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IIpencraBieHsl CBeIEHUS O PEIKOM HACEeNCTBEHHOM 3a00JIeBaHUM — MEPBUYHON TUNIEPTPODUUECKON OCTE0apTpO-
MaTUU C AyTOCOMHO-IOMUHAHTHBIM U ayTOCOMHO-PELIECCUBHBIM HacjieoBaHUeM. [ eHeThuuecKasi reTeporeHHOCTb
00yCJIOBJIMBAET KIIMHUYECKUH TTOTMMOPGHU3M CUMIITOMOB, TMOSIBJISIIOIIMXCS B JETCKOM U MOAPOCTKOBOM BO3pacTe.
HuddepeHunanbHy0 AMarHOCTUKY HEOOXOAMMO MPOBOAUTH CO BTOPUUHOM THIEpTPOOUUECKOi ocTeoapTponaTuei,
BcTpevatolneiics B 90% cirydaeB M aCCOUMMPOBAHHOMN CO 3JI0KAY€CTBEHHBIMY HOBOOOPAa30BaHUSIMHU, PeBMaTUIECKH -
MU OOJIE3HSIMU U IPYTMMHU 3a00sieBaHUSIMU. BaxkHOE 3HaUE€HME OTBOAUTCS PEHTICHOJIOIMYECKUM MIPU3HAKaM,
MO3BOJISIIOLLMM YTOYHUTD JIOKAJIM3ALUIO, TIPOTSKEHHOCTh U XapaKTep rnopaxeHus Kocteil. Crneuuduyeckoe jeye-
HHeE 3a00JIeBaHUS OTCYTCTBYET.

KimoueBble ciioBa: runeprpoduyeckast ocTeoapTporaTus, nepBUuYHasl, BTOpUYHasi, IMarHoctTrka, nuddepeHumnans-
Hag TUarHocTukKa
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PRIMARY HYPERTROPHIC OSTEOARTHROPATHY
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The article presents information about a rare hereditary disease — primary hypertrophic osteoarthropathy with

autosomal dominant and autosomal recessive inheritance. Genetic heterogeneity is responsible for the clinical
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polymorphism of symptoms that appear in childhood and adolescence. Differential diagnosis should be carried out
with secondary hypertrophic osteoarthropathy, which occurs in 90% of cases and is associated with malignant
neoplasms, rheumatic diseases and other diseases. X-ray signs are of great importance to clarify the localization,
extent and nature of bone lesions. There is no specific treatment for the disease.
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IlepBuyHas  runeprpoduueckasi  OCTeOapTPOIIaTUS
(TITO) — 3aboneBaHre, XapaKTepU3yolleecsl MaTOJIOTUYECKUM
pa3pacTaHueM KOXU U TEPUOCTAIbHBIX TKaHEeW, U3MEHeHUEM
MUCTAJIbHBIX (haJaHT MajlbleB PYK W/WUIU HOT, CHHOBUTOM [1].
I[II'O oTHOCUTCA K pedKUM HACIICACTBEHHBIM 3a00JIeBAHUSM,
00YCJIOBJIEHHBIM Te€HETUUYEeCKMMMU JedeKTaMu B MeTaboinye-
ckoM mytu npocrarnaHauHa E2 (TIT'E2), ¢ npeanonaraembiM
HapymeHueM Katadonusma [1I'E2 v moBbIlieHrEM €ro YpOBHS
B KpOBM, MOYe U TKaHsX opraHusma [1]. ['eHeTnueckast rete-
POTeHHOCTh 3a00JIeBaHUSI BBI3BIBACT IIIMPOKMIT CIICKTP KIIMHU-
YeCKUX MPOSIBICHUM, CPeld KOTOPBHIX OCHOBHBIMU SIBJISIIOTCS
U3MEHEHUsT KOXM W CKeJleTa, a KpUTEPUSIMU JUATHOCTUKUA —
MaxXuaepMusi, YTOIIIeHNE TUCTATbHBIX OTIEIOB HOTTEBHIX (ha-
sanr nanblieB (digital clubbing), HeBoCHATUTENbHBIN BHIITOT
B KPYITHBIX CyCTaBaX M MEPHUOCTO3 TPYOUaThIX KocTeid. YacThiM
OCHOBaHUEM OOpallleHUs] K Bpauy SIBJISIOTCS OOJM B CycTaBax
WJTW KOCTSIX, HAaTOMWHAIOIINe peBMaThudeckKue 00Ie3H!, SHIO-
kpuHomnatuu. [uddepennmansayo auarHoctuky [1I'O mpo-
BOIAT C XPOHWYECKUMHM BOCTIAIMTEIbHBIMA PEBMATHUECKUMU
3a00J1eBaHUSIMM, TIPOTpecCUpyolieii nnachu3napHOi JUCILIa-
3ueil, TUMEPBUTAMMHO30M A, aKpoMerajaueil, TUPEeOUITHON
aKkporaxueit, ToOOYHBIM EHCTBUEM BOPUKOHA30J1a, BTOPUY-
HoIi runeptpoduyeckoit ocreoaptpornarueii (BI'O), BozHuKa-
IOIIEel P MHOTUX 3a00JIeBaHMSIX BHYTPEHHHUX OPTaHOB.

T'uneprpodudeckas ocTeoapTporaTUs — OIMCaHa BIEP-
Boie B XIX Beke ¢paHiy3ckuM HeBpomnarosjoroMm P. Marie
(1890 r.) u aBcTpuiickuMm TeparnieBToM E. Bamberger (1891 r.)
y TIALIMEHTOB C TSKEAbIMU OO0JIE3HSIMU JIETKUX U Cepilla, BMe-
CTe C TeM U3MEHEHMST KOHIIEBBIX (haJlaHT MaJIbLIeB B BUIE «bapa-
OGaHHBIX TTaJI0YeK» U3BECTHBI CO BpeMeH ['mmmokpara [2].
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Knaunnueckasa kaptuHa [II'O (CMHOHMMBI: TTaXUAEPMO-
TepruoCTO3, UAMOIAaTUIecKass Wi TUlepTpoduyeckas ocre-
oapTponarusi, cuHapom TypeHa — Comanta — lone u T.1.)
onucaHa HemeukuM BpadoM N. Friedreich B 1868 r., momosn-
HeHa ¢paHuy3ckumu aepmaronoramu A. Touraine G. Solente,
L. Gole B 1935 r. Tepmun «cunapom Mapu — bambeprepa»
(Bamberger — Marie), uin «IIbepa Mapu — BamGeprepa»
(Pierre Marie — Bamberger) ucnosib3ytoT misi 0003HaYeHUS
III'O u BI'O (1a6a. 1).

PacnpocTpaHeHHOCTb

TITO BcTpeuaeTcst B 3—5% Bcex ciy4yaeB runepTpoduye-
ckoit octeoaprponaruu, BI'O guarHoctupyoor B 95—97% ciy-
yaeB. M3penka runeprpoduyeckasi 0cTeoapTponaTs 3a10JIro
(3a 6—20 yieT) npenamecTByeT 3a00JIeBaHUIO, IPU KOTOPOM OHa
apnsgercss BropuuHoii [2]. PacmpoctpanenHocts 'O Heuws-
BeCTHa, 10 MHeHuIo Z. Jajic u coaBT., oHa cocTtaBiser 0,16%
C COOTHOILIEHUEM MYXXUYWH M XeHIIUH 7—9:1 [4, 5].

JTuonorua U natoreHes

CylecTByeT HECKOJbKO TEOPHil pa3BUTHs 3a00JeBaHUS
[2]. Cunraercs, 94TO €10 BOSHUKHOBEHUE MOXKET OBITH CBSI3aHO C:

- U3BMEHEeHMeM (GYHKIIMM JIETKUX TIPHU JIETOYHOM TUIep-
TEH3UU;

- MOBBIIIEHUEM YPOBHS (pakTopa pocra (pudpoOIaCTOB
(3a cyer yBeIMYEeHUSI CUHTE3A WIM HAPYLICHUsI SJIMMUHALINN);

- BLICOKMM YpOBHeM aHTUreHa (akTtopa Buiiebpanma
B IUIa3Me KPOBU;
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Ta6bnuua 1. HomeHknatypa yTonweHns AncTanbHbiX PanaHr nanbues U runepTpouyeckon octeoapTponatun [3, agantupoBaHo]

Coctosinne

CMHOHMMbI M 3NOHUMbI

VTonuieHmne KoHueBbIx anaur nanbues (Clubbing)

Manblbl TMNnokpara, nanbLbl B BUAE «6apabaHHbIX Nanovek», akponaxus

TunepTpoduyeckas octeoaptponarus

Cuxapom Bamberger — Marie, cunapom Pierre Marie — Bamberger, akponaxus

MepBuyHas runepTpoduyeckas octeoapTponarus

Nanonatnyeckas runeptpodmyeckas 0cTeoapTponarus, naxuaepMonepruocTos, cuHapom Touraine —

Solente — Gole, cuHapom Friedrich — Erb — Arnold

BTopuyHas runepTpochuyeckas 0cTeoapTponartus

TunepTpochMyeckas NeroyHas 0CTE0apTPONaTUs (B CNy4ae NerovHoON NPUYMHBLI), CUHAPOM

Bamberger — Marie, cungpom Pierre Marie — Bamberger

- MyrauusiMu B reHe HGPD, (15-hydroxyprostaglandin
dehydrogenase), W3-3a KOTOPBIX HapylllaeTcs MeTaboIu3M
MrE2;

- U30BITOYHBIM YPOBHEM COCYIMCTOTO SHAOTETUATBHOTO
daxropa pocta (CODP), 06ycIOBICeHHBIM TUITIOKCUEH.

B nHacTosmee Bpems II'O paccmarpuBaeTcst Kak Haclied-
CTBeHHOE 3a00JieBaHUE, B OOJIBIIMHCTBE CIIy4aeB C ayTOCOM-
HO-IOMWHAHTHBIM HACJIEIOBAaHUEM C Pa3HOU CTETIEHBI0 JKC-
TPECCUBHOCTH ¥ TIEHETPAHTHOCTM W CEMEHOM arperanyeit
y 25—38% mnauuentoB [6]. BoisiBieHa rereporeHHocts I1I'O-
myTauun B aByX reHax (HPGD w SLCO2AI), OTBETCTBEHHBIX
3a pasButue 3aboneBaHus. Myramwvu B rene HPGD (HPGD;
OMIM 601688), komupyromem NAD+3aBucumyio 15-ruapok-
CUIPOCTArJaHIMH AeruaporeHasy — (epMeHT, YJacTBYIOLIUN
B Katabomu3me [1I'E2, mpuBOsT K TMOBBIIICHUIO €TO YPOBHS
u akcrpeccun CODP. B pesynbrate crumynvpyercss KOCTHOE
pPEMONIEIUPOBAHNE U CUHTE3 COEAMHUTENBHON TKAaHU (MU3MEHSI-
€TCSI OKCTIPECCUsI CTPYKTYPHBIX TeHOB BHEKJIETOYHOTO MaTPUK-
ca: arrpekaHa, BepcukaHa, KoyuiareHoB tuna I u 1I), o6ycios-
JIMBAIOIIMX OCHOBHbBIE KIIMHUYECKKE MPOsiBIeHus [6]. MyTaiuu
B reHe SLCO2A1 (SLCO2A1; OMIM 601460), BbISIBJI€HHBIE
B KOPEMCKOM, KUTACKOM U SIITOHCKOM IMOITYJISILUA, U3MEHSIIOT
cuHTe3 TpaHcMeMbpanHoro Tpancnoptepa [IT'E2 [7, 8].

Karta6onusm T1TE2 BritouaeT ABe cTaauu: U30UpaTesib-
HOE TOIJIOLIEHUE Yepe3 IMIa3MaTUYecKylo MeMOpaHy ¢ yda-
ctueM reHa SLCO2A1 v BHYTpU KIJIETKHM — C y4aCTHUEM TeHa
HPGD. MonekyasipHO-TeHeTUUECKIEe HMCCIeIOBaHMS TTO0Ka3a-
i nBa Tuna HaciegpoBaHus [1T'0O: ayTOCOMHO-IOMMHAHTHBIN
(PHOAD; OMIM 167100) Bctpeuaerca B 54,4% cnydaes [8];
ayrocomHo-penieccuBHblil, Tun 1 (PHOAR1; OMIM 259100)
u3-3a MyTaiuu B reHe HPGD; ayTOCOMHO-PelleCCUBHBII, TUTT
2 (PHOAR2,; OMIM 614441) BcrnencTBue MyTallid B TEHE
SLCO2A1 (ta6n. 2) [8].

IMpemnoxenbr nBe rumnore3nl maroreHe3a I1I'O: Heitpo-
TeHHas1 U TyMopaibHasi. HeliporeHHast 0OBbSICHSIET M3MEHEHMST
B KOCTSIX CKeJleTa M KOXe TMOBBIIICHHON aKTHMBHOCTBIO Tapa-
CUMIIAaTUYECKOTO OTIeNla BEreTaTUBHONW HEPBHOW CUCTEMBI.
OHa oCHOBaHA Ha TPENTNOJIOXEHUH, YTO BCIEINCTBUE H30bI-
TOYHOTO BJIMSTHUSI OJTyKTAIOIIeT0 HepBa PACIIUPSIIOTCS COCY-
IIbl U YBEJIMYMBAETCSI KPOBOTOK B KOHEeUHOCTsIX [9]. CortacHo
TYMOpPaJIbHON TEOPUU, KIMHUYECKHE CUMIITOMBI 3a00JIeBaHMsI
dopMUpYyIOTCS TIOZ BIUSITHUEM HAa MOJIEKYJISIPHOM YPOBHE LIM-
TOKWHOB ¥ (paKTOpOB pocTa, BKIIIOYast TPOMOOIIMTAPHBIN (hak-
Top pocta, [ITE2 u CODP [10].

OcHoBHas posib I[II'E2 B pa3BUTUM KIMHUYECKUX CUM-
TITOMOB pean3yeTcsl 3a CUeT ayTOKPUHHBIX U TApaKPUHHBIX

MEXaHU3MOB C MHULIMAIIMEN psijia CUTHATIBHBIX MyTeil Mpu CBSI-
3bIBAHUM C pa3IM4YHBIMU peuentopamu. [lpu obenx dopmax
I[II'O naGnomaeTcss MOBBILIEHUE YPOBHSI LIMPKYJIMPYIOIIETO
[ITE2 na done ero ycunenHoro katabonusma [9, 11].

MaHudecTanmsi U TSXKECTh KIMHUYECKUX CUMIITOMOB
IO 3aBucCAT OT XapakTepa U KOMOMHALIMU MyTallMii, KOTOpbIE
00ycIOBIMBAIOT pa3nuuHylo KoHueHTpauuio [IT'E2 B chiBoO-
pOTKE KPOBM, MOYe U TKaHsX. [Ipy 3TOM y malmeHToB ¢ MyTa-
uusmu B reHax HPGD u SLCO2A1 yposuu I1T'E2 u ero meta-
oonurta [I'E-M B Moue CyIIeCTBEHHO BBIIIE, YeM y OOJbHBIX
¢ mytanueii B reHe SLCO2A41 [7].

W. Seifert u coaBr. [11] HaGmomanM MO3MHEE TTOSIBIICHUE
cumriroMoB [1T'0O y manmeHToB ¢ TOMO3UTOTHBIMY MYyTallASIMU
B reHe SLCO2A41. 3MeHeHUs1 AUCTaNbHBIX (haJlaHT TMalibleB
BO3HUMKAJM B MEPUOA TMOJIOBOTO CO3PEBaHUSI, MaXUAEPMUS —
rmocJje mybepTaTHoro nepuoaa. Bmecre ¢ TeM aBTOpbl OTMETH -
JIA, YTO TOPaKeHUeE CYCTABOB U MAXUAEPMUSI Y JIIOAEH C TOMO-
3uroTHBIMU MyTanusiMu SLCO2A [ 6111 60siee BRIpakeHHBIMU
10 CPAaBHEHMIO C JIIOABMU C TOMO3UTOTHBIMM WJTU CJIOKHBIMU
rerepo3uroTHeiMu Mytauusimu HPDG. [lonarator C. P. Diggle
M COAaBT. YTBEPXKIAIW, YTO MEPUOCTO3 HabJIomaeTcsi B 00eux
rpyIIax, OMHAKO aKPOOCTEOJIU3 00jiee BbIpaXeH Mpy MyTalluu
B reHe HPGD, a Mmuenodudpo3 BOZHUKAET MPU IBYAIIETbHbBIX
myTanusx B reHe SLCO2A41, vo ue ¢ HPGD [9, 12].

Knaccudukauus

Ormucansl Tpu KimHudeckue ¢popMal [11'0: moHas popma
¢ TIEpUOCTO30M U MaXMIAEPMUEii, HEeTToIHas (popMa 6e3 Tmaxumep-
MMU U HpyCcTUpYIoIas hopMma ¢ maxuaepMueil U MUHUMAaJTbHBI -
MM CKeJIETHBIMM M3MeHeHMsiMU. HenosHast (popma 3aboseBa-
HMS BJIsIeTCSl Hanbosliee pacipocTpaHeHHOM. JInarHocTuka npu
MOJTHOM (pOpMe C XapaKTEePHBIM MOPaKEHUEM TPYOUATBIX KOCTEH
U KOXH, OTKPBITBIM apTepPUaIbHBIM ITPOTOKOM HeE BBI3bIBAET 3a-
TPYIHEHUI, IPY HETIOJIHOM 1 0cOOeHHO (pycTUpyIolieit hopme
HEOOXOIMMO MOJIEKYJIIPHO-TEHETHUECKOE TIOATBEPXKICHUE T~
artHosa M HaJIMIMe OIHOTO WJIM HECKOJBKHMX TMCTOJIOTMYECKUX
MPU3HAKOB MaxyuaAepMKK (OTeK KOXH, OTIOXKEHHUEe MYLIMHA, Je-
reHepalusi 3J1aCTUYECKMX BOJIOKOH, TUIEePIUIa3us CabHbIX XKe-
J1e3 1 hpubpo3 KoxXKu).

Knunuyeckas KkapTuHa

3aboneBaHe HayuMHaeTCsd B Bo3pacTe A0 1 roma uau
B IyOepTaTHbIi mepuon, gajnee B TeueHue 5—10 JieT KOXHbIe
1 KOCTHBIE U3MEHEHMUSI IPOTrPECCUPYIOT U Ha IIPOTSKEHUH BCeil

Ta6nuua 2. ®eHOTUN, HACNEeJ0BaHME W IOKANNU3ALMA MyTaLlMi B TEHAX NPU NEPBUYHOM rMNepTPOMYECKOA 0CTe0apTpONaTiuL

Jlokanu3aumsa Ha xpomocome deHoTHN Hacneposanue ®eHotun B OMIM  Ten

He onpeaenexa TunepTpodhuyeckas octeoaptponarus, neperyHas AyTOCOMHO-A0MUHAHTHOE 167100 PHOAD
4q34.1 TunepTpodhuyeckasn octeoaptponarus, nepeuyHas 1 AyTOCOMHO-PELEeCCUBHOE 259100 HPGD
4q34.1 KpaHnoocTeoaptponarus AyTOCOMHO-PELeCCUBHOE 259100 HPGD
3022.1-q22.2 [unepTpodhuyeckas octeoapTponartus, nepsuyHas 2 AyTOCOMHO-PELECCUBHOE 614441 SLCO2A1
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KU3HU YejIoBeKa He MCYe3aloT, WK, B PEIKUX ClTyvasiX, Hapa-
cratot [13, 14].

ManeHpKMM JeTSIM ¢ W3MEHEHHBIMH OOJIe3HEHHBI-
MM CyCTaBaMU, OTKDPBITBIM apTe€pUaJIbHBIM ITPOTOKOM, IO3MI-
HUM 3aKpPHITUEM DPOJHWYKOB, IIMPOKMMH IIIBAMM Ha deperie
CO BCTAaBOYHBIMU KOCTSIMA HEOOXOIMMO BBITIOJTHUTH MOJIEKY-
JIIPHO-TEHETUYECKOE UCCACNIOBaHUE IS WCKIIIOUCHUS WIN
noatBepxaeHust auarHosa I1T0. [lepuocTos, maxuaepmus,
nedopMalius IUCTATBHBIX OTHEJIOB MAJBIEB He YCTIeBAIOT pa3-
BUTBHCS B paHHEM JIETCKOM Bo3pacte [15].

TIT'O MoxeT npoTeKaTh MaJOCUMIITTOMHO — OTCYTCTBYIOT
KOHKPETHBIC XaJ00bl MallMeHTa, U3MEHEHUST TTaIbIeB B BUIE
«0apabaHHBIX MAJIOYEK» BpauM OTUArHOCTUPYIOT IIpU obpalie-
HUU T10 MTOBOAY IPYrMX 3a0osieBaHui. [1epBbIMU cMITTOMaMU
MOT'YT OBITh X KEHUE WJIK 00JIM B AMCTAJIbHBIX OTAENaX TpyOUa-
TBIX KOCTE/l KOHEUHOCTEW, KOHIMKAX MaJIbIIEB, BHITIOT B KPYTI-
HBIX CycTaBax [2].

B cnyuae pasButus I[1I'O B paHHeM AETCTBE BBISIBISIIOT
OTKPBITBII apTepUaTbHBIN TIPOTOK (B 25% cityyaeB Mpu HaJIM-
yuu Mytauuu B reHe HPGD u B 0,5% B oO11Ieli TOMyJISIIIUN),
CBSI3aHHBIN Y HOBOPOXKIEHHOTO C OTCYTCTBUEM OBICTPOTO CHU-
xeHust ypoBHs1 [1TE2 mociie mosiBaeHUSsT JIeTOYHOTO AbIXaHUS,
a Takke MedeKTHl IBOB Yeperna (IIMPOKKe IIIBBI U3-3a TTO3IHe-
TO 3aKPHITHSI POTHUYKOB, BCTABOUHbBIE KOCTH) |5, 8].

KocTHble uW3MeHEHMSI NMCTaJbHBIX OTHENOB (hasaHT
MaJIbIIeB BCTPEYAIOTCsS B BUAE TUIMIEPTPODUISCKUX M peXe —
OCTCOJIUTUYCCKUX HapylleHui. ['urnepTpoduueckue Hapylie-
HUSI OOYCJIOBJIEHBI aCeNTUYECKUM BOCITAJICHUEM C pa3BUTHEM
WHTEPCTULIMATIBHOIO OTeKa KalWIISIPHOIO Jioxa, MpoJude-
panyeil KarmuIsipoB, TIOBBIIIICHHBIM pa3pacTaHWEM COSIUHM-
TEJbHON TKAaHU ¢ M3OBITOYHBIM HAKOIUICHWEM KOJIJIaT€HOBBIX
BOJIOKOH [5, 14]. TIpy MMKPOCKONUYECKOM MCCIEAOBAHUU
onpeaessTIoT JTUMGOLUTapHblE WHGUILTPATHI, SIBIISIOIIMECS
MMPU3HAKOM BOCHAIMTEIbHBIX U3MEHEHUI, OOJIBIIOE KOJMYe-
CTBO apTePUO-BEHO3HBIX aHACTOMO30B, YBEJIMYCHUE TOJIIUHBI
COCYIMCTOM CTEHKH, B KJETKAaX COCYIMCTOIO SHAOTEIMUS BbI-
ABJISAIOTCS Be3uKyibl (Tenblia Weibel — Palade), conepxaitiue
dakTop pon Bunmnebpanma, P-cenexktrH, sHnoTenmH-1 u 1py-
rue OeJIKM, YKa3blBaloIlIMe Ha TOBBIIICHWE aKTUBHOCTU BH-
IOTeJIUsl B pe3yjbTaTe MOBPEXIeHUS] TKaHel. AKPOOCTEOan3
OTMEYaloT Mpu (POPMUPOBAHUY «OapabaHHBIX MAJIOYEK» B IET-
cKOM BospacTe B 78 % ciydaes, yacto nipu BI'O (ripu BpoxieH-
HBIX «CUHUX» TTOpOKax cepaua) [2, 13, 15].

dopMupoBaHNe MaIbLEB B BUIE «0apabaHHBIX MaJIOYeK»
MPOXOIUT 4 3Tana: (IIOKTYallusl U pa3MsITYeHUe HOITA C TIPU-
3HAaKaMM «ITIOKAYMBaHUs», YBEIMUYECHHUE YIIa MEXIY HOITEBOM
IJTACTUHOM U AOpCaTbHOM MOBEPXHOCThIO NUCTABLHOM (haaH-
ru Oosiee 160°, yBelmyeHUE BHIIYKJIOCTA HOITEM, TIOBBIIIIEHUE
MECTHOIM TeMITepaTyphbl Y MOTIIMBOCTH, TTOSIBJIEHUE TJISTHIIEBOTO
OJecka HOITe M Ipuieraloiiei KoxXu ¢ MpoaoJbHON Ucyep-
YEHHOCTbIO HOI'TE€BOM IJIaCTUHBI [15].

KimHudeckue mposiBJICHUS CyCTaBHOTO CUHAPOMAa BapH-
abeJIbHBI: OT JIETKMX apTpajirdii 10 MHTEHCUBHBIX 00Jeil B Cy-
cTaBax 3aIlsICThsl, JIyYe3arsiCTHBIX, JOKTEBbIX, TOJIEHOCTOITHBIX
U KOJIEHHBIX cycTaBax. O6beM IBIKEHUH B TTIOPaXKEHHBIX YaCTO
CHUMMETPHUYHBIX CyCTaBaX OTpaHWYEH, BO3MOXHO TOSIBJICHUE
BBITIOTA B KPYITHBIX CycTaBax (KOJEHHBIX, TOJIECHOCTOIHBIX, JTy-
Ye3alsICTHBIX), KOHTPakTyp. I1py MyHKIIMK cycTaBa M3BJIeKa-
0T JKMIKOCTh HE BOCTIAJIMTEIBHOTO XapaKTepa ¢ comepKaHueM
kietok <500 B 1 Mk [16].

KoxHble mposiBlIeHUs — MaxuaepMus — OTJIMYAIOTCS pa3-
HooOpa3ueM M BcTpeuyaroTcs npu nonHoi ¢gopme IIO: yrom-
IIeHMe KOXU JINIA — OrpybeHre U TTy0oKKe 60po3abl Ha JIUIIe
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(«IBBUHOE» JIUIIO), YTOJIIEHNE KOXU ThUILHON IOBEPXHOCTH
KUCTell, akHe, cebopest, IK3eMa, GOJUTMKYITUT, JTATOHHO-TIO0-
LIBEHHBIN TUepruapo3. M3-3a TONCTBIX CKIAMOK B HaIOPOB-
HOJ 00J1aCTH MOSIBJISIETCS IBYCTOPOHHMI 0JiehapoITo3, CKJiai-
YaToCTh KOXH TOJIOBHI (cutis verticis gyrata), npuaaronme BUi
«T'OJIOBBI OYJIBAOra». YTOMIIEHNE KOXI PYK M HOT IIPOUCXOIUT
0e3 CKJIaJoK, UMJIMHIPUYECKYIO JedopMaliiio HOT CpaBHUBA-
IOT ¢ HoraMmu cJjioHa |2, 17].

Hepenko mpu MHCTpYMEHTATbHOM HCCICIOBAaHUU THAr-
HOCTHPYIOT SI3BY XKeJIyIKa, IIPOTEKAIOLIYIO MAJIOCUMIITOMHO [2].

Hucmpymenmanvnas ouaznocmura

PenTreHonornyeckoe uccienqoBaHUE OTHOCUTCS K MH-
dopMaTUBHBIM MeETOaM, TO3BOJITIONIMM HUArHOCTUPOBATh
MaJIOCUMIITOMHOE TedeHUe 3abojieBaHUsI. PeMomenupoBaHue
KOCTei TajblieB KOHEYHOCTEl MpHY JIMTEJIbHOM TEYEHUU 3a-
GoJieBaHUs M3peaKa MMPUBOIUT K KOCTHON pe30pOIMu — aKpo-
OCTEOJIN3Y, OTpeeIIeMOMY TP PEHTTEHOJIOTUIECKOM HUCCIIe-
nJoBaHuwm [3].

K OCHOBHBIM peHTreHosorndyeckuM mnpusHakam I11'0
OTHOCHTCSI TIEPUOCTO3, KOTOPBI IPOSIBIsieTCs] (hopMUpOBa-
HUEM HOBOI KOCTHOM TKaHW CUMMETPUYHO BIOJb TPYOUATBIX
KOCTe#l ¢ yyacTveM 3MubU30B U 00s13aTeIbHBIM BOBJICYEHUEM
OonblIeOepoBbLIX KocTel [18]. Boimensior mosramHoe Ipo-
rpeccupoBaHUEe PEHTIEHOJOTUYECKUX W3MEHEHUIA: yBeJIMue-
HUE KOJNYECTBA MOPAKEHHBIX KOCTEH, MPOTSKEHHOCTH Mopa-
JKEHMST KaXI0il KOCTU U (hOPMbI TEPUOCTAIBHOM peakiu.

B rnerkux ciydyasx oTMeuyalOT IOpaxXeHue ToJieHeH,
B OCHOBHOM Majio0eplIoBBIX KocTeil. [leprocTo3 orpaHmueH
Iuau3oM U BBIMJISIAUT AOIOJMHUTENILHOM JIMHEMHOW MHO-
TOCJIOWHOW TEHBIO, YBEIWYMBAas OKPYXKHOCTb KOCTU 0e3 u3-
MeHeHHsT GopMBl. [Ipy yMepeHHOM MOpakKeHWH TIEPUOCTO3
pacrpocTpaHseTcsl Ha AMUMU3bI KOCTel U MpeacTaBIeH MHO-
TOCJOMHON TaMUHUPOBAHHOU TeHbIO. B TsDKenbIX ciaydasix na-
TOJIOTUIECKUE W3MEHEHUST ONpPENeNsIoT BO BCEX TPyOUaThIX
KOCTSIX, BOBJIEKAIOTCSI 1Madu3bl U MeTahu3bl, TIEPUOCTO3 BbI-
IJISIIUT KaK TeHb HelpaBubHOM KoHburypauuu [19]. Tskectb
TeprOCTO3a 3aBUCHT OT JUTUTSLHOCTH 3a00JIeBaHMS U He pa3-
JIMYAETCS TIPU TIEPBUYHOM WJIM BTOPUYHOM TIpolLiecce.

[IporpeccupoBanue U3MEHEHUI TTPOUCXOIUT B IIPOKCH-
MaJIbHOM HampaBJIeHUU C MOopaxXeHWeM MeTahr30B, B ITaTOJ0-
TUYECKMI TTPOIIECC BOBJICKAIOTCS MajloOepIIOBEIe, OeIpeHHbBIE,
JIy4eBbI€, JJOKTEBHIE, TIJIeYeBbIe KOCTH, BO3MOXHO BOBJICUECHHE
KJTIOUMLI, KOCTEH 3amscThsl U IUIIOCHBI. [lepuocTanbHas peak-
1S OTIpenelisieTcsT KaK CIUIONIHAsI, TUHEWHasl, TUTOTHAs WIu
cioucras [3].

IlepriocTo3 0OYCIOBIEH HEOAHTMOTEHE30M, OTEKOM
U nposudepalreit octeodJacToOB B AMCTAIbHBIX OTIENIaX TPYO-
YaThIX KOCTEU ¢ M3OBITOYHBIM OOpa3oBaHMEM COCIUHUTEIIb-
HOI TKaHU U CyOIIepUOCTaAIbHBIM OTEKOM, MTPUITOTHUMAIOIIAM
HaIKoCTHUIly. Jlanee NpOUCXOAUT NEIOHUPOBaHWE HOBOM
OCTEOMTHOM MaTPHIIHI TIOJ HAIKOCTHUILY U (hopMuUpyeTcss HO-
Basl KOCTb. JIMCTalbHBIE OTHENIBI TPYOUATHIX KOCTE OKa3bIBa-
I0TCSI B «My(Tax» U3 HOBOI KOCTHOI TKaHu [2].

dopmupoBaHre HOBOI KOCTHOI TKaH! COMTPOBOXKIACTCST
JCOKEHHMEeM, HapylIeHHEeM YYBCTBUTEIBHOCTH B IMUCTATBHBIX OT-
Jieax KOHEYHOCTel, CKOBAaHHOCTBIO KUCTEU WY CTOM, TTOTJIN-
BOCTbIO JIaloHel 1 cTort [9].

B penkux ciyyasix ucciienoBaTesM OTMEUaIOT TakkKe 13-
MEHEHMSI KOPOTKUX U TJIOCKUX KOCTEN U OKOCTEHEHHE CBSI30K
M MEXKOCTHBIX MeMOpaH |[3, 12].

Hapsny ¢ mepuocTallbHBIMM M3MEHEHMSIMM  TTOSIBIISI-
JOTCS TPU3HAKU BOBJIEYCHUS B MATOJOTMYECKUI TIPOLIECC
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CUHOBMAJILHBIX 000JI0YeK — YTOJIIICHUE U «CJIOMCTOCTh». [1pu
TUCTOJIOTMYECKOM UCCIIEAOBAHNN CHUHOBHAJIBHOI OOOJIOYKH
ONpENeNsIIOT OTeK, TMIEPIUIa3nuio MeIUM CYOCMHOBHAIbHBIX
COCYIOB, TUMGOITIa3MOLIUTAPHYI0 WHOUIBTPALINIO, PEIKO —
noauMopdHosiaepHble JeiKouuThl [10].

[1py peHTreHOIOTMYECKOM UCCIIEIOBAHUN CYCTABOB BBI-
SIBJISTIOT BBITIOT B MOJIOCTH CYCTaBa, PEIKO CYXXeHUE CyCTaBHOM
1IeJTA, BO3MOKHO ITOSIBJICHUE OKOJIOCYCTaBHBIX 3pO3Uid, B 60Jiee
MO3IHUI TIepUoI — MPU3HAKKU ocTeoapTpuTa. Mccnemosarenn
OTMEYaloT MOpaXeHWe OCEBOro CKejleTa — CIOHIMJIONUCTE3,
CY>XEHME MEXITO3BOHOUYHBIX ITPOCTPAHCTB |[3].

[Ipu MarHuTHO-pe3oHaHCcHOU ToMorpaduu (MPT) BbI-
SIBJISTIOT TMIEPUOCTATbHYIO PEaKIINI0 C MHTEHCUBHOCTBIO CUTHAIA
OT HU3KOM 10 MPOMeXKyTouHOM Ha T 1-B3BellleHHbIX 300paxke-
HUSX U HU3KYI0 MHTEHCUBHOCTh CUTHaa Ha T2-B3BEIICHHBIX
n300pakeHMsIX. B MATKMX TKaHSIX OIMpenessioT peakTHBHBIC
M3MEHEeHMUsI, OTeK MbIL WK ¢dacuuii. MPT mo3BosisieT Bbisi-
BUTb BBITIOT B IOJIOCTH cycTaBoB [20].

IMpu cuyHTUrpaUYecKoM MCCIeTOBaHUM C TEXHELMEM
99m ompeneNnsioT MOBBIIICHHOE MOMIOIICHUE Pagron30TOIa
B HAJKOCTHHUIIE TUCTAJIbHBIX OTHEIIOB TPYOUaThIX KOCTEH, U3-
BECTHOE KaK CHMIITOM <«KOJIEW», BIOJb KOPTUKAIbHBIX KPacB
nracdusza u Metaduza. CKaHMpOBaHUE KOCTEN — UyBCTBUTEIb-
HBI METOI TS OTIpee/icHNsI CTeTIeH! BBIPaKEHHOCTH M3Me-
Henuii ipu [1I'0O. OpHOCTOpOHHEE TTOpakeHNE KOCTeil KOHEeU -
HOCTH XapaKTepHO JJis JJoKajau3oBaHHOM ¢opmbl BI'O [21].

IIpu mo3MTpPOHHO-3MHUCCUOHHOI Tomorpaduu (I1DT)
¢ u3ororoM 18F-(pTopae30KCUIIIOKO3bl BBISIBISIOTCS CUMME-
TPUYHBIE TUTIEPMETA00IMIeCKIEe HApYIIEHUs BIOJb TJTMHHBIX
TpyOUYAThIX KOCTE HUKHMX KOHEYHOCTe [22].

Jlabopamopnas duaznocmura

B Hacrosiiee Bpemsi He IpelyIoKEHO HU OTHOTO CIelU-
¢uveckoro 1a6opaTOPHOTO UCCIEAOBAHUS IJIsI TUATHOCTUKU
TITO [2]. B pesyabratax y1abOpaTOpHBIX MCCIEIOBAHUI Kak
HecriennbUIecKUii U HeoOsI3aTeNbHbBIN MPU3HAK OTMEYaloT
TIOBBIIIEHHBII YPOBEHb MapKepOB KOCTHOW TKaHU — ILEI0Y-
HoOU docdarasbl, OCTEOKATbIIMHA WM AMUHOKOHIIEBOTO TTPO-
MenTyaa NpokojuiareHa Tuna 1.

Mopdonoruyeckoe ucciaenoBaHue KOXU U COCYIOB

[Maxupepmusi xapakTepusyercsl 3HAUUTETbHBIM YBEJIH-
yeHrueM (PUOPWUIAPHBIX CTPYKTYP JePMBI M TIONKOXKHOW KJIeT-
YaTKM C BpacTaHWEM BOJOKHUCTON COENWHUTENbHOW TKaHU
B HIDXeJIeXXalllie TKaHU U UX YIUTOTHEHUEM. DIUIEPMUC He 13-
MEHEH, YBEeJIMYeHNE TOJIINHBI JePMbI TIPOVCXOIUT 3a CUET PO-
CTa KOJUTar€HOBBIX U 3JaCTUHOBBIX BOJIOKOH, OOYCJIOBJIEHHOTO
npoaudepaneit Gudpod1acToB, U MOSIBICHUS HEOOJBILINX OYa-
TOB MEPUBACKYJISIPHBIX U MEPUGDOJUTUKYISIPHBIX TUMGOTUCTHO-
LUTapHbIX MHDWIbTpaToB. K mpusHakam QosutukynnuTa OTHOCST
pacimmpeHne OCTUM BOJIOCSHBIX (DOJUTUKYJIOB 3 CUET IMTOBBIILIEH-
HOT'O CKOIUIEHUsI poroBbix Macc. KonnyecTBo MOTOBBIX U callb-
HBIX XeJle3 3HAUUTEJIbHO yBEIMINBACTCS, Pa3BUBACTCSI TUIIEP-
Tpodus Uy runepruIasys Keae3ucTbiX KieTok [15, 17].

[Maronornueckue m3mMeHeHUs1 B BUle (Hubpo3a CTEHKU
OIpPEIEIISIIOT TIPU UCCIIENOBAHUM COCYIOB BCEX TUIIOB, B HEKO-
TOPBIX CIIyYastx MaTOJOTMYECKUe U3MEHEHUs HaXOmsAT B COCY-
IIACTOI CTEHKE BHYTPEHHUX OpraHoB [17].

Jlughpepenyuaavnoiii duaznos

Knununueckue nposienenust [1I'O Hepenko MMUTHUPYIOT
MPU3HAKY PEBMATUYECKUX 3a00I€BAaHUN.

K peBMartnueckuMm  3a00J€BaHMSIM, MUMUKPUPY-
OIUM WIA aCCOLIMUPOBAHHBIM C  TUIMEPTPODUIECKON
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0CTe0apTPOIaTUEil, OTHOCSIT PEBMATOMIHBIN apTPUT, CUCTEM-
HYIO KpPAacHYIO BOJIYaHKY, IOBCHUJIbHBI apTPUT, aHKWJIO3M-
pPYIOIIMI CIIOHAWJIUT, OCTEOAPTPUT, CTEPOUIHYIO MHUOIATHIO
[23—28]. KnuHnyeckuii mnarHo3 OCHOBBIBAETCSI Ha KOMIUIEKCe
CHMIITOMOB, XapaKTEPHBIX [IJIsI peBMAaTUYECKOTO 3a001eBaHMS,
WMMYHOJIOTUYECKUX U JJAOOPaTOPHBIX TeCTaX, PEHTIeHOJIOTH-
YeCKUX U CHUHTUTPA(UUECKUX TMPpU3HAKAX, 3(DGHEKTUBHOCTA
HayaJbHOIO JIEYEHUS [NIIOKOKOPTUKOUAAMU WJIW APYTOil 3TH-
OITaTOTeHETUYECKOI Tepariu.

VYuuteiBas Hauasio I'TIO B neTcKoM uiiu myoepTaTHOM Iie-
prone, Heo6X0IMMO TIPOBOANTD MM hepeHIINATBHYIO IMarHO-
CTHKY C IPYITMMU 3a00JIeBaHUSMU: HACIEACTBEHHBIMU — IIPO-
rpeccupymoolleil auadusnapHoil aucruia3ueit, akpoMmeraauei,
MYJBTA(QOKATBHBIM OCTCOMHUETIUTOM, TpaBMaMU, IIOJy4eH-
HBIMU B Pe3yJIbTaTe 3KECTOKOIro oOpalleHUs ¢ peOeHKOM, HO-
BOOOpa30BaHMUSIMU C MOpaxkeHueMm Kocrteil (capkoma Ewing,
Jeiiko3 u T.11.) [3]. B muarHocTuke 3ab6ojeBaHUi YIUTHIBAIOT
COIMAIBHO-OBITOBBIEC (DAKTOPBI, HACIEIACTBEHHOCTD, pe3y/IbTa-
THI JTaOOPATOPHBIX TECTOB (OOIIMII aHAIM3 KPOBU, OMpeesie-
Hue ypoBHsi CPbB, ¢hyHKLIMY MeyeHu, ToYeK U T.1.). BaxkHbIM
STariOM TUATHOCTUKY SIBJISIETCSI WCCIIEIOBaHNE BHYTPEHHUX
OPraHoOB U PEHTTEHOJIOTUYECKOE UCCIeI0BAaHUE KOCTEIA.

IIpoepeccupyrowas ouagusapuas Oducnaasus (00JE3Hb
Camurati — Engelmann) — penkoe ayToCOMHO-IOMUHAHTHOE
3a0osieBaHKe, TPOSBIsSOINIeecsS B IETCKOM BO3pacTe OOJSIMU
B KOCTSIX KOHEYHOCTEH, TTPOTPecCUpyIOLIeil MBIIIIEYHOM yCTa-
JIOCTBIO U aTpodueit MBI, HAPYIIEHUEM TTOXOIKA U CUMMe-
TPUYHBIM YTOJNIIEHUEM KOPTUKAJIBLHOTO CJIOsI JUTMHHBIX TPYyO-
YyaThIX KOCTel. 3abojeBaHMe TIOSBIISIETCS. B Bo3pacte 3—4 JerT,
KOPTUKAJbHbIE HapylleHWs BHavaje He CUMMETPHUYHEIE,
YYaCTKU MOpaXKeHUs YepeayloTcs ¢ He u3MeHeHHbIMU. C BO3-
pacToM THUIIEPOCTO3 CTAHOBUTCSI CMMMETPUYHBIM TeHepasu-
30BaHHBIM, MUadW3bl IVIMHHBIX TPYyOUaTBIX KOCTE pacuimpe-
HBI 33 CYET SHIOCTAJIBLHOIO M MEePHOCTATILHOIO 0Opa30BaHUS
HOBOI KOCTH, Aedurypaiiust onpenesieTcsi BU3yaJlbHO U TIpU
MMaJIbITAIli Y, TTOSIBJISIIOTCS] KOHTPAKTYpPhl B KOJIGHHBIX M Ta300¢e-
NIPEHHBIX cycTaBax. B maronormyeckuil mpoiecc He BOBJIEKa-
1oTcst MeTadu3sl U anndussl kocteil. [Ipu porpeccupoBaHnn
3a0071eBaHMS pa3BUBACTCS CKIIEPO3 OCHOBAHUSI Uepera, BCIeI-
CTBUE KOTOPOTO IPOMCXOIUT CHABJICHUE YepPEITHBIX HEPBOB,
MpUBOJSAIIEE K TToTepe 3peHus uiu ciyxa. [Ipu cumHTUrpadmmn
KOCTeil MOBBIIIIEHHOE HAKOIJIEHUE U30TOMa OTMEYAloT B YTOJI-
IIEHHOM KOPTUKAJILHOM cJioe [29].

Axpomeearus OTHOCHUTCS K 3a00JIeBaHUSIM, BbI3BaH-
HBIM HapylieHueM GYHKIMU TiepeqHedl monmu Turrodusa.
[IposiBisieTcs] KIMHUYECKM YBEJIWYCHUEM pa3MEpPOB U YTOJ-
IIEHWeM KOCTeil JMua, yeperna, KOHEYHOCTE, TMOsIBIEHUEM
nmporHatusma. IlalMeHThl OTMEYaloT TOJIOBHBIE OO, YTOM-
JISIEMOCTh, CHMXKEHUE MHTEJUIEKTYaJIbHbIX CIIOCOOHOCTEM, ap-
TPaJITUM B KPYIMHBIX CYCTaBaxX, IOBBHIIIEHNE apTepUalbHOTO
NaBJIEHUSI, TIOTJAMBOCTD, TUTNIEPIIUTMEHTALIMIO KOXHM B CKJIAI-
KaX, WU3MeHeHue Troyioca. JlMarHOCTMpYIOT 3abojieBaHUe
[0 BHEIIHUM MpH3HAKaM, HAJIMYMUIO CUHIpPOMA KapIajabHO-
ro KaHaja, MOsIBJIeHUI0 OOCTPYKTUBHOIO altHO3 CHA, MpHU Jia-
6opaTOpHOM UCCIIENOBAHUU OTIPENEISIIOT TIOBBIIIIEHUE YPOBHSI
COMATOTPOITHOTO T'OPMOHA, MOJIOXUTEIbHBIA OpajlbHbIA TECT
Ha TOJIEpAaHTHOCTh K TIIIOKO3¢, TUIepKaabimypuio. Hepenko
PEHTTEHOJIOTMYECKH IMAaTHOCTUPYIOT OIyX0Jib Tunodusa [2].

Tupeoudnas axkponaxus — peiakoe ayTOMMMYyHHoOe 3a00-
JIeBaHUE, Pa3BUBAIOIIIEECs Y MAIIMEHTOB C TOKCMYECKUM 3000M
U TUTIEP-, By~ WIM TUIIOTUPeo3oM. KImHUYecKUMU TpU3HaKaMu
SBIISTIOTCSL ODTATBMOTIATHSI, OTEK U U3MEHEHMSI MSITKUX TKaHel
MMaJIblieB B BUae «bapabaHHBIX IMajodyeK». PeHTreHOIOrnIecKu
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BBISIBJISIIOT ITEPUOCTATBHYIO PEakIIMIo TPyOUaThIX KOCTEH KOHEY-
HocTei. JlnarHoctuka 3a060J1eBaHus MPOBOAUTCSI HA OCHOBAaHUU
KIMHWYECKUX MPU3HAKOB HapyIIeHWS (PYHKIWY LIIATOBUIHOMU
XKeJie3bl, yIbTPa3ByKOBOTO MCCIIEAOBAHMS U OIIPEIeICHUS YPOB-
HSI TOPMOHOB IIIUTOBUIHOM XeJe3bl [1].

III'O neobxomumo muddepenuuposats ¢ BI'O, Bo3HU-
Kalolleil MpW MHOTMX 3a00JieBaHUSIX BHYTPEHHUX OPTaHOB
(JIeTKUX, TUIEBPBI, CPENOCTEHUsI, CepAlla M COCYIOB, IEYEHMU,
MUIIEBOMA, XEeTyIKa, OMKETYI0UYHON XeJle3bl, KUIIIETYHNKA).

Kimuauueckue mpusHaku BI'O Hepenko mOSIBASIOTCS
B Bo3pacte 55—75 ner, B 90% cinydaeB MaHudecTanys 3a60-
JIEBaHUSI aCCOLIMMPOBAHA ¢ HAJIMYMEM 3JI0KAaUYeCTBEHHON OITy-
xom. CHCTeMHOEe WHCTPYMEHTaJIbHOE MccenoBaHue (peH-
TreHorpadusi OpraHoOB TPYTHOM KJIETKM, YJIbTPa3ByKOBOE
HCCIIeOBaHNE OPTaHOB OPIOIIHOM ITOJIOCTH M Cepilla, SHIO-
CKOITMYECKUE METOMIBl MCCIECAOBAHUS U T.I1.) TIOMOTaeT BbISI-
BUTH 3a00JIeBaHMSI, COITPOBOXKIAIOIIMECS TPU3HAKAMU TUIIEp-
TpO(HUUECKOI OCTEOaPTPOTIATUH.

H3BecTHHI npyrue HakTophl, 0OYCIOBIMBAIOIINE PA3BU-
THE MIEPUOCTO3a TPYOUAThIX KOCTEN KOHEUYHOCTE!, Cpeau KOTO-
PBIX IPUMEHEHNE BOPUKOHA30Ja (IIPOTUBOIPUOKOBOE CPENCT-
BO), BEHO3HBII CTa3 Ha HUKHUX KOHEYHOCTSIX WJIM BEHO3HAs
HEeIOCTaTOYHOCTh, TUIIEPBUTAMUHO3 A, 1I1HTa [2, 14, 15].

Bopukonazon UCTIONB3YIOT y MAIIMEHTOB ¢ UMMYyHOIe(DU-
LIMTOM TIpYU acrieprujuiede win Kannuno3de. Ha dboHe nedeHus
TOSIBJISIIOTCS pe(PpakTepHble K NEUCTBUIO MPOTHMBOBOCIIATIM-
TEJIBHBIX MPENapaToB 60U B cycTaBaX, KOCTSX, PEHTTEHOJIOT M-
YeCKU BBISIBJISTIOT aCUMMETPUYHOE MOpakeHUe KOCTEH — TIJI0T-
HBII, OYaTOBBIN TTEPUOCTUT Ha KITIOUMIIAX, pedpax, JomaTkax,
B 00JIacTM BEPTIYXXHOM BHAaIWHBI, CycTaBOB pyK. [Ipu cumH-
TATpadUM CKejieTa OIPENnesIioT TOBBIIIEHHOe HAKOTUIEHUE
paguou3oToNna B ydacTKaxX INMepHOCTalIbHBIX M3MEHEHUI, Ha-
TTIOMUHAIOIIee MHOXECTBEHHOE METacTaTMUeCKOe IMOopakeHue
koctu. [locne mpekpallleHusT MpueMa Iperapara CUMIITOMBI
nepuocTtura ucuesator [30].

JumenvHolil 6eHO3HbII cma3 TIPA BapUKO3HOI 00JIe3HU
BEH HWXKHUX KOHEYHOCTEH Yy MAIIMEHTOB CPEIHETO U TTOXUIIO-
rO BO3pacTa BBI3BIBAET IMEPHUOCTANBHYIO PEakiMio B 00JacTh
00JIbIIECOEPIIOBOM U MaJIO0EPIIOBOI KOCTHU M3-3a MOBBIILIEHHO-
rO JaBJIeHUs Ha HaagKOCTHUILY. [1pu BeHO3HOI HETOCTaTOYHO-
CTH TIEpUOCTaJIbHAsT Peakiis CUMMETPUYHAsl, PEHTIEHOJIOTH-
YeCKU OMPEIEISIIOT TEHb C HEPOBHBIMU KPAasIMM — «MOXHATYIO»
U TOJICTYI0. XapaKTepHBIMU TPU3HAKAMU SIBIISTIOTCS TTOIKOX-
HbIl OTeK, (1edOJUThI U TUCTpodUUecKast KalbLU(pUKALIMS
Msrkux TkaHei. [lpu cumHTUurpaduu kocteit HabIOAAIOT MO-
IJIOLLIEHME PAJMOM30TONa B MIATKMX TKaHSIX KOHeuHocTel [31].

Tunepsumamuno3 A BO3HUKaAET MPU U30BITOYHOM TTOTpE-
OJICHUU PETUHOUIOB NEThbMU WJIM TOAPOCTKAMU C aKHE, ICO-
prazoM. [1pu peHTreHOIOrMIeCKOM UCCIeNOBaHUU TTEPUOCTO3
BBITJISIIUT IUTOTHBIM, C BOJIHUCTOM MTOBEPXHOCTHIO, HAUMHACTCS
B obJytacTul mnahmsa U yMeHbIIaeTcsT K KOHIIaM KOCTH, BO3MOX-
HO YTOJIIIIEHHE KOPKOBOTO CJI0s1 KOCTU. I3MeHeHUs JToKaIu3y-
IOTCST B O0JIAaCTH JIOKTEBOU KOCTH, TUTIOCHEBBIX KOCTEl, Topa-
XKaeTcsl KJIo4uiia, 0oJbliedeplioBas U MajloOeploBasi KOCTH.
K 4acTeIM peHTTeHOJOTMYECKUM TpM3HAaKaM OTHOCST TIpe-
XKIEeBPEMEHHOE 3aKphITHE U U3MeHEeHUE (hOPMBI (KOHUYECKUE)
3MMGbU30B, KATBIUMUKAIINIO CYXOXWIUNA W CBA30K, THUIIEPO-
CTO3 IIeTHOTO OTAea MO3BOHOYHMKA [29, 32].
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Ilpoeno3 u aeuenue

[IT'O, xak npaBuJIO, HE BIUSIET HAa MPOAOJIKUTEIBHOCTD
KU3HM, TTIOCKOJIBKY MPOTPECCUPOBAHNE CUMIITOMOB TIpeKpa-
maercsd yepe3 10 jeT oT Havyasna 3aboseBaHusi. Bmecte ¢ Tem
HaOJIoIeHNe 3a TAlIMEHTaMU HeOOXOIMMO TTPOAOJIKATh IJIH -
TEeJIbHO B CBSI3U C BeposATHOCThIO nebiota He TII'O, a BI'O,
nporpeccupymolieit Ha (oHe 3710KaueCTBEHHOTO HOBOOOPa30-
BaHus [2].

IMockonbKy criennpuyecKoro JieueHUs1 He CYIIEeCTBY-
eT, MPUMEHSIIOT CUMIITOMAaTHYECKIE CPEACTBA, YACTO aHaJb-
reTuKku. Pe3yabTaThl MCMOJb30BaHUSI HECTEPOUIHBIX MTPOTH-
BOBOCITAJIUTEJbHBIX IIperapaToB MPOTUBOPEUYMBHI, BMECTE
C TeM M3BECTHO, YTO OHU YMEHBINAIOT MPU3HAKU BOCIaIe-
Hus [33]. [TonoXuTeabHBIX pe3yJbTaTOB B JIEYEHUU apTpa-
TMii 1 CHMHOBUAJIBHBIX BBIITIOTOB JOCTUTAIOT TIPU MCITOJIb30Ba-
HUM 3TOpuKoKcuoOa [15]. s KOHTPOJISI CUMIITOMOB U3peaKa
HCITOJIB3YIOT O0ucdocdoHaThl, cHIKawIme yposeHb CODP
M OKa3blBalolllMe aHTUPE30pOTHMBHBIN 3(PdeKT, yMeHblIa0-
IIKMe pacpoOCTPAaHEHHOCTh MEePUOCTo3a. [JTIOKOKOPTUKOUIBI
W KOJIXWIIMH TIPUMEHSIIOT C 1IeJIbI0 YMEHbBIIIeHUsT 00JIeiBO3-
HUKAIOIIUX MPU cyOIiepuocTaibHOM (POPMUPOBAHUU «MY(PT»,
3a CYET YMEHBIIIEHUSI OTeKa OKpYXKaIllUX KOCTU TKaHeit [33].
IIpu pedpakTepHOM apTpuTe OTMEYAlOT YMEHblIeHUe 00
Mpy TIPUMEHEHUM MOHOKJIOHAJBHBIX aHTUTEN K (akTopy
Hekpo3a omyxo (PHO)a (MHbIMKCMMab) WHTMOUTOPOB
CODP (redernnusd, mHruburop tHposuHkuHazsl EDFR),
Tamokcudena [34, 35].

B neyeHnu maxuaepMuu UCIOIb3YIOT PETUHOMIBI, CHU-
JKaIre CIOCOOHOCTh (UOPO6IACTOB CHMHTE3MPOBATh KOJ-
nareH [25]. TlaxumepMmuio, BBI3BIBAIOILLYI0 KOCMETUYECKUE
HEIOCTaTKM Ha TOJIOBE U JIMIIE, MCIIPABJISIOT KOCMETOJIOTH
XUPYPrUYECKUMU METOIAMU U BBEICHHMEM OOTYJIMHUYECKOTO
TOKCHHa Tuma A.

3aknwoyenue

I[ITO oTHOCHUTCS K HAaCJIEICTBEHHBLIM 3a00JIeBaHUSIM,
MaHHudecTalusT KOTOPHIX HEPEIKO OTMEUYaeTCs B IETCKOM
WIM TIOIPOCTKOBOM Bo3pacTe. ['eHeTHueckas TeTepoTeH-
HocTb [IT'O oOycnoBiauBaeT pazHOOOpa3Hble KIMHUYECKUE
MPOSIBJICHUS, BKJIIOYAIOIIME M3MEHEHUs CKeJleTa, YTOJIIIe-
HUE KOXM JIMIIA U TOJIOBHI, apTPaJITUM U BHITIOT B CyCTaBax
KOHEYHOCTel. YTOJIIEeHEe TUCTAIbHbBIX (DasaHT MajblieB sIB-
JISIETCSl YaCTBIM CUMIITOMOM TUMEPTPODUUIECKOI OCcTeoapT-
pomaTUM, YKa3bIBaIOIIUM Ha HEOOXOAUMOCTh KIMHUYECKUX
HUCCeI0BaHUM, pPe3yabTaThl KOTOPBIX MO3BOJISIT TMAarHOCTH -
pOBaTh NMTEPBUYHBIN UM BTOPUIHBINA XapaKTep 3a00JIeBaHMS,
nugdepeHIMPOBAaThL ¢ PeBMAaTUYECKMMU U HepeBMaTUYe-
CKUMM OOJIE3HSAMU.

Ilpo3paunocmo uccaedosanus

Hccaedosanue ne umeno cnoncopckoii noddepicku. Aemop
Hecem NOAHYI0 OMBEMCMEEeHHOCMb 3a npedocmagaeHue OKOH4A-
MenbHOUL epcull PYKONUCU 6 nevams.

Jlexaapauus o gpunancosvix u opyeux 63aumMoomHoOuEeHUsAX

Aemop paspaboman KOHUenyUr cmamol U HANUCan pyKo-
nucs. Aemop He noayuan 2oHopap 3a CMamoio.

HayyHo-npakTtuyeckas pesmaronorns. 2020;58(5):544-549



0630pbl M NneKuum

NUWTEPATYPA / REFERENCE

1. Castori M., Sinibaldi L., Mingarelli R., et al.
Pachydermoperiostosis: an update. Clin Genet. 2005;68(6):477—
486. DOI: 10.1111/j.1399-0004.2005.00533.x

2. Zhang Z., Zhang C., Zhang Zh. Primary hypertrophic osteoar-
thropathy: an update. Front Med. 2013;7(1):60—64. DOI:
10.1007/s11684-013-0246-6

3.  Yap FY., Skalski M.R., Patel D.B., et al. Hypertrophic
Osteoarthropathy: RadioGraphics. 2017;37(1):157—195. DOI:
10.1148/rg.2017160052

4.  Jajic 1., Jajic Z. Prevalence of primary hypertrophic osteoarthrop-
athy in selected population. Clin Exp Rheumatol. 1992;10(2):73.

5. Giancane G., Diggle C.P., Legger E.G., et al. Primary hypertrophic
osteoarthropathy: an update on patient features and treatment. J
Rheumatol. 2015;42(11):2211-2214. DOI: 10.3899/jrheum.150364

6. Uppal S., Diggle C.P., Carr .M., et al. Mutations in 15-hydroxy-
prostaglandin dehydrogenase cause primary hypertrophic osteoar-
thropathy. Nat Genet. 2008;40(6):789—793. DOI: 10.1038/ng.153

7. Sasaki T., Niizeki H., Shimizu A., et al. Identification of muta-
tions in the prostaglandin transporter gene SLCO2A1 and its phe-
notype—genotype correlation in Japanese patients with pachyder-
moperiostosis. J Dermatol Sci. 2012;68(1):36—44. DOI: 10.1016/j.
jdermsci.2012.07.008

8. Zhang Z., He J.W., Fu W.Z., et al. Mutations in the SLCO2A1
gene and primary hypertrophic osteoarthropathy: a clinical and
biochemical characterization. J Clin Endocrinol Metab.
2013;98(5):E923-933. DOI: 10.1210/jc.2012-3568

9. Treasure T. Hypertrophic pulmonary osteoarthropathy and the
vagus nerve: an historical note. J R Soc Med. 2006;99(8):388—
390. DOI: 10.1258/jrsm.99.8.388

10. Yao Q., Altman R.D., Brahn E. Periostitis and hypertrophic
pulmonary osteoarthropathy: report of 2 cases and review of the
literature. Semin Arthritis Rheum. 2009;38(6):458—466. DOI:
10.1016/j.semarthrit.2008.07.001

11.  Seifert W., Kuhnisch J., Tuysuz B., et al. Mutations in the prosta-
glandin transporter encoding gene SLCO2AI1 cause primary
hypertrophic osteoarthropathy and isolated digital clubbing. Hum
Mutat. 2012;33(4):660—664. DOI: 10.1002/humu.22042

12. Diggle C.P., Parry D.A., Logan C.V., et al. Prostaglandin
transporter mutations cause pachydermoperiostosis with
myelofibrosis. Hum Mutat. 2012;33(8):1175—1181. DOI:
10.1002/humu.22111

13. Matucci-Cerinic M., Lotti T., Jajic 1., et al. The clinical spectrum
of pachydermoperiostosis (primary hypertrophic
osteoarthropathy). Medicine. 1991;70(3):208—214.

14. Martinez-Lavin M., Pineda C., Valdez T., et al. Primary
hypertrophic osteoarthropathy. Semin Arthritis Rheum.
1988;17(3):156—162. DOI: 10.1016/0049-0172(88)90017-0

15. LiS.-S., He G.-W., Fu W.-Z., et al. Clinical, Biochemical, and Genetic
Features of 41 Han Chinese Families With Primary Hypertrophic
Osteoarthropathy, and Their Therapeutic Response to Etoricoxib:
Results From a Six-Month Prospective Clinical Intervention. J Bone
Miner Res. 2017;32(8):1659-1666. DOI:10.1002/jbmr.3157

16. Kaorsten P., Bohnenberger H., Vasko R. Hypertrophic
osteoarhropathy presenting as inflammatory arthritis. Arthritis
Rheumatol. 2015;67(11):3036. DOI: 10.1002/art. 39272

17. Padula S.J., Broketa G., Sampieri A., et al. Increased collagen
synthesis in skin fibroblasts from patients with primary hypertrophic
osteoarthropathy. Evidence for trans activational regulation of
collagen transcription. Arthritis Rheum. 1994;37(9):1386-1394.
DOI: 10.1002/art.1780370918

18. Rana R.S., Wu J.S., Eisenberg R.L. Periosteal reaction. AJR Am J
Roentgenol. 2009;193(4):W259—W272. DOI: 10.2214/
AJR.09.3300

Tpucsetosa E.J1. orcid.org/0000-0003-4168-7219

HayyHo-npakTtnyeckas pesmaronorus. 2020;58(5):544-549

19.

20.

21.

22.

23.

24.

25.

26.

27.

28.

29.

30.

31.

32.

33.

34.

35.

Jajic Z., Jajic 1., Nemcic T. Primary hypertrophic
osteoarthropathy: clinical, radiologic, and scintigraphic
characteristics. Arch Med Res. 2001;32(2):136—142. DOI:
10.1016/s0188-4409(01)00251-x

Capelastegui A., Astigarraga E., Garcia-Iturraspe C. MR findings
in pulmonary hypertrophic osteoarthropathy. Clin Radiol.
2000;55(1):72—75. DOI: 10.1053/crad.1999.0101

Santhosh S., Bhattacharya A., Bhadada S., et al. Three-phase
skeletal scintigraphy in pachydermoperiostosis. Clin Nucl Med.
2011;36(12):199-e201. DOI: 10.1097/RLU.0b013e3182291ee0
Aparici C.M., Bains S. Hypertrophic osteoarthropathy seen with
NaF18 PET/CT bone imaging. Clin Nucl Med. 2011;36(10):928-
929. DOI: 10.1097/RLU.0b013e31821a2728

Bozzao F., Bernardi S., Dore F., et al. Hypertrophic osteoarthropathy
mimicking a reactive arthritis: a case report and review of the
literature. BMC Musculoscelet Disord. 2018;19:145. DOI: 10.1186/
$12891-018-2068-9

Diamond S., Momeni M. Primary hypertrophic osteoarthropathy in a
patient with rheumatoid arthritis. J Clin Rheumatol.
2007;13(4):242-243. DOI: 10.1097/RHU.0b013e31812e00b3
Armstrong D.J., McCausland E.M., Wright G.D. Hypertrophic
pulmonary osteoarthropathy (HPOA) (Pierre Marie-Bamberger
syndrome): two cases presenting as acute inflammatory arthritis.
Description and review of the literature. Rheumatol Int.
2007;27(4):399-402. DOI: 10.1007/s00296-006-0224-2

Aluoch A.O., Farbman M., Gladue H. An unusual mimicker of
systemic lupus erythematosus: a case report. Open Rheumatol J.
2015;9:27-29. DOI: 10.2174/18743129014090100027

Shinjo S.K., Borba E., Goncalves C.R., et al. Ankylosing spondylitis
in a patient with primary hypertrophic osteoarthropathy. J Clin
Rheumatol. 2007;13(3):175. DOI: 10.1097/
RHU.0b013e3180690b97

Ihde L.L., Forrester D.M., Gottsegen C.J., et al. Sclerosing bone
dysplasias: review and differentiation from other causes of
osteosclerosis. Radiographics. 2011;31(7):1865-1882. DOI:
10.1148/rg.317115093

Pineda C., Martinez-Lavin M. Hypertrophic osteoarthropathy:
what a rheumatologist should know about this uncommon
condition. Rheum Dis Clin. North Am. 2013;39(2):383—400.
DOI: 10.1016/j.rdc.2013.02.008

Bucknor M.D., Gross A.J., Link T.M. Voriconazole-induced
periostitis in two post-transplant patients. J Radiol Case Rep.
2013;7(8):10-17. DOI: 10.3941/jrcr.v7i8.1458

Lucas-Fehm L.M., Makler P.T. Jr, Shapiro B. Technetium-99m MDP
uptake in chronic venous insufficiency. Clin Nucl Med.
1986;11(11):803.

Wendling D., Hafsaoui C., Laurain J.M., et al. Dysphagia and
hypervitaminosis A: cervical hyperostosis. Joint Bone Spine.
2009;76(4):409-411. DOI: 10.1016/j.jbspin.2008.11.004

Shakya P., Pokhrel K., Mlunde L.B., et al. Effectiveness of non-
steroidal anti-inflammatory drugs among patients with primary
hypertrophic osteoarthropathy: A systematic review. J Dermatol Sci.
2018;90(1):21-26. DOI: 10.1016/j.jdermsci.2017.12.012

DaCosta F.V., de Magalhdes Souza Fialho S.C., Zimmermann
A.F., et al. Infliximab treatment in pachydermoperiostosis:

a rare disease without an effective therapeutic option. J Clin
Rheumatol. 2010;16(4):183—184. DOI: 10.1097/
rhu.0b013e3181df91c6

Kikuchi R., Itoh M., Tamamushi M., et al. Hypertrophic
Osteoarthropathy Secondary to Lung Cancer: Beneficial Effect of
Anti-vascular Endothelial Growth Factor Antibody. J Clin
Rheumatol. 2017;23(1):47—50. DOI: 10.1097/
RHU.0000000000000441

549



