0 (StatSoft Inc.,
CIIA). PacripeneneHre Mpu3HAKOB OIIEHWBATIOCH C MCIOJb-
3oBanuem kpurtepusi Kommoropoa — CmwupHoBa. [lomap-
HbIE MEXTPYIIIOBbIE CPAaBHEHUSI TTPOBOAIIACH C TIPUMEHEHH -
eM t-kputepusi CteioneHta u U-kputepuss MaHHa — YUTHU.
Jlnst cpaBHEeHUST KaYeCTBEHHBIX TTPU3HAKOB IO IPYIIIaM IPpU-
MeHsics Kputepuii duepa x2 ¢ nonpaskoii Merca. Cuna ac-
colMaluii OlleHUBaJaCh MO OTHOLICHUIO IIAaHCOB. Paznuuus
CYUTAIMCH CTATUCTUYECKU 3HAYMMBbIMU Tpu p<0,05.

PesynbTarsl

IMauuentst rpynnel HO umenu 1, 111, IV u V tuns 3a-
oonesanus. | Tun HO, xapakTepusylouuiicss ayTocCOMHO-10-
MUHAHTHBIM TUIIOM HacJleIOBaHUsl, TOIYyObIM OKpalllBaHUEM
CKJIEp, HapylIEHUEM CJIyXa U OTHOCHUTEJbHO JIETKUM Teye-
HMeM, orpenensuics y 25 (62,5%) 6onbhbix. 11 Tvn (nepuHa-
TaJIbHO-JIETAJIbHBII) SIBISIETCS ONHOW M3 Haubosiee TSKEeIbIX
dopm HO c pa3Butrem BbIpaXXeHHBIX AehopMallnii cKeera,
TIPUBOISIINX K CMEPTU BCKOPE TOCTe POXICHUST M3-3a MPO-
TPECCUPOBAaHUS IIBIXaTEIbHOW HENOCTAaTOYHOCTH, U TO3TO-
My He OBLT TIpelCTaBJIeH B KOTOPTE B3POCIBIX MAlMEHTOB.
III Tun (mporpeccupymoliee nehopMupyloliee TeueHUe)
¢ OOJIBIIMM KOJMYECTBOM IT€PEJIOMOB, TOJTYOBIM WJIA CEPhIM
OKpalluBaHWEM CKJIEp W BBIpaKeHHBIMU NehOopMaIMsIMU KO-
creit ckeneta BoisiBiIeH ¥ 7 (17,5%) manumenToB. IV Tum, xa-
paKTepU3YIOLUIACS IMPOKOM (heHOTUMUYECKON Bapuabdesb-
HOCTbIO, TPEUMYLIECTBEHHO HOPMaJbHBIM LIBETOM CKJIED,
HapylIeHUEeM cJiyXxa W IaToJIorueil 3yOHOM sMayiu, 3ape-
ructpupoBad y 5 (12,5%) oGcinenoBaHHBIX, V THUII ¢ MyTa-
uveit B rede IFITMS5 n ¢popMupoBaHreM TUIEepTpoduIecKoi

KocTHOI Mo3omut — Yy 3 (7,5%) [9]. Y oxHoro GosnbHOTO ObLIA
obHapyxeHa Mytanus reHa SGMS2, xapaktepHas IJIT KOJTb-
1IEBOTO MOpaxXeHWs CBO/A Yeperia ¢ XpynkKocTbio Kocteit [10].
VY 36 (90%) nanmeHTOB HaOJIIOIANIOCHh TOJyb0e OKpallliBaHKUe
ckitep, y 27 (67,5%) — naronorus 3yoHoi smanu, y 11 (27,5%) —
HapymieHue ciyxa. 12 (30%) maumenroB u3 rpyrmnsl HO mc-
MOJIb30BAJIM BCIIOMOTATEIbHbIE YCTPOUCTBA ST MEpeaBUXKE-
HUS (KOCTBLIU, XOMYHKH, Kpeciaa-Kojsicku). 7 (58,3%) u3 Hux
umenu [T tun HO, 3 (25%) — 1V, 2 (16,7%) — V. Y 60bHBIX
HO wunpexc maccol Tena (MMT) u KonaumvecTBeHHasl OLIEH-
ka ICT ObUIM CTaTMCTMYECKU 3HAYMMO BBIIIE, a MUHEPaJIb-
Hasl TIOTHOCTh KocTHOi TKaHu (MIIKT ob6mas) — Huxe,
yeM B KOHTpoute (Tab. 2).

B rpynme HO mo cpaBHeHMIO ¢ KOHTpOJIEeM ObLIa CTaTH-
CTUYECKU 3HAYMMO TIOBBIIIIEHA YaCTOTa XPYCTa BUCOUHO-HUXK-
HEYeJIIOCTHOTO cycraBa, mapagoHTuta, I'MC, MCKpUBIEHUS
MMO3BOHOYHUKA, NehOopMallMi T'PYIHOM KIETKH, BaJbI'yCHOM
YCTAHOBKM CTOII, XpYCTa B cycTaBaxX, IpoJjiarica MUTPaJbHOTO
kinamana (ITMK) u runtotensuu (ta6i. 3). Y 6 (13,3%) nmauueH-
ToB ¢ HO Ha601a10Ch OTKPHITOE OBaJIbHOE OKHO, Y 2 (4,4%) —
aHeBpM3Ma MeXIIpeacepaHoii meperopoaku. JloamxocteHome-
Jvsl He HabJtonanach HUA B OMHOM U3 TPYTIII.

lemopparnueckue mposiBIEHUS, a TakXKe MTO3 BHY-
TPEHHUX OPTAaHOB HAOIIOAATUCH TOJBKO Y TAMEeHTOB C | Tu-
nom HO. Ipu 111 Tume Bo Bcex ciaydasix BeISIBIICHBI gedopma-
1MV TTO3BOHOYHMKA, B TO BpeMs KaK AedhopMalny TpyaHON
KJIETKU 4aule HaOmopaiuch y nauveHtoB ¢ V tunom HO
(Tabn. 4).

CoBpeMeHHbIE BO3MOXHOCTH MOJIEKYJISIPHOI JTHarHo-
CTUKU TIO3BOJISIIOT BBISIBJISITh ITATOT€HHBbIE BapUaHThl M3Me-
HeHust cTpykTypbl JITHK, HO BO3MOXHOCTh MX OIpeleseHust

Tabnnya 2. CpaBHUTENIbHbIA aHAIN3 KITMHNYECKUX NapamMeTpOB ¥ NayneHTOB ¢ Pa3HbIMU TUMAMMU HECOBEPLIEHHOrO 0CTEOreHe3a

MapameTpbl | Tun HO (n=25) Il Tun HO (n=7) IV Tn HO (n=5) \/ Tun HO (n=3) Koutponb (n=45)
lony6ble cknepsl, 11 (%) 23 (92) 7 (100) 4 (80) 2 (66,7) 0

Hapywerwe cnyxa, n (%) 8 (32) 1(14,3) 2 (40) 0 0

Natonorus 3y6Hoii avanw, 1 (%) 13 (52) 7 (100) 4 (80) 3 (100) 0
,\”,I“e"}z(é‘_ré';“?é_ﬂ —— 23 [19; 26,6] 28,8 [24.7; 33]* 24 [22.9: 30,6]* 32,5 [21,9: 38]* 21,2 [19.6: 24,3]
Ger ACT, 11[9; 141 11[8; 5]~ 12 [11; 12~ 10[5; 21] 52 8]

Me [25-11; 75-it nepueHTUnK]

MIKT obuwas (r/cm?),

Me [25-11; 75-it nepueHTUNK] 10310952, 1,12]

0,851 [0,707; 0,925]* 0,996 [0,893; 1,118]

0,926 [0,792; 1,033]** 1,182 [1,098; 1,219]

Z-KpuTepuii -0,8 [-1,5;0,2]**

-1,5[-2,9;-0,2]**

-0,6 [-1,5;0,9] -0,9[-1.,8;-0,6]"" 0,7[0,1;1.2]

TMpumeyanne: HO — HecoBepLueHHbIN ocTeoreHes; IMT — uxgekc maccbi Tena; [JCT — guennasus coequHntensHont Tkann; MITKT — muHepanbHas naoTHOCTb KOCTHOU TKaHW,

* - p<0,05; ** - p<0,01
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Tabnuya 3. Yactora cheHOTUNNYECKUX MPUSHAKOB AUCTNAZUN
COENHNTETIbHOM TKAHN B IPYnne nayneHToB ¢ HECOBEPLUEH-
HbIM OCTEOr€HE30M U B rpynne KoHTposas, n (%)

Tabnuya 4. Yactora cheHOTUNNYECKUX MPUIHAKOB AUCTNAZUN
COeNHNTENbHON TKAHW y NaUNEHTOB C PA3HbIMU TUNAMU
HEeCOoBepLIeHHOro octeoreHesa, n (%)

Mpu3snaku HO Koutponb
ACTEHUYECKNIA TN KOHCTUTYLMK 6 (15) 8 (17,8)
[MnepanacTM4HOCTb KOXK 4 (10) 7 (15,6)
KenongHble pyoupl 6 (15) 4(8,9)
CTpum 4(10) 6 (13,3)
[emopparuyeckue nposiBneHus 4 (10) 0

[PbKN BHYTPEHHUX OpPraHoB 6 (15) 1(2,2)
[1703 BHYTPEHHMX OpraHoB 1(2,5) 3(6,7)
XpyCT BUCOYHO-HIDKHEYEMOCTHOTO 35 (87,5)"* 10 (22.2)

cycTasa

MaTonorus 3y6Hoil amanu

JonuxocteHomenms 0 0
[Mnepmo6uIbLHOCTL CYCTaBOB 29 (72,5)** 10 (22,2)
[vnepknhos/runepnopaos 21 (52,5)** 5(11,1)
[edopmauus rpyaHoi Knetkn 9 (22,5)* 1(2,2)
lnockocTonue 18 (45) 16 (35,6)

BanbrycHas yctaHoBka cTon 11 (27,5)** 1(2,2)

XpycT B cycTaBax 30 (66,7)

[Tponanc muTpanbHOro knanaxa 12 (30)** 2 (4,4)

 — ITunHO  WMTunHO IV tun HO  V tun HO
P (1=25)  (n=T) (n=5) (n=3)

AcTeHnyeckmii Tun 5 (20) 1(143) 0 0

KOHCTUTYLIN

TMNepanacTU4HOCTb 28) 2(286) 0 0

KOXM

Kenougnble py6ubl 2 (8) 2 (28,5) 2 (40) 0

Ctpum 2 (8) 0 1 (20) 0

Temopparuyeckue 4 (16) 0 0 0

NposBNEHNs

TPbDKN BHYTPEHHUX 5 (20) 1(143) 0 0

OpraHoB

[1T03 BHYTPEHHNX 1(4) 0 0 0

OpraHoB

XpycCT BUCOYHO-

HIDKHEYEMIOCTHBIX 21 (84) 7 (100) 5 (100) 2 (66,7)

CyCTaBoB

fANepMOGUABHOCT 44 56 4 (571)  2(40)  1(33.3)

CYCTaBOB flerkas

TMnepmo6unbHOCTL 7(28) 0 0 1(33,3)

CYCTaBOB BbIPXEHHast

unepkuchos/ 9.(36) 7(100)  3(60) 2 (66,7)

runepnopaos

Recbopmauus 3(12)  2(285) 2(40) 2 (66,7)

TPYAHOI KNeTku

lnockoctonue 12 (48) 1(14,3) 4 (80) 1(33,3)

BanbrycHas 7(28) 2(285)  1(20) 1(33,3)

YyCTaHOBKa cTON

XpycT B cycTaBax 22 (88) 5(71,4) 5(100) 3(100)

lponanc MuTpanbHOro

10 (40) 1(14,3) 0 1(33,3)
Knanaxa
Eagm::steﬂpacmwpeHme BEH HUDKHUX 7 (17.5) 6 (13.3) BapKoaHo®
oneaHocTe pacLLMPeHUe BeH 5200 0 1200 1(333)
Muonwsi fierkoii cTenewu 10 (25) 18 (40) HIDKHUX KOHEAHOCTOM
- Muonus nerkoi 3(12)  2(285 2(40)  3(100)
Muonus TsKenoii cteneHu 4 (10) 4(8,9) CTeneHu
Mwuonus Taxenon
Muonus 14.(35) 22 (48,9) cTeneHm 2(8) 0 2(40) 0
[edopmaums
[lechopmaLys XXenyHoro nysbipst 10 (25) 6(13,3) JEMHHOrO My3bIpS 8 (32) 2 (28,5) 0 0
[acTpoasodhareansHas pedotokcHas lacTpoasodareansHas
6onesHb 4(10) 3(6.7) pedhntoKcHas 60/1e3Hb 2(8) 1(14.3) 1(20) 0
ApTepuanbHas
ApTepuanbHast rMnoTeH3us 17 (42,5)* 8(17,8) FUNOTEHANS 10(40)  4(7.1)  2(40) 1(333)

Tpumeyanne: HO — HecoBepLueHHbI ocTeoreHes,; * — p<0,05; ** — p<0,01

B KJIMHWYECKOM MPaKTUKE HAMPSIMYIO 3aBUCUT OT TEXHUYECKOM
CJIOXKHOCTU M CTOMMOCTH METONOB. [laHHbIe mapaMeTphbl 3aBU-
CSIT OT KOJIMYECTBA FTeHOB, B KOTOPBIX TPOM3BOAUTCS ITOMCK MY-
Taluii, TO3TOMY aKTyaJbHBIM SIBJISIETCS CO3laHUE aJlropuT™Ma
KJIMHUYECKOI muarHocTuku turoB HO mist ontumusanuu 3a-
TpaT Ha TeHOTUITMpoBaHWe. Ha ocCHOBaHMM KJIMHMYECKUX Ha-
OJIIOIEHUI 32 OCHOBHBIMM M BCIIOMOTATEIbHBIMU TIPU3HAKA-
MU MOPaXeHUs OMOPHO-ABUTATEIbHOTO anmnapara y B3pOCbiX
nauueHtoB ¢ HO, a Takxke MpOBENEHHOIO paHee aBTOPCKUM
KOJUIGKTUBOM aHaJIn3a MOJIEKYJISIPHBIX TIPEAMKTOPOB pa3ini-
HbIx TuoB HO [4] ObL1 pa3paboTaH aJIlTOPUTM OMpeIeIeHUS TU -
noB HO, KOTOpbIit MOXKET ObITh MUCMOJAb30BaH B KIMHUYECKOM

HayyHo-npakTtnyeckas pesmaronorus. 2025;63(2):190-196

Tpumeyanne: HO — HECOBEPLLEHHbI 0CTEOreHe3

MpaKTUKe CrelaaIucTaMy pa3TuyHOro npodussi, B TOM 4ucie
BpayaMu-peBMaTojoramMu (puc. 1).

JlaHHBII aJrOpUTM ITO3BOJISIET TPEAINOJOXUTh BEepo-
atHbIM TMIT HO y KOHKpeTHOTO MallMeHTa U PEKOMEHI0BaTh
HCCIIeIOBaHNE TeX T€HOB, KOTOpPbIe ¢ HAMOOJbIIEH BepOSIT-
HOCTBIO MOTYT BKJIFOUATh MATOTEHHBIC U3MEHEHUS CTPYKTYPBI
JAHK, a Tak:ke peKkoMeHI0BaTh JOIMOJHUTEIbLHOE 00CIe10Ba-
HUE P OTCYTCTBUU OCHOBHBIX TIposiBiieHMit HO mist oripene-
JICHUS] IPUYUHBI TIEPEIOMOB, KOTOPhIE MOTYT OBITh 00YCIIOB-
JIEHBI PSIIOM IPYTUX HACJIEACTBEHHBIX CUHAPOMOB (CMHIPOM
Bnepca — danno, cuHapom Kamypatu — DHrejibMaHa, 0CTeo-
MeTPO3 U APYTHE).
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Pue. 1. Aroputm KnnHUYECKON ANArHOCTUKY PA3INYHBIX TUMOB HECOBEPILIEHHOrO 0CTEOreHe3a (COOCTBEHHAS Pa3paboTKa)

O6cyxpeHue

Tony6oe oxkpammBaHue CKIep sIBIsSeTCSl HanboJiee 4acTo
BCTpeUaroIMcsl BHeCKeIeTHbIM Mpu3HakoM HO, 1o kotopo-
My MOXHO 3aIloI03pUTh HaJuuue 3a00JeBaHUSI B paHHEM BO3-
pacte. B Halmiem uccienoBaHUM roiyoble CKIepbl HAOMIONAINCh
y 36 (90%) mainmeHToB, YTO B LIEJIOM COIJIACyeTCsI C pe3yJibTa-
TaMU, TMOJYYEHHBIMU APYTMMU aBTOpamMu. JlaHHBINM MpU3HAK
Haubosiee xapakrepeH s | Tumna 3aboseBaHus, pexe HaOIO-
naercst mpu 111 u IV Tunax. Y 223 naupentoB ¢ HO u3 IllBe-
LMK rOJTy00i OTTEHOK CKJIep ObLT BBISIBIEH B 82% cilydaeB; cpeau
143 ykpanHCcKMX manyeHToB — B 87,32% (nipu | tume ero va-
croTa cocraBuia 85,07%, mipu 111 — 86,96%, npu IV — 89,80%,
npu V — 100%) [11, 12]. B HallleM KcCleI0BaHUN Y TIALIMCHTOB
¢ I Tumom HO ronyGeie ckiiepbl Habmoganuch B 92% ciydaes,
c lIT — B 100%, c IV — B 80%, c V — B 66,7%. HapyiieHue ciy-
xa nipu HO BeIstBNICHO B 11 (27,5%) cnydasx. CHIDKeHUE CITy-
Xa yalle BCero o0yCJOBIEHO KOHAYKTUBHOM, HEHPOCEHCOPHOM
WM CMEILIAaHHOW TYTOYXOCTBIO, YTO MOKET OBITh CBSI3aHO C aHO-
MaJIbHOW MUHEepaJu3alMeil KOCTeld BHYTPEHHEIO yxa, a TakKxke
¢ gBJIEHUSIMU OTocKJepo3a [2]. PacnpocTtpaHeHHOCTb JaHHOM
MaTOJIOTMH BapbUpyeT B 3aBUcUMOCTH OoT Thuia HO 1 B cpenHeM
coctapisieT 28%. 1o nurepaTypHbIM JaHHBIM, KOHIYKTABHASI TY-
TOYXOCTh HamboJIee YacTo HaOJIOmaeTcs y AeTeil M MOAPOCTKOB
¢ HO, a HeiipoceHCOpHasi WM CMelIaHHasl TYTOyXOCTh — TIpe-
MMYLIECTBEHHO Yy B3pocibix [13, 14]. [IMK saBnsercsa tunuy-
HbeM TiposiBiieHueM JICT, BbI3BaHHBIM HapylICHUEM OITOPHOM
yHkmu bubdpo3Horo Kosblia KianaHa. CoriacHO HaTHALMO-
HaJIbHBIM PEKOMEHIAITUSIM 110 CTPYKTYPHBIM aHOMAJTHSIM Cep/ILia
ot 2018 1., pacnpoctpaHeHHOCTb [IMK B 0011111 omysisiiuu co-
crapisier 0,8—2,7% [15]. JIutepatypHbie TaHHBIE O PacIpoCTpa-
HeHHoctu [IMK cpenu manmenToB ¢ HO mocTaToyHO MPOTHBO-
peuuBbl. [Ipu o6cnemoBanuy 364 manneHtoB ¢ HO B Urtamun
aTOJIOTUs KJIAIaHOB Obuia BeisiBieHa B 23,6% ciydaes [16]. Oxn-
Hako yactota uMeHHO [IMK He oueHuBanace. B uccienoBanue
S. Migliaccio u coasrt. [17] 6bL10 BKItoueHo 40 nauueHToB ¢ HO
u 40 marmeHToB TPyMIbl KOHTposst. KinamaHHast perypruraims
JIETKOM cTereny Habmonanachk y 95% nanuenros ¢ HO u B 2,5%
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ciaydaeB B rpynne KoHTpojisi. [IMK Obu1 BbIsiBIEH B 3 ciyda-
SIX, 4TO cocTaBwIo 3,8% OT Bcex KiamaHHbIX aHoManid. Takoke
y naumeHToB ¢ HO craTucTuyecky 3HaUMMO 4ailie HabJIoaanoch
HM3KOe apTepuaibHoe napieHue (42,2%) [18] PacnpocTpaHeH-
HOCTb faHHoro npu3Haka y jauil ¢ JICT usydyeHa HeIOCTaTOYHO.
Cornacno uccnenoanuio T.HO. CmonbHOBOM 2013 T., BK/IIOYaB-
meMy 614 XeHIIMH ¢ KI1acCU(bULIPYyeMbIMU U HEKJIACCUMDULI-
pyembivMu hopmamu JICT, ObUTM BBISIBJIEHBI KOPPETSIIMOHHBIE
cBsi3u aptepuanbHoii tunoteHsun 1 F'MC [19]. Yacrora apre-
pUaTbHOIM TMMoTeH3MM y TanmeHToB ¢ HO paHee He olieHMBa-
Jack. B rpyrire KOHTposist He ObUTH BBISIBJICHBI ITPOSIBJICHUS Te-
MOpparndeckoro cuHapoma, a B rpymre HO oHu Habmomanich
y 4 (10%) mauueHToB. DTU pa3inyust He JOCTUTAIA YPOBHSI
CTaTUCTUYECKON 3HAYMMOCTH, HO MMEJIM XapaKTep TeHIEHIIUU
(p=0,066). HapyiiieH!s1 KoaryJisiliiy Py MOHOTEHHBIX 3a00J1e-
BaHMSIX MOTYT BO3HUKATh B pe3yJIbTaTe XPYNKOCTH KaIUJUISIPOB
W TIEPUBACKYJISIPHOIN COSTMHUTEILHOM TKaHU, PeKe — IPU TUC-
(bYHKIIMU TPOMOOLIMTOB, HedeKrax (puOpuHOIMU3a WIM IPYTUX
KOMIMOHEHTOB remocTa3a [20]. I'pbDkKuM BHYTPEHHUX OpraHoB
yanie BeTpevaauch y naudeHtoB ¢ HO, paszinuuusi ¢ KOHTPOJIb-
HOM IPYMIION TaKxKe MMeJU Xapakrtep TeHaeHumu (p=0,064). [Ta-
TOJIOTHYSI 3yOHOI AMajii TaKKe yallle BCTpeyaaach B IpyIe mna-
mueHToB ¢ HO. Mo pa3nuyHbIM MCTOYHMKAM, YacTOTa 3yOHbBIX
a"HoManuii y maumentoB ¢ HO Bapeupyer ot 31 10 86% B 3aBu-
CUMOCTH OT TuIIa 3a0oneBaHus [21]. B ocHoBe martoreHesa Jie-
JKUT TIaTOJIOTUST ICHTHHA (MUHEPaIM30BaHHOTO MaTpUKca, pac-
MOJIOXXEHHOTO BHYTPH sijipa 3y0a, OpraHM4eCKUM KOMITOHEHTOM
KoToporo sBisieTcss Kojutared 1 tuma (85%), a Takke KoJjuia-
red 111 u V tunos (15%) [22]. Y naimeHTOB MOTYT HAaOJIIOIATh-
csI TaKue TIPOSIBJICHUSI, KaK MU3MEHEHMSI 1IBeTa 3y0OB, CKIIOHHOCTh
K (hOpMHUPOBAHUIO KapHreca, OBICTPO TIPOrPeCCUpyIoNee CTUpPa-
HHe 3y0oB. JlaHHBIC U3MEHEHUST OKa3bIBAIOT BIMSIHUE Ha (DYHK-
LIVIO >KeBaHWS U KAYECTBO KM3HU, a TAKKE BBI3BIBAIOT 0OJIb, IO-
BBILLIEHHYIO YyBCTBUTEJIbHOCTD U ACTETUUECKUE MPodsieMbl [23].
boabnble HO Takxke cTraTUCTUYECKM 3HAYMMO OT-
JIMYanuch ot KoHTposisi mo MMT, 4To MoOXeT OBbITb CBSI-
3aHO TIPEUMYILIECTBEHHO C HU3KUM pPOCTOM TAlMEeHTOB.
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B 2019 r. O6buiM OIMyOGJIMKOBaHbBI PE3YJIbTaThl MHOTOLIEHTPOBO-
o MCCIEeNOBaHUSI AHTPOITOMETPUUYECKMX NAHHBIX MAallMEHTOB
¢ HO B CeBepHoli AMepuKe, Y KOTOPBIX HaOMIOIAIOCh CHU-
JKEHME pocTa TMpU BceX TUIax 3abojeBaHus [24]. Huskopo-
CJIOCTh MOXET OBITh 0OYCIOBJIeHa KU(POCKOIMOTHYECKOM me-
dopmarveii MO3BOHOYHUKA, KOMIIPECCUOHHBIMM TTepejioMaMu
WM PEeLMIMBUPYIOIIMMU TIEpeJOMaMHu UIMHHBIX TpyOuaThIX
Kocteil. Takske mpeamnoaraiT BIUsSHIAE U30BITOYHOM ITepenayn
CHTHAaJIa TpaHCHOPMUPYIOIIEro aKTopa pocTa [3, YTO IMPUBOAUT
K CHIDKEHUIO TTPOJTMepaliiy XOHAPOILIUTOB U 3aePKKe TEPMU-
HanbHOM TuddepeHIpoBKY [25]. JpyrumMu cKeJeTHBIM MPOsIB-
nenuamu JICT, naubosee yacto HabmonaembiMu B rpyrirne HO,
ob M C, kudockoamoTndeckue neopMaiiy MO3BOHOYHH -
Ka U TPYIHOW KJIETKHU, XpycT B cyctaBax U usmeHenue MITKT.
I'MC — 310 mMara3oH OBWKEHUI B CyCTaBax, MPEBbIIIAIOIINIA
HOPMAaJIbHbIII YPOBEHb C YUETOM BO3pacTa, Mojia U STHUYECKOM
NpUHAUIEKHOCTH [26]. JJaHHBI TPU3HAK SIBJISIETCS OOIIENR Yep-
TOM TaKMX MOHOTEHHBIX 3a00JIeBaHUI COCTMHUTEIBHOI TKa-
Hu, kak HO, cunnpom BOnepca — Jlanno, cunapom Mapda-
Ha. Cpenu o0ciieoBaHHBIX HaMM TALIMEHTOB CTaTUCTUYECKU
3HauMMble pa3nuumsi Habmonanuch miss 'MC nerkoit crene-
Hu (p<0,001), a obmas yacrora TMC B rpynme HO cocTtaBmia
72,5%, 4TO COOTBETCTBYET HAHHBLIM JIMTEPATYphL IIPU 00CIe-
noBanuu 47 maumueHtoB ¢ HO, npoBeneHHOM B PUHISHINM,
I'MC 6bu1a o6HapyxeHa B 70% ciydaes [27]. JucruiacTudeckue
M3MEHEHMS CKeJleTa B BUAE HapylIeHUs ocaHKu (Kudo3 Tpy-
HOTO OT/IeJNa, TUTIEPJIOPAO03 TTOSICHUYHOTO OT/e)a TTO3BOHOYHH -
Ka 1 T. 1.) ObITM BBISIBJIEHBI Y 52,5% mauuentoB ¢ HO. JlanHbIe
W3MEHEHMsI MOTYT OBITh OOYCIIOBJICHBI YaCTBIMU TTepeIOMaMH,
CJ1a0OCThIO CBSI30UHOTO arrapaTa 1 MHOTOYPOBHEBBIMU Aedop-
MalMsIMM TTO3BOHKOB (IBOSIKOBOTHYTasl aeopMalysl WIA Jie-
dopMaLms Tejla MO3BOHKA I10 TUITY «pbIObero»). Jdedopmanym
MMO3BOHOYHMKA BCTpevatoTcest y 39—78% Bcex MallMeHTOB ¢ MaH-
HbIM 3200JIEBAHUEM B 3aBUCUMOCTH OT €I0 TSKECTU, & PECTPUK-
TUBHBIE 3a00JIeBaHUS JIETKUX, K KOTOPHIM OHU MOTYT ITPUBOIUTH
Hapsny ¢ aedopMalMsIMU TPYIHON KIETKU, SBIISIIOTCS OITHOM
13 Har0OJIEe YACThIX IIPUUUH cMepTH (68 %) MOJIOIBIX MALIMEH-
ToB ¢ HO [28]. lechopMaLiuy rpyauHbl, pedep ¥ MO3BOHOYHMKA
MPUBOASIT K YMEHBIIEHNIO 00beMa IPyIHOM KJIETKU, CAABIEHUIO
JIETKUX W CEpIla, CMEIIEHUIO CPeloCTeHMsl ¢ aedopMalmeit
KPYITHBIX COCyIOB M OpoHxoB. BopoHkooOpa3zHasi nedopma-
s TPYAHOW KIIETKM OKasbIBaeT OoJiee BBIPAXKEHHOE BIIUSI-
HMe Ha paboTy cepilia 1 JIETKUX, a KWIeBUIHas aedopmarms —
Ha (PYHKIIMIO AbIXaTeJbHbBIX MBIIILL U OOIIYI0 BEHTUIALMIO [29].
B 2020 r. ucnaHckue y4eHbIe OITyOJIMKOBAIM PE3yIbTaThl MC-
cJIeIoBaHUsI, B KOTOPOM ITONTBEpOMIach Oojiee BBIpaxkeHHast
B3aMMOCBSI3b JiechopMaliuu pedep M TPYTHOM KIIETKU C AWHA-
MMYECKUMU 00beMaMU JIETKUX, B OTJIMYME OT CKOJMOTUYECKOM
nedopmanuu no3BoHouHuka [30]. B Hamem ucciaemoBaHun
nedopMalu TpynHO KJIeTKu Habmomamuch y 9 (22,5%) na-
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mreHToB ¢ HO m y 1 (2,2%) manmeHTa U3 TPyl KOHTPOJIS.
ITopaxenue cyctaBoB rpu HO MoxkeT ObITh OOYCJIOBIEHO BbI-
paxeHHoit TMC u yacThIMU TEepUAPTUKYJISIPHBIMUA WU IHa-
¢duzapHBIMU TIepeoMaMU, KOTOpbIe HapyllaloT OMOMEXaHUKY
CyCTaBOB. YBeJMUYEHUE TMOABMXKHOCTU B KaKOM-JIMOO CycCTaBe
MPYBOIMT K TOSIBJICHUIO HE(PU3MOIOTMUECKUX ISl TaHHOTO CY-
cTaBa IBIDKEHUM ¢ HEKOHTPYSHTHOCTHIO KOHTAKTUPYIOLINX T10-
BepxHocTeid. [1pu aToM Ha ompeneeHHbIE YIaCTKN CYCTaBHOTO
XpSIa IPUXOIUTCS YBeJIMICHHAs Harpy3Ka, KOTopasi IPUBOIUT
K ero manbHeleit nerenepanuu [31]. Xpyct B cycraBax Hab:mi0-
nancs y 35 (87,5%) namentoB ¢ HO, a pa3nmuuust ¢ KOHTPOJIb-
HOW IPYIIION TOCTUIIUA CTATUCTUYECKOU 3HaUuuMocTu (p=0,045).
OnmHuUM 13 KiTIo4YeBbIX TiposiBiieHnid HO siBiisieTcst TOBBIIIEHHAST
XPYIKOCTb KOCTHOM TKaHU. [10 TaHHBIM PEHTIeHOBCKOM IEHCH -
TOMeTpuH B pexkume «Bce Tesio», MITKT naunentos c HO cocra-
BuiIa B cpenteM 0,994+0,16 r/cm?, a Z-kpurtepuii — —0,8+1,30;
B rpymnne koHtpois — 1,174%0,1 r/cm?® u 0,7£0,89 cootset-
CTBEHHO. HapyiieHue pemMoaeaupoBaHus KOCTHOM TKaHU
npy HO B 3aBUCUMOCTH OT T€HETUYECKOI MyTalluM MOXKET BO3-
HMKaTh Ha JoOoM aTane: nuddepeHIIMPOBKI OCTe00acTOB,
BBIPAOOTKY KOJIJIareHa, U3BMEHEHUST HEOPTraHUIECKUX M OpTraHU-
YECKMX KOMITOHEHTOB KOCTHOTO MaTPUKCA, MOCTTPAHCISIIIMOH-
Holi Monudukanuu KosareHa u np. Hecmotpst Ha nedekr du-
OPMILISIPHOTO KOMITOHEHTa KOCTHOTO BeIlleCTBa, MbI HA0JIIOIaeM
CHIDKEHME YPOBHS MUHEPaIM3allii KOCTHON TKaHW y JaHHBIX
MaleHTOB, XOTsI MTOKa3aTe N IEHCUTOMETPUM 1 He JOCTUTAIOT
YPOBHSI ocTeoropo3a [32].
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omonanuch y naureHToB ¢ V tunnoM HO. Pa3paboTtaH KJIMHM-
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