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BBeaeHue

[Iporpeccupytouias occupUIMpPYIOIast
dubpogucniazus ([I0P) saBasgeTcd caMoOCTOATENbHOH
HO30JI0TUYEeCKON dopmoti, XapaKTepU3yeTcs
reTepoToNnUYeckod occudpHUKaued U BPOXKAEHHBIMHU

nebekTaMu pa3BUTHs CKesleTa. B ocHOBe 3a6osieBaHUS —
MeTaIJIaCTUYECKUH OCTeOoTeHe3, B KOTOPOM YYacCTBYIOT
He KJIETKM T[epuocTa U 3IHJOCTa, a MPOUCKOAUT
TpaHchopMalusi COeJUHUTEJNbHON TKAaHU MbIIIEYHBIX
MPOCJIOEK, CYXOXKUJINH, CBA30K, Gacuuil 1 arloHEBPO30B B
KOCTHYIO TKaHb [1,2].

Jo HaCTOSILIETO BpeMeHHU JIMarHOCTHKA
3a00/ieBaHUsl  4Ype3BblYaHHO  3aTpyjHeHa. boJsie3Hb
HauMHaeTCcs B IepBOM  JleKaJile JKU3HH, SBJSAACH

HCKJIIOYMTENbHO MaTOJIOTMEeN JeTCKoro Bo3pacTa. Yaiie
JleTu 3a60JieBalOT B Bo3pacTe OT 3 [0 4 JieT, U3BECTHBI
c1ydau fie6ioTa 60J1e3HU B Bo3pacTe /10 3 Mecs1eB [3].

[I0® - HacneacTBeHHOEe 3ab0JieBaHME, CBSI3aHHOE
C TeHOM, OTBETCTBEHHbIM 3a  THUIEPHPOAYKIHUIO
MopdoreHHoro 6eska koctu BMP4 (bone morphogenetic
protein 4). T'en BMP4 oTHOCUTCs K TpaHCchOpMUpYOILEMY
dakTopy pocta (TGF), ydyacTByrouieMy B pa3BUTHH
BCeX OpraHoB U TKaHel. B Hopme curHan c reHa TGFb
noBbilaeT 3kcnpeccuto reHa ENPP1, yto cmoco6cTByeT
YCUJIEHHOW BBbIpaGOTKe HeopraHudeckoro nupodocdara,
HWHTH6UpYIOLero npolLecchl MHHepaJu3aLHuU u
kasbuuoukanud. Myrtauuu B reHe ENPP1 mopaBisioT
BBIPAabOTKY  HeopraHuhyeckoro mnupodocdarta, 4TO
BbI3bIBAET AHOMa/IbHYI OcCHPUKaALMI0 TKaHel. [eH,
onpefessoui  pa3BUTHEe  JAaHHOro  3aboJsieBaHUS,
HeJJaBHO KapTUPOBaH B JIOKyCe, pacloJIOKeHHOM Ha
JJIMHHOM I1eve 4-i xpomMocoMel (4q27-31) [4].

B nmocieaHee  BpeMss  HpPM  MCC/IEJOBAaHUH
GUOIICHOHHOT0 MaTepHasa y naleHTOoB c
dbubpoaucniazueli B aHOMaJbHOM  KOCTH  ObLIM

0GHapy»XeHbl KOCTHOMO3TOBbIe KJIETKH, MUTPUPOBaBIINE
B OYar NnepBUYHOTr0 MOBPEX/AeHUs TKaHU. BbLI0 Zj0Ka3aHo,
YTO CHelaJu3UpOBaHHbIE KJIETKH, BbIJeJIeHHbIE U3
KOCTHOTO MO3ra, CHoco6Hbl (GOpPMHPOBATb KOCTb B
OT/[JaJIEHHBIX OT CKeJieTa MeCTaX Y, IUPKYJIUPYsl B KPOBH,
MOTYT GBITb NPUYACTHBI K aHOMaJbHOMY 0OpPa30BaHUIO
KOCTEM.

B HavaJjie 3a60J1eBaHUs bopmupyercst
BOCMAJIMTEJbHBI MPOLECC B CYXOXHJIHSX, CBsI3KaX,
dacuusx, NOAKOMKHBIX TKaHAX M MbIUILAX, 06pa3youui
B JajbHeiiieM uHuAbTpaThl. Yepe3  HECKOJBKO
HeJleJlb WJUM MeCsleB B 06JIACTH 3THX WHQUIBTPATOB
MPOUCXOUT OTJIOKEHHE KaJbLIHsl, KOTOPOE B JjaibHEHIIEM
3aKaH4YMBaeTcss  occuduKanued WU 06pa3oBaHUEM
KOCTH B HEMNOJIOXKeHHOM MecTe. OJHaKO pasBUTHE
occUPHUKATOB BO3MOXXHO U 6e3 MpeAllecTBYIOIEH
KJIMHUYECKH BbIpakeHHOW wuHuibTpanuu. KoctHast
MeTall/la3usi COeJUHUTENbHON TKaHU MPOUCXOAUT [[ByMsl
NyTAMU: MEepBbIA THI — HENOCPEJCTBEHHAasl MeTalljla3usi
COEJIMHUTE/IbHOW TKaHU B KOCTb; BTOPOW - MeEpexo[
COEJIMHUTE/IbHOW TKaHM B KOCTb 4epe3 06pa3oBaHHe
Xpsila.

[lpy NaTOJIOrOAHATOMHUYECKOM  HCCJI€JOBAHUU
HaXoASAT aTpopHI0 CKeJEeTHBIX MBI, 3aMelleHHe HX
GUOPO3HON TKaHbK, OKOCTEHEHHWE MBbIIIIL, CBS30K,
CYXOXKHJIMH, amnoHeBpO30B, 06pa3oBaHUE 3K30CTO30B,
TUIIEPOCTO30B, YTOJIIEHHE KOCTEH C pa3pbixJeHHEM
ry6uyaroro BelecTBa anudu3os [1].

Z[e'm pu POXAEHWUH BBIMVIAAAT HOPMAJIbHBIMH,
He CYdTas BpPOXKJAEeHHBIX JedekToB  ckesera. Yacto
OTMEYaKTCAd MUKPO- U KJIHWHOAAKTUJIIUA (KJII/IHOBI/IAHaH

40

nedopmarnus) maableB KHUCTeH, 0COGEHHO XapaKTepHa
KJIMHOJAKTU/INS GOJIBIINX TasbleB HOT, UX BaJbI'yCHOE
MoJIoXKeHHe. B mepBoM HJIM BTOPOM [JIeCATHUIETHUU KU3HU
Ha llee, CIIMHe M IlJIeYaX Pa3BUBAIOTCA 6GoJie3HEHHbIE

WHQUIBTpPaThl,  GUOpo3HBIE  y3/1bl.  Bose3HeHHbIe
MHOQUABTPATbl B MSATKHX TKaHAX BBIMJIIJAST Kak
MOJIKO’KHbIE  OMyXOJIEBH/HbIE 06pa3oBaHHs, pasMep

KOTOpbIX BHavasie Jocturaetr 1 cM. Jlokanu3aunus Hux
- mnapacnvHaJIbHblE€ MBIIIIbl, MbILILbI [JIEYEBOTO U
Ta30BOro Mosica WM Iued. [losiBjeHHe HHPUIBTPATOB
CONPOBOXK/AETCS He3HAYUTEeJbHbIM MOBbILIEHHEM
TeMIlepaTypbl M TOKPAaCHEHHeM KOXXU HaJ| HHUMHU.
O6pa3oBaHre HHQUIBTPATOB MPOBOLUPYETCS YIIHOGAMH,
TpaBMaMH{, HWHOI/la J[IOBOJIbHO JIETKUMH, a TaKxe
OnepaTHBHbIMUA BMeLIATEJbCTBAMH, BHYTPHUMBbIILIEYHbBIMU
WHBEKIUAMH [5].

B nocneacTBUM HMHQPUIBTPATHl OKOCTEHEBAIOT B
Xo/le reTepoTonuyeckoi occudukanuu. KocTHass TKaHb
Hepegko GOpPMHpPyeTCsl Ha MecTe KpPOBOIOATEKOB U
cuHAKOB. OccuduKanms CKeJeTHBIX MbILIL PO/0JIKAETCS
o 16 JeT BKJIOYUTEJIBHO W TIpeBpaljaeT OOJIbHBIX

B  «OKaMeHeBIIUX Jwjel». Bo3HUKAWT CTOHKHe
KOHTPAKTyphl, MbIllIeYHble aTPOPUH, OrpaHUYeHHUs
NOABUKHOCTH TMO3BOHOYHMKA, pa3BUTHE KpPHUBOIIEH.

Jledopmanuss v QGUKCUPOBAHHOE MOJIOKEHHE TPYAHOU
KJETKM U TMO3BOHOYHOTO CTOJI0A BEAYT K Pa3BUTHIO
YaCTbhIX  PECTPUKTUBHBIX  JIEFTOYHBIX  3a00JIeBaHUM.
XapakTepeH BHELIHUH BU/| 60JIbHOT0: OX0/IKa CKOBaHHas,
roJi0Ba HaKJIOHEHA HEeCKOJIbKO KIepeu, JIML0 aMUMHUYHO,
MBIIIIBI e UMEIT BUJ HATSHYTBIX TKeW. [|BUXKeHUs
pe3Ko orpaHu4yeHbl BO BCeX OT/JesaXx I03BOHOYHHUKA.
OTMevaloTCcs aHOMaJIMM pa3BUTHA CKeJsleTa.

TeueHue 60J1e3HU BOJHOOGpPA3HOE, HHTEPBAJIbI
MeX/Jy OOOCTPEHUSIMM MOTYT OBITb JOCTATOYHO
Besikd. Bembiuku 10D  gBasiooTcs cnopauvyecKUMU
U HellpejckasyeMbIMU. [Iporpeccupymoliee TedyeHue
3a60JieBaHUsl NMPUBOAUT K TsKeJNbIM (QYHKIMOHAIbHBIM
HapylIeHUsIM ONIOPHO-JIBUTaTebHOI0 allapaTa, Iy60KoH
WHBaJMM3alM1 O0JIbHBIX U Npex/JeBpeMeHHON cMepTH,
NpernMylLeCTBEHHO B MOJIOJIOM BO3pacTe.

,ZlI/Ial"HOCTI/IKa OCHOBbIBAaeTCd Ha /[ABYX KJIMHUKO-
PEHTreHOJIOTUYEeCKUX KPpUTEepUAx:

1)Hanuuuu
MSATKHUX TKaHeH;

reTepoTONUYecKod  occHdUKaALUU

Z)aHOMaIlI/IHX Pa3BUTHA CKeJieTa, Npexae BCero,
6OJIBIIOTO naJsibna CTOIIBI.

PasnnyaroT TPpHU PEHTreHOJIOTU4YeCKrWe CTaauu
Pa3BUTUA OKOCTECHEHUA:

I ctagus (MHQUABTpALUU) — pa3pacTaHUE MOJIOION
JlereHepaTUBHOW TKaHW W BTOPUYHbIE JlereHepaTHBHbIE
M3MeHeHMs B MbllILaXx. Ha peHTreHorpammax 3TH
M3MeHEeHHUs He ONpe/e/II0TCS;

Il crapgus (dubposHOU UHAYpaLUU) — pyblLieBaHUe
MOJIOZIOM TKAaHU CO BTOPUYHON aTpodueld MbllIeYHOU
TKaHU. Ha peHTreHorpaMmax - «HEXHble» TEHHW THIA
KOCTHOH MO30JIH;

III cragus (okocTeHeHUs]) - o6pasoBaHuUe
KOCTHOW TKaHH B MeCTaX MOpa)keHWs MsATKUX TKaHeH,
YTO Ha pEHTreHOrpaMMax OTYeT/INBO MPOSIBJISETCS
UHTEHCUBHBIMU TEHSIMU.

Takum o6pasom, PEHTTeHOJIOTMYeCKH
ONpesesIsIloTCSl  KPYHHbIe Y4aCTKH OKOCTEHEHHUs B
MBILILAYX, CpallleHhe UX C KOCTSIMH, MTO3BOHOYHBIA CTOJIG
B BHJle 6aMOYKOBOW TpPOCTH, aHKHJIO3bl CyCTaBOB [4].
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Cnenuduryeckodl  JaGopaTOpHOM  JAMArHOCTUKU  HeET.
OcTpodas3oBblil OTBeT, BbIpaXKeHHas BOCHAJUTEJbHas
peakius WJM  HapylleHUe  KaJbLiMeBOTO oOMeHa

0ObIYHO He PeTrucTpUpyrTcs. Bo3MoXKHO MOBbIlIEeHHE
CbIBOPOTOYHOTO YPOBHSA Lie/o4HON docdaTassl, HHAEKCA
Kanblui/dochop, cBUAETENbCTBYIOLIEe 00 aKTHBALUHU
MeTabosM3Ma KOCTHOM TKaHM. [lpyrue mnokasaTesH,
BKJItO4as GesikoBble ¢pakiud U ocTpodasoBble OeKH,
OGUOXMMHUYECKHe U UMMYHOJIOTHYecKHue TeCThbl, He UMelT
OTKJIOHEHUH OT HOpMaJbHbIX BeJMYHUH. MOTyT ObIThb
NpPHU3HAKU MeTaboJMYECKOr0 alli/io3a U aHeMuH [3].

JlubdepeHunanbHbIl  AUArHO3 MPOBOAUTCA C
3a00/1eBaHUSIMY, MMEIOIMMH aHAJOTHYHblE CHUMIITOMBI:
$OKaJbHBIM CKJIEPOTUYECKUM MHO3WUTOM, HOBEHHJIbHBIM
JlepMaTOMHUO3UTOM C  KaJbLMHO30M,  CHUCTEMHOU
CKJIEPO/IEpMUEN, UHTEPCTULHMAJBbHBIM  KaJIbLIHHO30M,
Jl06pOKaYeCTBEHHBIMU U 3JI0KaYeCTBEHHBIMU
HOBOOOPA30BaHUSIMU  KOCTEH U  MSATKUX  TKaHel,
HNPEUMYLIECTBEHHO - 0CTE0CapKOMOH, ocT
WUH'bEKIIMOHHBIMHU rpaHyJjieMaMH, napasuTapHbIMU
MHBa3UsAMU (LUCTULIEPKO3 U T. 4.) [4].

Cnoco6a  mpefoOTBPaTUTb  HPOrpeccHpoBaHHE
3a60Js1eBaHUs He CyILECTBYET. OnepanuonHoe
yAaneHue occUPUKATOB JIMIIb YCUJIMBAEeT MPOLECCh
occupukauuu. IPPEeKTUBHOCTb  IVIIOKOKOPTHUKOUJOB
(TK) He pokasana. HauGosiee mMpokoe HpUMEHEHHE

OnuvcaHue KJIMHUYeCKOro cay4dada

BosbHOU E. 26 user. XKaso6Gbl Ha OTCyTCTBHUE
JIBIKEHUH B 000MX Ta300eJpeHHBIX CyCcTaBaX, O0O0JIU
B MpPaBOM Ta3006e/[peHHOM CyCTaBe NpPH JJUTEJbHBIX
dusnYecKkux Harpyskax, orpaHUYeHue JIBMKEHUH B pyKax
Y HOTaX, HapylIeHUe MOXO0/[KH.

AnamMHe3 3abosieBanuss: Co cJj0B GoJsieeT
c poxjenus. Jleuenue He mnosay4yan. bosee 5-7 et
HasaJ CTaJl OTMedyaTb [OCTEeNeHHOe OrpaHUYeHHe
JABW>KeHUM B Horax. CHayasa ABW)XEHHE OTCYTCTBOBAJIO
B IIpaBOM Ta306e/[peHHOM CyCTaBe, MOCJeJHHE JIBA Tofa
OTCYTCTBYIOT JIBH>KEHUS B JIEBOM Ta300eipeHHOM CyCTaBe.

O6bekTuBHOe cocTosiHUe: OO6lee  cOCTOsSIHUE
OTHOCHUTEJIBHO  yJOBJETBOPUTENbHOE. ACTEHHYeCKOTo
Tesiocn0xeHUs. Ko>kHble NMOKPOBbI, BUJJUMble CJIU3UCTbIE
dusnosornyeckon OKpacCKH, YHUCTBHIE. JbixaHue
NpPOC/YIINBAETCS [0 BCeM IOJISIM, BE3UKYJISIPHOE, XPUIIOB
HeT. YJA/J = 19 B', mepKyTOpHO-J€royHblii 3BYK. TOHBI
cepaua sicHble, putMuuHble. YCC = 75 B', A/l 120/80 MMm.
PT. CT. f3bIK YMCTBIN, BAQXKHBIN. [Ipy Majsbnanuu *KUBOT
MATKUH, 06e300Jie3HeHHbIH. [ledeHb U cejle3eHKa He
yBesinyeHbl. CUMOTOM MOKOJIQYUMBAaHUS OTpULIATesIeH C
06eux cTopoH. Pusmnosoruiyeckre OTHpaBJeHUsS B HOpMe.
HeBposiornyeckuit cratyc: Co3HaHue He HapyuieHo (15
6. no IIKT). B co3HaHUU, KOHTAKTEH, aJleKBaTeH. Peub He
HapyueHa. 3pauku OD=0S, ¢oropeakuus xkupas. Jluuo
CUMMETPHUYHOe, SI3bIK N0 cpejHeld JIMHUMU. TOHYC MbILIL]
cHKeH. Cujia B KOHeYHOCTsX: pyka (mp. 2.0, neB. 2.0); B
Horax (mp. 3.0, sieB. 2.0). DyHKIMU TA30BbIX OPTAaHOB HE
HapylleHbL

[Ipy ocMoTpe nanueHT NepeJBUTaeTCs C TPYAOM,
3a CYeT aHKMUJ103a Ta306e/peHHbIX CyCTaBOB B IOPOYHOM
NOJIOKeHUU. /[IBMXKeHUsT B 060UX Tas306eApeHHBIX
cycTaBax OTCYTCTBYIOT. JleBoe 6eApo B MOJIOXKEHUH
crubanus 80 rp. ¢ HapyxHOH porayueil. [IpaBoe 6Geapo
B NoJiokeHuu cru6anus 135 rp. [Ipu nanpnanuyd Markux
TKaHell onpejessiloTCs KOCTHble HApOCTbl 1O MepeAHel
NOBEPXHOCTU MpaBoro 6Oejapa. KocTHble 35K30CTO3bl B
ArOAWYHON 06/1aCTH € 06eUX CTOPOH, TaKXKe ONpe/iesieTcs
MaCCHMBHBIA KOCTHBIM 3K30CT03, 0XBAaTbIBAOLWN IpaBbIi

HaxoAUT 3TUJIeHAMaMUHTeTpayKCycHas KHUCJI0Ta
(3ATA). HcnonbsyroTcs oucoochonarel (2%
kcugudoH),  HOAMCTBIM Kalui, BUTAaMUHBI Tpynmnbl B,

C, A, 6uoctumynaTtopsl. Ilpu sToM ciefyeT usberaTb
BHYTPUMBIIIEUHbIX HHBbeKLUH. PUsnoTepaneBTHYECKOE
npoLefypbl:  NPUMEHAITCI  3jJeKTpodope3  Kaaus
Woau/aa, yAbTpa3BYK, COJUIIOKC Ha 06JIaCTh MOPaKEHHOU
MBI, H0J06pOMHBIE, paJIOHOBEIE, CY/IbGUIHbIE BAHHBI.

[IpotuBonokasanbl YBY, mnapa¢uHOBBIE aNMIMKaLUHY,
Maccax [5,6].

Hcxop, 3a60J1eBaHUS Oe3HaJeXXHbII u
HebsaronpusaTHbeIA [2,7]. [IpoAOIKUTENBHOCTD >KU3HU

GO0JIbHBIX pasyin4yHa. YacToH MPUYHMHOHN CMEpPTH SIBJSETCS
JeroyHass HHdekuuss Ha GOHe TUNOBEHTUJIALMU. B
NepcrHeKTUBE €eCTh HaJeX/Ja Ha COo3/laHHe JIeKapCTBa,
6JIOKHMPYIOILET0 MeHETUYECKMH MeXaHH3M, 3alyCKaroLui
POCT JIMIIHUX KOCTEH.

Taz06epeHHbIN CyCTaB W NepefHIO MOBEPXHOCThb
npaBoro 6ejpa /o HIKHEH TpeTH. /IBIXKeHHs B MPaBOM
KOJIEHHOM cycTaBe: crubanue - 90 rp. pasrubaHue -
180 rp., B JIeBOM KOJIEHHOM CyCTaBe: CTMOaHHe - TOJIHOE,
pasrubanue - 175 rp. KocTHble pa3pacTaHusi B BepxHeH
TPeTH [IPaBOH U JIEBOU rOJIeHH, 060HX KOJIEHHBIX CyCTaBax.
[Ipy ocMoTpe o06JsacTH CIOHHBI OTMevaeTcs rpyb6as
Jedopmarius, TPOSBJSIONAACST B BUJE CKOJTHOTHYECKOH
JIYTH C BBIMYKJIOCTBIO CIIpaBa B IPY/IONIOSICHUYHOM OT/ieJie
MO3BOHOYHMKA W MHOXXECTBEHHBIX KOCTHBIX BBICTYTIOB.
JIBI>KeHMs1 B LIEHHOM, TIPYJHOM, IMOSICHUYHOM OT/eJie
MO3BOHOYHHKA OTCYTCTBYIOT. TakXe ompezessieTcs
Jedbopmanusa  KocTed dYepema, acHMMeTpHUs  JIHIA,
nebopmanusa rpygHod KieTku. [lopoyHoe mosioxKeHUe
rOJIOBBI C HAaKJOHOM BIPaBoO, C IOBOPOTOM BJIEBO.
AMyuMu4yHOCTE JiMna. ATpodus MBILIL CIWHBI, BEPXHUX
Y HIKHUX KOHeYHOCTeH. /IBIKeHHs B 060UX MJIeYyeBbIX
cycTaBax orpaHudeHbl: cru6aHue - 30 rp. OTBeJeHHe
- 65 rp., B JIeBOM ILJIeYeBOM CycTaBe: crubanue - 90
rp., oTBeJileHWe - 75 rp. AHKWIO3 NPABOTO JIOKTEBOTO
cycTaBa B IIOJIOKEHWH HemNoJiHOro pasrubanus (170 rp.).
JIBI>KeHMs B JIEBOM JIOKTEBOM CycTaBe: crubanue - 40 rp.,
pasrub6anue - 170 rp. HermosHble ABMKEHUS B BHCOYHO-
HIDKHEYeJIOCTHOM CcycTaBe. MUKpO- U KJIMHOJAKTHJINS
6OJIBLIIUX MaJIbIleB CTOM, BaJbIycHas AepopMarus.

OGIIeKJIMHUYEeCKHe aHaIU3bl KPOBH, GEJIKOBbIE
¢pakuuu U ocTtpodasoBble OesKH, OUOXUMHYECKHE U
MMMYHOJIOTHYECKUE TECTHI B IpesiesiaX HOPMBI.
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PucyHok 1 - BoabHOUl 26 1em, KoMnblomepHas momoapadusi U peHmaeHozpamma masa

Ha penTtreHorpamMMax mnpaBoro 6efipa C 3aXBaTOM
CMEXHBIX CyCTaBOB B 2-X IPOEKUUSAX CycTaBHas
1meJb Ta300eApPeHHOr0 CycTaBa HECKOJIbKO CyXKeHa,
NpOoC/AeXXUBAeTCsI Ha BCeM INPOTSKEHHUM, KOHTYpPBI
CyCTaBHBIX MOBEPXHOCTeH c Cy6XOH/JpaIbHbIM
ocTeocksnepo3oM (pucyHok 1). Ilo popsanbHOMY
KOHTYpy 6eJpeHHOH KOCTU B MeXBepTeJbHOU 06J1acTH
NpOC/AeXXUBAeTCsl  JIOTOJIHUTe/NbHAs  TeHb  KOCTHOH
IJIOTHOCTU HEOAHOPOAHOW CTPyKTyphl 11 cM. x 7 cMm,,
(R-mpH3HaKK OCTEOMBI) C YeTKUM, HEPOBHBIM KOHTYPOM, OT
KOTOPOH B MPOKCHMaJIbHOM U J0pP3a/IbHOM HalpaBJIeHUU

OTXOASAT BBITAHYTOM, MNPUYYAJMBOH QOPMBI y4aCTKHU
occudUKalMM MATKUX TKaHeW (JocTUrarolive ypOBHS
rpaHunpl c¢/3 - H/3 pguadusa 6Gexpa). [lo mopsasbHOMY
KOHTYpy Ha ypOBHe JUCTaJbHOro MeTadpusa 6GeJpeHHOH
KOCTH TNIPOCJIeKMBAETCS KOCTHBIM 3K30CTO3 Ha IIMPOKOM
OCHOBaHUM AJIMHOU 10 1,3 cM.

Ha KOMNbIOTEpHOHM TOMOrpaMMe Ta3a BBISBJIEHBI
Ha/MuMe TIpyObIX KOCTHBIX MOCTOB MeX/JAy IpaBoOH
OeipeHHOM U MO/IB3/I0IIHON KOCTSIMU (PUCYHOK 1).

PucyHok 2 - PenmezeHozpamma s1e8020 masobedpeHHo20 cycmasa u cmon

Ha peHTreHorpamMme Tasa JieBOro Ta3o6eipeHHOr0
cyctaBa B 6GOKOBOM NpPOEKL MM CycTaBHas  Iesb
JIEBOTO Ta300e/IpeHHOr0 CycTaBa He IpPOC/eXHBaeTcH,
aHKujgo3upoBaHa  (pucyHok  2).  [IpokcuMasibHBIN
oTAes Juajau3a JeBoro 6Gesipa JepopMHUpPOBaH 3a CYET
MacCUBHBIX  KOCTHBIX  pa3pacTaHUW  (9K30CTO30B),
NPUBOASAIINE K CHHOCTO3UPOBAHUIO KpbLIa MO/JB3/[0IHOMN
KOCTHU € GefipeHHON KocTbio. [lo 3a/jHEMy KOHTYpY JIeBOH
6epeHHON KOCTH HPOCJIEKHUBAETCS KOCTHOH MJIOTHOCTH
TeHb 9,3 cM. X 5,5 cM. ¢ 4YeTKUM, HEPOBHBIM KOHTYpPOM,
MPOKCUMAJIBHO U IUCTAJIbHO OT KOTOPOU MPOC/IEKUBAIOTCS
y4aCTKU OCCUUKALMK MSATKHUX TKaHeM.

Ha peHTreHorpaMmax 06eMux CTOI B 2-X IPOEKLHAX
MPOC/IEXUBAETC YKopoyeHHe ¢asaHr 1 masnblieB 00eux

CTOTI, TOCJIeAHUE CUHOCTO3UPOBAHbI MEX/AY COOOH, ILiesb
MexdasaHroBBIX CycTaBOB 1 masblieB 06eMX CTON He
IIPOCJIEKUBAETCA. R-kaptuHa AByctopoHHero hallux
valgus: cnpaBa 2 cT., cjieBa 3 CT. - yroJ1 OTK/JI0HeHHs 1 masbLa
npaBo# cTomnbl 22 Tp., ieBo# cTonkl 33 rp. JlebopmMmupoBaH
KOHTYpP CyCTaBHON MOBEPXHOCTU TOJIOBOK 0GENX IepPBBIX
IJIIOCHEBBIX KocTed. [IpoJlosibHBIN CBOZ, 06eux CTom
ymtomés. CycTaBHble ILIeH MOJATapaHHBIX CYyCTAaBOB He
NPOCIEXNUBAIOTCSI, AHKUJIO3UPOBaHbL [IpociexuBaeTcs
occudUKaLUa MATKHAX TKaHEeH MO /I0p3aJbHOMY KOHTYPY
H/3 nquadu3a 60sble6epIOBOM KOCTH JIEBOU roJieHH (Ha
BHU/INMOM OTpE3Ke).

PucyHrok 3 - PenmeeHozpamma npagozo 10KkMeso20 cycmasa 8 08yX NPOEKYusix
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Ha peHTrenorpammax IpaBoro JIOKTEBOI0 CycTaBa
B 2-X MpPOEKLHUsAX 3HAYUTEJbHO CyXeHa CyCTaBHas
ieJb MOCJeJHEero, KOHTYPhbl CYCTaBHbIX IOBEPXHOCTeH
HepOBHBIE, C CYOXOH/IpaIbHbIM OCTEOCKJIEPO30M (PHUCYHOK
3). [IpocyiexknBaeTCss KOCTHBIN 3K30CTO3 MO 33/iHE60KOBOM
MIOBEPXHOCTH IJIeya Ha YpPOBHe cpeJiHeH TpPeTH U HIKHeH
TpeTu 8 cM. X 1,3 cM., HallpaBJIeHHe POCTa B AUCTAJIbHYIO
CTOPOHY, NPOCJIEKMUBAIOTCA TEeHU 3K30CTO3 Ha YpPOBHE
JUCTAJbHOTO 3nuMeTadu3a IJIeYeBOUM KOCH, TOJIOBKH
JIy4eBON KOCTH.

9THU JlaHHbIE COOTBETCTBYIOT PEHTTEHOJI0THYECKON
kapTtuse [10P.

[ManueHTy BbICTaBJIEHA nporpeccupyouas
occudunupyromas  ¢ubpoaucmiazusa ([10P). Ankuios
Ta306e/ipeHHbIX CYCTAaBOB B MOPOYHOM TMOJIOXKEHHH.
BTOpPUYHBI  CKOJIMO3  TPYJONMOSICHUYHOIO  OTAeJsa
M03BOHOYHMKA. [eHepasM30BaHHBINA AHKHJI03
N03BOHOYHOTrO cTo/16a. KprBoes. KoHTpakTypa BUCOYHO-
HU)KHEYEJIIOCTHOTO CycTaBa. AHKHMJI03 IPABOI'0 JIOKTEBOTO

06cyxaeHue

B HacTodlee BpeMdA, He CylmeCTBYeT HHUKaAKHX

JIOKa3aHHBIX  9PQPEKTHUBHBIX METO/0B NMPOPUIAKTUKH
win nedenuss OOIl.  C orkperthem reHa POIl crasno
BO3MOXKHBIM IOHMMaHHMe TIaToreHe3a 3a6oJieBaHUS.

[lepcrieKTUBHOU SIBJISIETCS HENOCpeACTBEHHass paboTa
C reHOMOM, HO B HacTOsill[ee BpeMsl JaHHble METO/ibl
JIeYeHUs] HaXOJATCS JIMIIb Ha CTaZWU NpeJBapUTe bHbIX
JIa6OpaTOPHBIX HCCIEJOBAaHUH M He MNPUMEHSIIOTCI B
KaAMHUYecKkor mpakThuke. C 95% BEepPOATHOCTBIO MOXKHO
JIMarHOCTHPOBATh MATOJIOTHUIO ¥ pebeHKa, ecyiv OJfHa WJIH
HECKOJIbKO (aslaHT GOJIBIIOro MaJiblia HOTH UCKPUBJIEHBI
BOBHYTpb. B HEKOTOPBIX CjydasiX y Hajblla OTCYTCTBYET
cycraB. Yame Bcero IMpoOrpeccUpymUIidM MHO3UTOM
60J1el0T Ma/b4uKH. CHUMITOMOM HeJAyra B paHHEM
MJIa/IeHYECTBE sIBJISIeTCS 60JIe3HEHHasl MaJblal|s MbIIIII,
Opyd 3TOM OHM JOCTAaTOYHO IUIOTHbBIE, HaNpsDKEHHBIE.

BbiBOAbI

[Iporpeccupytouas occuduuUpyroas
dubpoancnIazus KaK y Hallero naunMeHTa
ocraercst OZJHUM u3 TSDKEJIBIX, HEYKJIOHHO
NporpeccupymIlnx  3aboJeBaHUM, TpeOYLUX  KakK
NOMCKAa  HOBBIX  TepaneBTHYECKUX  BO3MOXKHOCTEH,
Tak U OCBEJIOMJIEHHOCTH (paHHsAS JHUarHOCTHKA)

M NOpaBUJbHOM BpayeGHONM TaKTUKH BO uU3bexaHUe
HONBITOK XUPYPTUYECKOW KOPPEKUMH WM  B3ATHUSA
GMONTATOB U NMpPEeAOTBPALIEHNUs ATPOTeHHbIX TOPAXKEHUH,
a TakXe ONTHMU3ALUU OCTABIUMXCS (QYHKIMOHAJIBHBIX
BO3MOXHOCTeH 60JIbHOTO.

Penkue ¢opmbl 3a60/1eBaHUH KOCTHO-MbIIIEYHON
CHCTEMBbI TNPEJCTAaBJIAIT HECOMHEHHBIH HWHTepec s
peBMaToOJIOrOB, IeJHaTPOB, OPTONENOB C IO3UIUU

JlutepaTtypa

cycraBa. CMellaHHash KOHTpaKTypa O00OUX TIIJIeYyeBbIX
cyctaBoB. CrubaTesibHasi KOHTPAKTypa JIeBOTO JIOKTEBOTO
cyctaBa. HOC 4 ctenenu.

YuuTbIBas TSKECTb M creluUYecKH XapakTep
[ATOJIOTHH, OT OIEepPaTHUBHOrO BMeEIIATeJbCTBA U
dusuorepanesTuyeckoro JsedeHus (PT/, JI[, JIPK)
PEKOMEH/I0BAHO BO3JEPXKATbCS, B CBSI3U C BbICOKUM
PHUCKOM IIPOrpeccUpoBaHuUs 3a60J1€BaHHUS.

PexomeHnpanuu:

1. HaGstonenne oprtomnesia, peBMarToJora,
OHKOJIOTa B ITOJIMKJIMHUKE 10 MECTY XKUTeJIbCTBA;

2. U3beraTpb TpaBMaTHU3aLUH,
NepeoxJaKieHus;

3. Kypcbl DT, JIOK, Maccaxa
KaTeropru4yecKH 3alnpelleHbl;

4, [lpu 6oasx: KeranoB 10 Mr. mo 1

TabJieTKe MocJje e/bl.

Eumle oAHMM NpPU3HAKOM IMATOJIOTUM SIBJSETCS OTeK
MSTKUX TKaHEH TOJIOBbl, KOTOPbIA MOT 6bl BO3HHUKHYThb
NMpYU HE3HAYUTEJIbHBIX YIIM6axX WM IapalnuHax, yKycax
HacekoMblX. OpHako npu Hasnuuu POIl oTeyHOCTH He
pearvpyeT Ha MeJJMKaMeHTO3HYI0 Tepanuio U He IPOXOJUT
B CPOK [10 Mecsla.

[lox Koked B 06JIACTH CHHUHBI, TPEAIIeYbS WU
ey TaKXe MOTYT BO3HHUKATh YIJIOTHEHHUSI pa3MepoM
o necatu caHTuMeTpoB. [lonavany [10® 3aTparuBaer
MBIIILBI IIeH, CHOUHBI, TOJIOBY, IO3Xe OIycKaeTcs B
OpIOLIHOM U GeApeHHBIN OTAes bl MyCKyJaaTypbl. OfHaKO
HeJyr HUKOTJA He MopakaeT MBIIIEYHYI0 TKaHb CepAla,
JAnadparmy, si3bIK, OKOJIOT/Ia3Hble MyCKyJibl. Bosie3sHb yacTo
MYTaIOT C OHKOJIOTHEHN U MBbITAIOTCSA YAAJIATbh BO3HUKIINE
3aTBEP/EHUs, YTO He INPUBOJUT K BBI3/JIOPOBJIEHHIO, A
MPOBOLUPYET GYPHBIN POCT «HEHYKHBIX» KOCTEH.

Kak JguddepeHIMaNbHOW [AUACHOCTUKH, TaK U OOILUX
npejacTaBieHuil o natorerese. [I0O MoxeT BrICTynaTh B
KaueCTBe MOJIeJIM CUCTEMHOT0 KaJIbIIUHO3a, U3y4YeHHe ITOU
HO30JIOTUH MTO3BOJIUT MOHATH MOJIEKYJ/ISIPHbIE MEXaHU3MbI
KoCTeoOpa3oBaHUs. PellleHUI0 TPOGJIEMBI JIeYEHUS] ITOTO
TsKeJIoro 3aboJieBaHUsI MOMOXET CO3/laHue OpdaHHBIX
JIEKApCTB, BO3/IEUCTBYIOLINX HA KJIIOUeBble FeHETUUECKHe
fedeKThl.

dTHYecKHe aCeKThl. Y NalnreHTa ObLI0 MOJTy4YeHO
MHGOPMHPOBaHHOE COrJIacHe Ha MyG/IMKaLHIO.
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Tyninaime

Bya makanada ydemeni cyliekke atiHan0bipywvbl pubpoducnaasusimMer ayblpambvlt 24 sxcacmarbl HQyKACMblH KAUHUKAAbIK MbICAbI
KepceminzeH. by aypyoviy yoemeni — arbiMbl GYbIH-CylieK JcylieciHiy ayblp gyHKyuoHabOI e32epicmepine oakeaedi. Haykacmap cac
warblH0a Myzedekmikke ywblpatiosl, epme Kaumuic 604ybl MyMKIH. Aypydbly epuyin 6acameii macia xcok. 'unosenmuasayus acepiHeH
6os1amblH okne uH@ekyusicbl — e4iMze aKeayi MyMKiH.  Apmublk cyliekmiy ecyin mydelpamuiH 2eHOik MexaHu3mOi medxcelimiH dapiHiH
6osawakma naiida 60/1ybl FaHa KeMeKmecyi MyMKiH.

Tyliin ce3dep: epwimeni cyliekke aliHandvipyust ubpoducnaasus, dubpomuozum, gubpocapkoma, GuOPoIUCNAAZUSHbIH eM,
KAUHUKA/IbIK MbICAL.
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Abstract
This article presents a clinical case of a 24-year-old man with progressive fibrodysplasia ossificans. The progressive course of the

disease leads to severe functional disorders of the musculoskeletal system, severe disability — of patients and premature death, mainly at a
young age. There is no way to prevent the progression of the disease. Surgical removal of ossificates only enhances the processes of ossification.
A common cause of death is a pulmonary infection due to hypoventilation. In the future, there is hope for the creation of a drug that blocks the

genetic mechanism that triggers the growth of extra bones.
Key words: progressive fibrodysplasia ossificans, clinical case, fibromyozitis, fibrosarcoma, treatment fibrodysplasia, clinical case.




