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B cTaTbe paccMOTpeHbl COBPEMEHHbIE NPeACTaBNEeHNSI O PA3BUTUM U KITMHUMKO-MOPONOrnYeckmx npossneHnsax cnHapomMa SAPHO kak
CaMOCTOATENbHON HO300rMYeckoli opMbl B Fpynne CepoHeraTUBHbIX CNOHAMI0ApTPONaTuii nan ocoboro BapmaHTa NCopMaTUYecKoro
apTpuTa. B acnekTte anddepeHunanbHoON AMarHOCTUKM NpUBEAEHbI CBeAeHMs 06 apTpuTax, npoTekawmnx Ha GoHe nycTynesa, a Takxe o
pasnunyHbIX 3aboneBaHNsix KocTel ¢ npeobnafaHMEM OCTEOCKepo3a U rmnepocrosa.
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CuHapom SAPHO — 370 KOMOMHaLMsI rmnepocTo3a rpyANHO-KIIOYNYHOIO COYIEHEHUS C MyCTY1€30M 18A0HEN u/vam
ro4oLWB, MyCTyA€3HbIM / ByJIbrapHbIM [1COPUA30M MU IJTy60KUMU yrpsiMu, Ha (POHE KOTOPOH TakXe OTMEYarT ropaxeHue
M03BOHOYHUKA, OCTEUT U apTPUT, B T.4. cakpomaenT (CUHOHMMbI: SAPHO-CcMHAPOM, NyCTyNe3Hblii apTPOOCTEUT,
spondyloarthritis hyperostotica pustulopsoriatica, a Takxxe cMHAPOM NPUOBGPETEHHOrO rMNEepoCcTo3a, rPYANHO-KITIOUNYHbIN
rmnepocTos).

MoHsTUE «NYCTyNIe3HbIli apTPOOCTEUT» BO3HMKIIO Nocne nosiefeHns B 80-x rogax XX Beka psga He CB3aHHbIX Mexay
coboit nybnukaumii, aBTopbl KOTOPbIX NPeACTaBAsM pa3Hble 061acT MeAnLMHbBI, HO OMUCHIBANIU CXOXMUE CUMMTOMbI Y CBOUX
nauueHToB. Pa3BuTne TakmMx peBMaTUYECKNX MPOSIBNEHWUIA, KaK apTpUT U TMNepoCTo3 rPyAMHO-KIIIOUMYHOMO COYNIEHEHMS,
CMOHANNUT, CaKpoUNeuT U nepudepuyeckunii apTpuT, oTMedanocb Ha doHe rnybokux yrpeit — LWwapoBuAaHbIx (acne
conglobata) n dynmMmnHaHTHbIX (acne fulminans), a Takxe npwu rHoriHoM rugpageHute (hydradenitis suppurativa).
A66pesnatypy SAPHO (synovitis, acne, pustulosis, hyperostosis, osteitis) npegnoxunn M. Kahn n A. Chamot B8 1992 roay
[17]. Heckonbko paHee (1987) oHn Habnoganu coyeTaHme acenTUYECKOro apTpuTa, 4acto — CyCTaBOB nepefHen CTEHKM
rpyaHoOM KneTkun, ¢ pasHoobpasHbiMn gepmaTto3amu. B 1999 rogy 6b110 onmncaHo passutne SAPHO-cuHgpoma y
MOHO3UrOTHbIX 61M3HeL 0B [6].

AnuaeMuonorua n knaccudukaumsa. SNNAeMMoNorMyecKkmx NccnefoBaHnin No U3y4eHMIo pacnpoCcTPaHEHHOCTHN
cnHapoma SAPHO He npoBoaunoch, B MTepaType onucaHo nopsaka 250 cnyyaes [11]. CneayeT OTMETUTB, UTO
pacnpoCcTpaHeHHOCTb NYCTysie3a B eBponenckmnx ctpaHax gocturaet 0,5 %, a Te nan nHble KOCTHO-CYCTaBHble U3MEHEHUS
Ha ero ¢oHe BO3HUKAIT B 15 % cny4daeB (Heckonbko pexe B AnoHun — 10 %). Jo 90 % akHe-acCoUMMPOBaAHHbIX
peBMaTUYECKUX CUHAPOMOB Pa3BUBAETCS Yy MYXUYMH, U MPOTEKAIT OHN 3HAYUTENIbHO TAXenee, YeM y xeHwuH [18]. Mo
OPYrUM [aHHbIM, cuHApoM SAPHO yalle BO3HUMKAET y XeHLWMH. MNuk 3aboneBaeMoctn npuxoamtcs Ha 15-20 neT, Bo3pacT K
Hauvany 6onesHn 06bI4HO He npesbiwaeT 40 net [6, 11].

Ha snuaemunonornuyeckme nokasartenun, O4EBUAHO, BAMSET U perncrtpauns cuHapoma SAPHO nnbo kak oTaenbHown
HO30/10rnMyeckon hopMbl U3 rpynmnbl CepoHeraTMBHbIX cnoHamnoapTputos [1, 7, 18], nnbo kak ocoboro BapuaHTa
ncopuatmyeckoro aptputa (MNcA) — Hapsiay C CMHAPOMOM NepeAHein rpyAHON KIEeTKM, OHUXONaxXnaepMonepmnocTmuTom,
M30/IMPOBaHHbIM SHTE3UTOM, CMOHAUIOANCLUTOM U XPOHUYECKUM MY bTUGOKANbHbIM peuuanBUpYOLWLMM OCTEOMUENUTOM [2,
19]. MNocnenHee 3aboneBaHve (peaKkoe) paccMaTpMBaKOT TakXKe B KayecTBe IoBeHUIbHON Gopmbl SAPHO-cuHapoma [6].

BHMMaHWe nccnepgoBaTenen K NycTyne3HOMy apTpOOCTENTY NOAYEPKMBAET, Hanpumep, ToT ¢akT, 4to B AnoHun B 2005 .
6bina npeanoxeHa yHudbUUmMpoBaHHas Knaccupukaums ocTeoMnenmTa HUXHeEN YentcTn, CorlacHoO KOTOpoW ero pasaenstoT
Ha 6akTepuanbHbin U SAPHO-accoummpoBaHHbIn [13].

STnonorma n natoreHes cnHapoma SAPHO ocTatoTca npeaMeToM ulydeHuns. O4eBMAHO, BeAyLUYO posb UrpaeTt
reHeTuyeckuii daktop: B EBpone go 30-40 % Takux nauneHToB sBnstoTcs HocuTenamu HLA-B27 [18] (no atomy
rnokasaTesnto CUHAPOM CPaBHMM C MPOYMMU CEPOHEraTUBHbLIMM CMOHANM0APTPUTAMU, UCKtoYas 6one3Hb bexTepesa [1, 24]),
O[lHaKO B SINOHMW Takas CBA3b He NoAaTBepXaaeTcs. [lokasaHa Takxe accoumnaumsa cmHapoma SAPHO c rannotunom B35+ un
Cw4+ [18] (oTnanume nycTynesHoro aptpooctenta oT MNCcA, npyn KOTOPOM 3Ty CBA3b He HabnwaatT [2]).

Kpome Toro, Henb3s UCKIUYUTb STUOSIOMMYECKYI, TPUITEPHYO U/UNN NOAAEPXMBAIOLLYO Posb MHMEKUNIA, B YaCTHOCTH
Staphylococcus epidermidis, cTpenTOKOKKOB U BUpycoB. C HUMW CBSI3bIBAKOT ayTOMMMYHHbIN NOCT- AN NapanHGEKLUNOHHbIN
natoreHes cuHapoma SAPHO: BnMsiHMe NepcucTeHUNN BO3byaMTeNnen NpeacTaBsieTcs TaknuM xXe, Kak Npu peakTUBHbIX
apTtputax (PeA) [8]. XpoHUYECKUI peKYypPPEHTHbIN MyNbTUDOKANbHbBIN OCTEOMUENUT («OBEHUNbHbIM SAPHO») Take HOCUT
peakTUBHbIA NN NOCTUHMEKLMOHHbIN XapaKTep.

Kak 1 npu npoymx cepoHeraTMBHbIX CMOHAMI0APTPUTax, 3HAUMMbIM A1 naToreHe3a cmHapoma SAPHO aBnsieTca gakTop
nepeoxnaxaeHusi. Kpome Toro, onMcaHo pasBuTUE Yy Takux nauneHToB 601e3Hmn KpoHa unu Hecneumdunyeckoro s3BeHHOro
kKonuTa [18], 1 B 3TUX Cny4yasix peyb MOXET UATM O COYEeTaHHOW (nepekpecTHon) opme cnoHannoapTpuTtos [1].

OcobeHHOCTM no3aHero AebioTa (B Bo3pacTe craplue 50 neT) nycTyne3Horo apTpoocTenTa Hem3BeCTHbI. Kak
napaHeonnacTmyecknin cuHapom SAPHO He onucaH.

MaTtomopdonorus. Nyctyna — 3anosiHEHHbIW THOEM MHTpasnNuAepMabHbii Ny3bipek. Mpu NagoHHO-MOAOWBEHHOM
nycTyfie3e Ha BOCMasieHHOM OHE BO3HMKAIOT CTEPUIIbHbIE THOMHUYKM, MOKPbIThbIE YellyKaMn; HepeaKo OHM
nHduumpytoTcs. B yactu cnyyaes pustulosis palmoplantaris siBnseTcs nposiBNeHMEM aTUNUYHOro Ncopnasa —
nycTynesHoro.

Acne vulgaris (06bluHble Yyrpn) — MopaXKeHUe casibHbIX Xenes, NPosIBASALLEECS UX rMnepriasnei, HapyLeHeMm
cekpeummn 1 BocnaneHneM. Hanbonee 6naronpusTHbl acne comedonica, NpoTekawLwme ¢ rmnepnaasnein, oporoBeHmem



donnmkynos n obpasoBaHMeM KOMeAOHOB; cuHApoM SAPHO Ha TakoM doHe He pa3BMBaeTCs. Tsxkenee NpoTekalroT acne
conglobata — BocnaneHHble KOHrIOMepaThbl CallbHbIX Xese3, CKIOHHble K abcueanposaHuio (acne papulopustulosa),
o6pa3zoBaHuio GUCTYN U rMybokmx pybLoB, 0CO6eHHO NMpU MONHMEHOCHOM TeyeHun (acne fulminans).

K OCHOBHbIM MATOrMCTO/IONMYECKMM U3MEHEHUSAM MpPU NYCTY/I€3HOM apTPOOCTENTE OTHOCAT HEObbIYHOE yTOosLEeHne
KOCTHbIX 6a50K, OCTEOCK/IEPO3 M YTOJLLEHNE HAAKOCTHULbI, HAaNnoMWHatwme 6onesHb MeaxeTa, a TakxKe KPYrioKIETOUHYIO
MHOUNBTPALMIO N U3MEHEHUS KaliMbl OCTeOMAA, NOX0XMe Ha TakoBble nNpu McA. HensBecTHO, 0653aTeNbHO NN CUHOBUT /
3HTE3UT NpeLlecTBYOT KOCTHbIM U3MEHEHUAM Npu cuHapome SAPHO, nnu xe, Kak n npu MNcA, aHKUI03npoBaHMe CyCTaBoB
1 NepnapTuKyfsipHas occudukaumns MoryT pas3BuTbCcs Ha OHe NePBMYHOIO NOPaXKEHUS KOCTU.

KnuHuueckas kaptuHa. KoXHble U KOCTHO-CyCTaBHble NposiBfieHus cuHapoma SAPHO noytu HUMKorAa He BO3HMKaT
ofHoBpeMeHHo. B 70 % cny4yaeB nepBbiM NpU3HaKkoM 60/1€3HUN ABASIETCS NYCTyNe3, nspeaka BO3MOXHO ero
«npucoeanHeHne» K apTputy (apTpoocteunTy). CBexue xentble NycTynbl npun pustulosis palmoplantaris (nagoHHOM n/mnnn
NoAOLIBEHHOM MYCTYyfie3€e) MOryT BbISIBNSITbCA Ha (DOHE CTapblX — CyXWX, KOpUYHeBaTbIX. [locne ouneHns NycTyn ocTatroTcs
KpaTepbl MW Yewyinku. BynbrapHbii ncopuas pexe 6biBaeT pOHOM Ana pa3sutua cuHapoma SAPHO, yeM psoriasis
pustulosa, ogHako B aMHaMuke 605e3HM oNucaHa «CMeHa» K1acCMYeCcKoW NcopuaTUUecKol CbiMv NyCTy/1Ie3HON.

Acne fulminans npenMyLleCcTBEHHO pa3BMBAETCS Y IOHOLWEN Ha DOHEe yXe MMEILMNXCS WapoBUAHBIX acne. OTO peaKas
Taxenas ¢opMa 605e3HM C OCTPbIM HavanoM, IMXOPaAKOM U BO3MOXHbBIM PaHHWM pa3BuTueM cuHapoma SAPHO.

O6bI4HO OT KOXHbIX 10 KOCTHO-CYCTaBHbIX CUMATOMOB NpoxoauT 1,5-2 roaa, XoTa onucaHbl MHTepBanbl oT 12 ao 20 ner.
B 60nblIMHCTBE crly4YaeB BO3HMKaeT 60ne3HeHHast 0TEYHOCTb U yTO/LLEHNE MEYEBUAHOIO OTPOCTKA FPYAMHbI UNU TPYANHO-
KJTIOYUYHOrO, rpyAnHO-pebepHOro CycTaBoB, CycTaBa PYKOSITKM rpyanHbl. O60cTpeHns 06bI4HO NPOBOLMPYHOTCSt XO1040M U
BbICOKOV BNaXHOCTbto. Tonorpaduyeckas «MaeHTUYHOCTb» KOCTHO-CYCTaBHbIX M KOXHbIX U3MEHEHWNI, onucaHHas npu lMcA,
nycTyne3HoMy apTpPOOCTEUTY He CBOMCTBEHHA. KpoMe Toro, MOHO- M 0O/IMFroapTpuTbl OBbIYHO MOpaXatoT He XapaKTepHble A5
APYTUX CMOHANI0APTPUTOB CyCTaBbl HUXXHUX KOHEYHOCTEN, a Slyde3ansiCTHbIN, NPOKCUMasbHbIl MexdanaHrosblli, TIOKTEBOW,
aKpOMManbHO-KNKUYMUYHbBIN nnu natocHedanaHroebii. OHM BCTpeyarTcs Nuwb B 1/3 cnyyaes 1 He 6biBatoT
[EeCTPYKTUBHbIMU.

C TaKoW e 4acToTOol BbISIBNSIIOT CNOHAUANT / CNOHAWNOANCLUT C BOB/I€YEHNEM LLUEMHOIO M MOSICHUYHOIO OTAEN0B
No3BOHOYHMKA, B 10 % cnydyaeB — cakpouneuT. [Jopcanrnum HOCAT BOCNaAUTENbHbIM XapakTep, Kak U Npu Npounx
cnoHaunoapTpuTtax [5]: HauYMHAOTCA NOCTENEHHO, MAaKCMMasbHO BblPaXXeHbl B paHHWE YTPEHHME Yacbl U YMEHbLIATCS
nocne GuanYecKmx yrnpaxHeHuin. Bonm HepacnpocTpaHeHHbIe, N HA PaHHUX CTaAMAX BO3MOXHA UMUTaUUS UX
MeXaHU4YeCcKoro xapakTtepa, 04HaKo npu obcnefoBaHUM OTMEYaloT OrpaHUYeHme NOABMXKHOCTU Cpa3y B 2 MIOCKOCTSAX.
CakpouneTt MoxeT 6bITb NaTEHTHLIM UK NPOABNATLCA 6onsaMuM B ArognyHon obnactu.

B nutepaType [11] onucbiBatoT kak cuHApoM SAPHO pa3BuTME CMMMNTOMaTUYECKOro ABYCTOPOHHErO CakpouieunTa u
TAXENOro apTpuTa KOJIEHHbIX CYCTaBOB y MauueHTa, A/IMTeNbHO CTpajasllero acne conglobata B mosicHu4Hol obnactu.
PeHTreHonornyecku onpenensnmcb CybxoHapanbHbili OCTEOCK/IEPO3, CYXXEHWE CYCTaBHbIX LLeNei u 3po3nBHas AeCTPyKLMS
CYCTaBHbIX MOBEPXHOCTEN KOCTEN, OCTEOCKNIEPO3 BEPXHUX, NEPEAHUX N HUXKHUX YINOB TeN NOSICHUYHbIX MNO3BOHKOB.

OTaenbHble aBTOPbl yKa3biBalOT Ha C/lydaun pa3BuUTUs Yy 60/bHbIX MYCTY/I€3HbIM apTPOOCTEUTOM XPOHUYECKOro TOH3UNUTA,
cuanoageHnTa, a Takxe Hecrneundunyeckoro 3BeHHOro konmta u 6onesHn Kpona. Mpu tsxenom tedyeHnn SAPHO-
CUHAPOMA, YTO HEpeAKOo OTMevaeTcs Ha ¢goHe acne fulminans, BO3MOXHO NOsIBNIEHME KONIMKBALMOHHbBIX HEKPO30B TKaHewn,
abcueccos, 538, ocTeoMMenuTa U rmapageHuTa.

AvarHocruka. YuntbiBatoTCS Npexae BCero KIMHMKO-aHaMHecTuyeckme gaHHble. Cpean nabopaTtopHbIX U3MEHEHUI
oTMevatoT yBenndeHune CO3, ypoBHs CPB v ax-rnobynnmHoB, BO3MOXHbI TEMKOLMTO3, aHEMUS N NMOBbIWEHNE aKTUBHOCTM
Leno4yHon gocdatasbl. PO B KpOBU OTCYTCTBYET, BO3MOXHO BbisiBNeHUe aHTureHa HLA-B27. Kak n npu lNcA, nabopaTopHbie
rnokasaTesin BocrnajeHus HepeaKo TeCHee CBSA3aHbl CO CTeMNeHblo aKTMBHOCTU AepMaTo3a, YeM C BbIpaXXEHHOCTbIO CYCTaBHOro
cuHapoMma.

PaHHUM peHTreHOoNIorMYecknM NpU3HaKoM MOpaxXeHUst rPpyAMHO-KIIOUYNYHOIO COYSIeHeHUs aBnsieTcs pubpoocTenT —
BOCManuTenbHas 3HTe30MnaTusl, MpU KOTOPOW OTMeYaeTcsl BepeTeHo- Uaun konboobpasHoe nporpeccupytoLllee yTosleHme 1
0CTEOCK/IEpPO3 NMPOKCUMaNbHOI0O KoHUa Ktouuubl. B ganbHelweM BO3HMKAET yTOMWEHWE PYKOSITKU FPYyAUHbI U
aHKNNO03MPOBaHUE COYIeHEeHMI rpyanHbl € I pebpoM 1 knunuen. JaHHble KOMNboTepHOM ToMorpadumn (KT) Hepeako
NOATBEPXAAT AECTPYKTUBHbIA XapaKkTep apTputa 060MX rpyANHO-KAKOYNYHBIX COYNIeHEHMN. DTO nccnenoBaHme 0cobeHHO
LIEHHO BO3MOXHOCTbIO aAnddepeHunpoBaHms apTpuTa C KOCTHOW ONyxosiblo (HanpuMep, UCKYeHMe 0CTeona-0CTEOMbI).
MoHoONMroapTpuTbl Nepudepmnyecknx cyctaBos (B oTmume oT McA) He ABASTCS AeCTPYKTUBHbBIMU.

YTO KacaeTcs peHTreHONorMyecknx nccnefoBaHnini MO3BOHOYHMKA, TO Y TpeTn 60NbHbIX yYAaeTcs BbiBUTbL cnabo
BblpaX€HHble CMHAECMOMDUTBI, MPU3HAKM CMOHANMNOANCLNTA, CKIEepO3npoBaHne Ten No3BoHKOoB, a B 10 % — nposiBneHuns
cakpounenta. KT no3BOHOYHMKA LienecoobpasHo MpOBOAUTL MpPU BbIABIEHUN TUMUYHBIX ANS cnHapomMa SAPHO
PEHTrEHONIOMMYECKNX N3MEHEHWIA.

Pexxe BCTpeyaloTcsa crneayowime peHTreHoIorMyeckme «Haxo4Ku» : CKepo3vpoBaHue NoAB3A0WHbIX U CeanuLLHbIX
KOCTEl, AEeCTPYKTUBHbIV (3PO3MBHbINA NN OCTEOIMTUYECKUIA) CUMPU3NUT C OCTEOCKIEPO30M JIOBKOBBLIX KOCTEN, MEPUOCTUT U
OCTEOMUENTUT HUXHEWN YeNtoCTU, MEPUOCTUTBI ASIMHHBIX TPyBUYaTbiX KOCTEN U KOCTEl pebepHO-MonepeYHbIX COUSIEHEHU.
KOHTYp mepuocTanbHbIX HAaC/I0EHUI MOMOraeT onpeaennTb CTeNeHb akTUBHOCTM MpoLecca: rMaakuii n YeTKU xapakTepeH
A1 HENPOrPECCUPYHOLLEr0 TEYEHUS U CTUXaHUs 3aboneBaHmnsA, «CMasaHHbI» 1M NPepbIBUCTbIN — ANS ero
NporpeccnpoBaHms, a BOJIHUCTOCTb, 6YrpUCTOCTb U MHOTOC/IOMHOCTb KOHTYPOB CBUMAETENLCTBYHOT O HEOAHOBPEMEHHOCTMN
naTonorm4yeckmnx naMeHeHun [10].

Mpw BepudmrKkaLmm NycTyne3HOro apTpoocTemTa BTOpOe MECTO M0 3HaYMMOCTU NOC/e PEHTrEHOANArHOCTUKN OTBOAST
CuMHTUrpadumm KocTeln ckeneta ¢ UCnosib3oBaHneM 6uchochoHaToB, CoeaMHEHHbIX C 99m-TexHeumeM: Hambonbliee
HaKonieHne paanoHYKIMAA OTMEYaeTCsl B 30HaX YCUIEHHOro Metabonnama — 06bIYHO B KOCTSIX, 06pasyroLmx rpyamHo-
KItoUYnYHble («6blubs ronoBa») n rpyanHo-pebepHble CoUNeHeHNs.

[OunarHocTnueckue kputepumn cmHapoma SAPHO He paspaboTaHsbl, B pybpukax MKB-10 oH He oTpaxeH. O4eBMAHO, B
MHTepecax 601bHOrO crefyeT KoAMpoBaTb MYCTyne3HbI apTpoocTenT Kak M07.3 — «[lpyrue ncopuatmyeckue aptponatmm»
(a He M13 — «[lpoune apTpuUTbI») U CTPEMUTBLCS K AMHAMWYECKOMY Hablo4eH1Io 3a COCTOSIHMEM MaUMEHTOB.



AnddepeHumanbHbivi anarHo3 . NMpeanonaratb Hanuyme cuHapoma SAPHO cneayet npexzae BCero B ciyvae
M30/IMPOBAHHOr0 Mnn npeobnagatowero apTpuTa rpyamHO-KIKOUMYHBIX COYIEHEHW, 0COBEHHO NMpW BbISIBIEHUM NYCTynes3a
unn rnyb6okux yrpei. Cneayer yumTbiBaTb, UTO acne vulgaris He MoryT 6bITb (DOHOM ANS pa3BUTUS 3TOrO0 CMHAPOMA.

MN30n1MpoBaHHbIV NYCTyNe3HbIM AepMaTo3 faloHeN 1 NOAOLLB He pacLeHMBAlOT Kak Ncopuas npu OTCYTCTBUM TUMNYHbIX
MopaXeHWn Ha ApYrnx y4acTkax KOXW U XapaKTepHbIX MPU3HAKOB NcopuaTnyeckor oHnxonatum [8]. Kpome nagoHHO-
NoAoLWBEHHOW OPMbl pa3sinyatoT reHepanmM3oBaHHYy GopMy NyCTye3HOro ncopunasa (NycTysibl Ha 3pUTEMATO3HOM (OHe
rno BCEMY TeNy, NMxopajka, peskoe yxyaleHne obLiero COCToSHUS, CodeTaHne Co 3M10KkavyecTBeHHon dopmoii McA) m
T.H. acrodermatitis continua suppurativa (NyCcTynbl Ha nNanbLax; HepeAKO CoYeTaeTCsl C MCOPUATUUECKON OHMUXONATUEN 1
ANCTanbHbIM UNU MYTUAUPYIOWMM BapuaHToM lNcA) [21].

OnddepeHunpyroT co BCEMU MPOYNMKN CNOHANN0APTPUTaMK, 0CO6eHHO PeA uan 60s1e3HbI0 (CUHAPOMOM) Pesitepa ¢
keratoderma blenorrhagica v [1ICA ¢ MOHOAPTPUTOM IPYANHO-KTIOYNYHOIO CyCTaBa Man PyKOSITKU rpyAnHbl . Tak, B OTAn4ne
oT pustulosis palmoplantaris npu kepaToaepMumn NOAOLB U NlaflOHEN OTMEYaeTCsl «pa3BUTME» MYCTYN U3 3pUTEMbI, a 3aTeM
NponcxoamT ux TpaHchopMaLlms B porosble nanysbl UK TONCTble, NOKPbITble Kopkamu bnswku [7]. Mcopuatmnyeckui
MOHOapTPUT, Kak NpaBwsIo, TONorpaduU4eckn «MAEHTUYEH» KOXHbIM MPOSIBNIEHMAM Ncopuasa, MoXeT 6bITb
OCTEO0NIUTUYECKMM, N BEPOSITHOCTb / TSXECTb ero 06bI4HO BO3pacTaeT Npu aTMNUYHbIX (B T.4Y. MYCTY/I€3HON) U
pacnpocTpaHeHHbIX popmMax 3Toro AepmaTtosa [2, 15]. MNpeanonaras ykasaHHble CNOHAMMN0APTPUTLI, CrieAyeT onupaTbCs Ha
MX AnarHoctTuyeckune kputepum [1, 7, 16]. B cnyyae oCcTpo pa3BMBLLErOCS TSXXEN0ro NCOPMaTUUECKOro NMopaXxeHUs KOXMu
n/vnn MNcA (0cob6eHHO C BbIpaXXEHHbIMW 3HTE3UTAMU, AaKTUINTaMMN) HeobxoamMo ucknodate BUY-nHpekumo [8].

I'IyCTyne3 MOXET CONyTCTBOBATb FTOHOKOKKOBOMY apTpuTy , Npu 3TOM Ha d)OHe cMuMnToOMOB reHepanmaoBaHHon VIHCbeKLI,I/II/I
06bIYHO nopa)xakTCa KONEHHbIE, TONEHOCTOMHbIE CYyCTaBbl U CyCTaBbl BEPXHUX KOHeYHOoCTeMn (J'IOKTeBbIe, J'Iyl-IEBaI'IﬂCTHbIe),
HeEpeaKn MUrpupyrowme apTpaiarmm, n B NOJI0OBUHE CiydaeB apTpUT CONPOBOXAAeTCA TEHAOBArMHUTOM. DHTE3UTHI,
CNOHAUNUT N CaKpPpOUNENUT HE BO3HUKALOT.

ManynonycTynesHoe nopa)xeHue KOXWU MU yrpenofobHble y3enKku 0THOCSTCS K KpuTepuambosiesHu bexyeta , KOTopyto B
1970-x rogax pa)xe OTHOCMAW K rpynne cepoHeraTMBHbIX cnoHaAnNoapTpmToB. Y 30-50 % Takux 60sbHbIX MOryT BO3HUKaTb
MOHOOIMFOApPTPUTLI (TEX Xe CyCTaBOB, YTO M MPW FOHOKOKKOBOM cericuce), ofHako 6onee xapakTepHO MUrpupytoLlee
nopaxeHue. Npeanonaras 6onesHb bex4yeTa, cnefyeT BbISIBNSTL peunanBUpYOWKNIA adTO3HbIN CTOMATUT, peunansupytone
reHuTasnbHble S3Bbl, MOpaxeHue rnas (nepefHuii n 3afHUIA YBEUT, BAaCKYIUT COCYAO0B CETYATKM), @ TakXxe NpoBoAUTb TeCT
naTeprum.

CnHApOM apTpuTa-aepmaTtuta Bo3HMKaeT y 20-80 % naumeHToB, NepeHeclnx onepaTMBHOE BMELIATeNbCTBO NO NOBOAY
06X0AHOro WYHTUPOBaHMSA KUWEYHWKa Npu oxupeHuu ( bypass-arthritis-dermatitis syndrome ). B 6onbluinHCTBE Cnyyaes
(80 %) CbiNb HOCUT NSATHUCTO-NANYJ/E3HbIN NN BE3NKYNO-MYCTYNe3HbIA XapakTep, a CyCTaBHOW CUHAPOM O6bIYHO
NpOSABASIETCA CUMMETPUYHBIM MUTPUPYIOLLUM MOMAPTPUTOM BEPXHUX U HUXKHUX KOHEYHOCTEN, Y YeTBepTh 60bHbIX
peunameumpyeT, HO He BbiBaeT AeCTPYKTUBHbIM.

O Bo3MoxHOCTM SAPHO-cuHapoMa (kak 6onee Tsxenow naTtonornm) Haao NOMHUTb NPU AMArHOCTUKE cMHApoMa Tutuye —
60one3HeHHOro ytoneHns pebepHbIX Xpsliel B MeCTaX COeANHEHUS C FPYAMHON. Pexxe TpyAHOCTM BO3HWUKAKOT Npu
VUCKJTIIOUYEHUN pEBMaTUYECKOM MOSIMMUAIITUN M OCTE0APTPO3a rPyANHO-KIKOYNYHOro codieHeHus [8] .

MoryT noTpe6oBaTb OT/IMYUTENBHOIO pacrno3HaBaHUs U Takue 3abosieBaHusl, MNpoTeKarLyme C runepocTo3oM /
OCTEOCKJ/IEPO30M : OCTEOMA-0CTEOMA N ApyrMe KOCTHble onyxonu [10], ryMMO3HbI CUDUINTUYECKNI A OCTEONEPUOCTUT,
XPOHUYECKUI CKepo3npyrowmin octeommenut Mappe, anddysHbIN ngmonaTtmyeckuii rmnepocTos No3BoHo4YHUKa (6onesHb
dopecTbe), aedopmumpytowas octeoanctpodusa (bonesHb MNepxera), Menopeocros, MpamopHas 60ne3Hb, octeononknnus [9,
12, 21].

MN3BeCTHO, YTO MHOrAa K4YMLa MOXET H6bITb MECTOM CONMUTAPHOIO CMPUINTUYECKOrONOPaXeHUs B TPETUYHOM nepuoae, u
TOrAa peHTreHONorMYEeCKUin METOA UrPpaeT peLlatoLLyo posib B AMarHOCTUKe 3Ton 60ne3Hn. OBbIUHO XapaKTepPHO BOBiEeYeHNe
MeananbHOW NOBEPXHOCTU M NepeaHero rpebHs 6onbuebepLoBoi KOCTHU, Yepena, JTIOKTEBOM KOCTU, FPYAUHbI, @ Takxe
coyeTaHne pasHbIX aHaTOMUYECKUX U PEHTIEHOIOMMYECKNX NTOKanu3aumi ryMMoO3Horo unm anddysHoro cudunuca.
l'YMMO3HbIA OCTEONEPUOCTUT NPOSIBAAETCSH HE3HAYUTEbHBIM OrpaHUYEHHbIM yTonWweHneM anadusa, YTo Ha peHTreHorpamMme
B TAHreHUManbHOM NpoeKkuum nMeeT GopMy NpaBuIbHOro NoslyBepeTeHa, AJIMHHAs 0Cb KOTOPOro MPOXOAUT BAOJMb KOCTU.
OHO COCTOMUT M3 NIOTHOW FrOMOreHHOW 6eCCTPYKTYPHOM KOCTW, KOTOpasi MOJIHOCTbIO C/IMBAETCS C KOPKOBbIM BELLECTBOM.
Hapy>XHble KOHTYpbl MEPMUOCTaNbHOro ocTeoduTa ragkme, pe3ko oyepyeHHble. [ogHaaAKOCTHUYHAs ryMMa pacrornaraercs
Ha CaMOM BbINYK/IOM MecTe ocTeoduTa 1 BbIFSAUT KPYMbIM UKW OBasibHbIM 6eCCTPYKTYPHbIM AedeKTOM KOCTU pa3MepoM A0
1,5-2 cM, a ckepoTuyecknin 06040K MOXeT 6bITb KakK pe3Ko OrpaHUYEHHbIM, Tak U HEYETKUM. Ha ypOBHE r'yMMO3HOMO
0CTEeoNnepuocTUTa MOXeT ONpesensaTbCs Cy)XKeHNe KOCTHOMO3roBoro KaHana. Ha doHe neyeHns oTMeYaloT OYEeHb MeAsIeEHHoe
OKOCTEHEHME F'YMMbI U BblpaBHMBaHWE KOCTHOro HapocTa. Mpu npoBeseHun anddepeHumansHOro amarHosa cnegyet
MOMHUTb O TUMUYHOM HECOOTBETCTBMM OBLLIMPHOCTU U MHOXECTBEHHOCTU (HO HE reHepanusaumm) KOCTHbIX U3MEHEHUI U
YLOBIETBOPUTESNIBHOMO COCTOSAHMA NauneHTa. KoXHble 6Yropkn 1 ryMMbl MOTYT HE BbISIBNATLCS, peakumsi BaccepmaHa
6biBaeT oTpuuaTensHol B 25 % cny4daes. Anddy3HbIi cubdunnTnyeckumii octeonepuocTuT Yalle BCero oTMeyvaeTcs npu
Mo34HEM BPOXAEHHOM cuduance n 0bbIYHO CUMMETPUYHO NopaxaeT 60/bliebepLoBble KOCTH.

OCTUT N OCTEOMUENUT NMpU cudUInce Bceraa CBsizaHbl C MEpUOCTUTOM . Bo Bcex cnyyasix rpebHeBuAHbIN U
cneunduryeckmin ans cndunmnca «Kpy>xeBHom» (coyetaHme rnonepeyvyHor n NpoaosIbHOM CNOUCTOCTU) NEPUOCTUT
NpuUNoAHMMaeTCs HaZl MOBEPXHOCTbIO KOCTW MOCTEMNEHHO, N/IaBHO, HE PacrnpoCTpaHsisiCb 60/blle YeM Ha TPETb USIN NMOSIOBUHY
avadusa AnnHHON TpybyaToli KocTu. B oTAnume ot 3Toro MeasieHHoO pacTylias OKOCTEHeBatoLWwas octeocapkoma KpyTo
BO3BbILIAETCS HaJ OrPaHNYEHHbIM YY4aCTKOM MOBEPXHOCTU KOCTU U, Kak U 60NbLUMHCTBO NepBUYHbIX HOBOO6pa3oBaHui
KOCTHW, pacTeT NepneHanKyIapHO ee AJIMHHUKY.

XPOHUYECKNM CK/IEPO3UPYIOLLNM OCTEOMUESTUTOM , KaK N cmHapoMoM SAPHO, valie 3aboneBatoT MONoAbIE MYXYUHBI.
BonesHb gnntca 6-8 u 6onee neT, nopaxasi 06bI4HO 60nbLIEGEPLOBYO UK 6epeHHYI0, 3HAUUTENIbHO pexe — JIyYeByto
KOCTb. B maTonornuyeckuii npouecc BoBNeKaeTCs CpeAHsis TpeTb Avadusa unmn 8-12 cm ero 6nmxe K o4HOMY U3 MeTadpun30B:
NOCTENEHHO MOSBISIETCA OYEHb MJIOTHAsA NPUMNYXI0CTb MATKUX TKaHel, uHoraa 6e3 siBHbIX NPU3HaKoB BocnaneHns, 06bIYHO
paclmpsieTcs NoAKOXHas BeHO3Has ceTb. KoxHas cknagka UCTOHYeHa. Hu pasMsaryeHuns MH@ubTpaTta, HU HarHOeHUs, HU
cBulLeobpa3oBaHns He HabnogaeTcs. YBenmyeHme naoTHOCTU UHDUAbTpaTa A0 «KOCTHOM» KOHCUCTEHLMN CONMPOBOXAAETCS
orpaHuMyeHVeM ABUXEHUI B COCEAHMX CycTaBax MU 60Mblo, ycunmBatoLencs no HovyaM. PeHTreHonornyeckas kapTmHa oyYeHb
XapaKTepHa — 3TO rMnepocTo3 Anadusa B BUae HeobblyaliHO NpaBMIbHOrO BEPETEHA MW CUMMETPUYHON MydTbl, @ Takxe
Bblpa)X€HHOe CMMMETPUYHOE CyXeHMe KOCTHOMO3roBOro KaHana — A0 MOJSIHOro 3HOocTo3a. O4aroB AeCTpyKLMU HET,



Hapy>XHbleé KOHTYPbl KOCTU rMajkue U pe3ko oyepyeHHble. TpyaHocTn anddepeHumanbHOM peHTreHoANarHoCTMKm
BO3HWKAIOT B Hayane 3a60seBaHNs, KOraa CUMATOMbI MOTYT 6bIiTb HE PE3KO BblPaXeHbI.

B neTckoM 1 NoApOCTKOBOM BO3pacTe BO3MOXHO Hayano XpOHUYECKOro peKyppeHTHOro My/ibTUHOKaIbHOro
ocTeomuennTa , N0 Xapakrtepy — NMM@OonIa3smMoLUNTapHOro OCTEOSIMTUUYECKOrO / OCTEOCKIEPOTUYECKOrO, C TUMNYHbBIMU
CNoHTaHHbIMK pemuccmamu. Y 30 % 6onbHbIX NopaxaeTtcs kaoumua, y 70 % — TpybyaTtble KocTn. He MeHee ueTBepTH BCeX
C/ly4yaeB COMNPOBOXAAETCA MyCTyf1e30M NafoHeN 1 NOAOLLB.

SAPHO-accounmMpoBaHHbIi OCTEOMUENTUT HUXKHE YesloCTU ONucaH Ha hoHe ANUTENBHON NepCUCTEHLNN APYTrUX
NPpW3HaKOB CMHAPOMA U, B OTIMYME OT 6aKTepPUanbHOMro, XapaKTepU3yeTcs OTCYTCTBMEM MPU3HAKOB MHOMHOro npouecca,
HEUYETKUMU PEHTIEHOMOMMYECKUMU U3MEHEHUSIMU, TBEPALIM TUMOM MEePUOCTasIbHON peakLn, BHELLHeR KOCTHOW pe3opbumei
B COYETaHUM C paspacTaHusaMu KocTu. Mpu 6akTepuanbHOM OCTEOMUENIUTE HAarHOEHUE COMPOBOXAAETCS
PEHTreHONIOrMYECKMMU NpU3HaKaMmn oCTeonnsa.

Ocreong-ocreoma — pobpokayecTBeHHas OCTeOreHHasi onyxosb, 06bIYHO pasBMBaIOLLAACA B MeXBepTebHON 0b6nacTtu
6enpa, 6onblebepLOBO M NieyeBoi KocTaX. OCHOBHbIM CMMATOMOM SIBISIETCS HOLWas flokanbHas 60nb, ycunmsatoLwascs
Mo HOYaM M uppaauupytoLLas B cocegHue cycTaBbl. [1oCTeneHHO BO3HMKAET aTpodus MblIlL, BCEA KOHEYHOCTU. TUNMYHbIE
M3MEHEeHUs Ha peHTreHorpaMMme — OBaJibHbIN UM OKPYTJ/Ibl/i o4ar pas3pexeHus AMaMeTpoM OKosio 1 CM, C YETKUM KOHTYPOM
0CTeOoCK/Iepo3a, MHOrAa 3HaYMTENbHO BbipaXeHHOro. Ha ypoBHe nmopaxeHus Bo3HuKaeT AedopMaunst KOCTM 3a cueT
nepuocTanbHbIX HAaCN0eHU. B psige cnyyaes onpeaensieTcs MIMHENHbIN nepuocTuT. MNpu nokanusauum onyxonm B KiouuLle
pewatowyto posb B anddepeHumnaumm ¢ SAPHO-accoLmMmMpoBaHHbIM TMNEepPOCTO30M OTBOAAT KOMMbIOTEPHOW TOMOrpacdun.

MeTacTasbl B CyCTaBHble KOHLbI KOCTEM MOryT NpeaLecTBOBaTh BbiSBIEHWIO MEPBUYHOIO oYara ornyxosnm — npexae BCcero
paka npeacTaTesibHOM, MOIOYHOM Xene3bl, MOYKM M JIErKOro, a TakXKe WMTOBUAHOM Xenesbl, MOYEeBOro nysbips 1 xenyaka.
Haunbonee yacto MeTacTasbl 06HaPYXMBAOT B MOSICHUYHOM OTAE/E NO3BOHOYHMKA, KOCTAX Ta3a, MPOKCUMaNibHOM oTAene
6eapa, rpyAHOM OTAesNe MO3BOHOYHMKA U yepere, B 60 % ciydYaeB — MHOXECTBeHHble. JToKanbHble 601 TUMUYHBI AN
MeTacTaTUYecKoro nopaxeHusi peéep, No3BOHOYHMKA M FPYAUHBI; TaKXKe BO3MOXHbI MPUMYXI0CTb, NaTonormyeckune
nepesioMbl, OrpaHUYeHne ABUXKEHWNI B CyCTaBe U MXopaaka. PeHTreHonormyecku BoblaensioT 3 Tuna MetacTtasos. [o 90 %
NX ABASAIOTCA OCTEO/IMTUUECKMMM , PN STOM OMPeaenstoTCa yYacTKU AECTPYKLMU C OTHOCMTENIbHO YETKMM KOHTYpOM 6e3
CKNepo3a no nepudeprmn 1 NepuocTanbHON peakLimn; KOPKOBbIA C/IOM paspyLlaeTcs U3HYTPU.

Mpu ocTeobracTmyeckmx MeTacTasax yTpaumBaeTcsi CTPYKTYPHOCTb MOPAXXEHHOM KOCTHOW TKaHM, B mpeaenax KocTu BuaHa
WNHTEHCUBHAsi FOMOreHHast TeHb, @ BO3MOXHO M HECKOJIbKO — B BUAE X/IOMbEB BaTbl UM Pa3HOHAMpPaBEHHbIX Taxen. B 5 %
CNyyaeB BO3HUKAKOT CMELaHHbIE MeTacTasbl — OCTEOSIMTUUYECKME M OCTE061aCTUYECKME B PA3/IMYHbIX COYETaHUAX.

Mpwu 6on1e3Hm MNeaxeta (CUHOHUMBI: AepOopMUpyroLas OCTE0ANCTPOpUS, AEDOPMUPYIOLLNI OCTENT) NPOUCXOAUT
MacCvBHas NepecTpoika KOCTHOW TKaHW C obpa3oBaHMeM ee «MO3an4yHON CTPYKTYpbI» U NporpeccMpoBaHnem gedopmaumi
OAHOW UNn Heckonbknx Kocten. Cpean esponeiues B Bo3pacTe ctapuwe 40 net 3Ty 60ne3Hb gnarHocTupytoT y 3 %, vale y
MY>X4MH. Hepeako oHa npoTeKkaeT CKpbITO, @ MPU HaJMynumn CMMNTOMOB AOMUHMPYIOT 60/1b U CKeneTHble Aedopmaumnn,
BO3MOXHa JloKasibHas runeprepMus. Npu nopaxeHunn KOCTel Yyepena BO3HMKAKT HapyLUEHUS 3peHUs 1 CilyXa, NosSBASIOTCS
NpU3HaKM KOMMpPECCUN roNI0BHOMO MO3ra, HecaxapHbii anabeT. TunuyHo ans 6onesnHu MepxeTta NopaxeHne NOSACHUYHOro
oTAena No3BOHOYHMKA, KPecTua, KOCTeW Ta3a U Yyepena, a Takxe 6epLoBbiX KOCTeW (Ha BCEM MPOTSXKEHUN, B OTINYME OT
KOCTHOro cudunmnca n octeommenuta lappe). XapakTepeH TsXenbli BTOPUYHBIN ocTeoapTpo3. Hanbonee cepbesHbiMU
OC/TOXXHEHUSIMU AB/AIOTCS OCTEOCAPKOMbI, @ TaKXe KOCTHble nepenombl. Kak n npu cuHapome SAPHO, BO3MOXHO
nosbiweHne CO3 1M aKkTUBHOCTM WeNoYHon docdaTtasbl B KPOBU, a TaKXXe MOBbILLEHNE YPOBHSA OKCUMMPOMHA U NUpUAMHA B
Moue.

[varHo3 BepudULMpPYIOT C NOMOLLLIO PEHTIEHOIOMMYECKOro MCCEA0BaHMS: ONPeeNnaeTcs rMnepocTo3 AMHHbIX
Tpy6uaTbIX KOCTEN C PE3KUM YBENTMYEHNEM UX MOMEPEYHOr0 pasMepa, U30rHYTOCTbIO, YTOJLLEHNEM KOPTUKAIBHOIO Cost U
CY>XEHMEM KOCTHOMO3roBOro KaHana. TUunuyHas CTpyKTypa KOCTM Ha 60/1bLIOM NPOTSXXEHWUM 3aMeHeHa rPOTECKHbIM
TpabekynapHo-6an04YHbIM PUCYHKOM, MOJIOChI OCTEOCK/IEPO3a KOMBUHUPYHOTCS C 30HaMW OCTeosM3a.

B cpeaHeM 1 noxunom Bo3pacTte (06bI4HO Y MY>X4YMH) BO3MOXHO pasBUTUE TaKOro HeBoCnanuTenbHoro 3abonesaHus,
Kak 60s1e3Hb PopecTbe — C MeASIeHHO NPOrpeccUpyoLLMM rMnepocTo3oM, occudmrkaumen nepegHen NpoaosbHON CBSA3KM Ha
MPOTSKEHUN HE MeHee 4 CMEXHbIX MO3BOHKOB M HE3PO3UBHOWM 3HTEe30naTnen (CMHAECMOPUTBLI U OCTEOdUTLI, Yalle
BO3HMKaOLLME Ha NpaBol CTOPOHE MO3BOHOYHUKA). Cakpounent, aHKUI03 AyrooTpoCcTyaTbiX CyCTaBoB U CBA3b ¢ HLA-B27
OTCYTCTBYIOT.

OcTreornovikmnansi — BPOXAEHHasi CUCTEMHas! Cknepo3npytowas (KoHaeHcupytowasa) octeonaTtust ( CMHOHUMbI: BPOXAEHHas!
MSATHUCTasi MHOXECTBEHHAsl OCTeornaTusi ) — BCTPeYaeTcs He pexe cnHapoma SAPHO n TpebyeT ero Ucka4eHus B
OCHOBHOM Mpu BbisBNeHUn ostitis condensans kntouunubl. Yale 601e0T MyXXUnHbI, U3BECTHbI Clly4Yan CeMENHOro
HacnenosaHus. [py 0CTEOMNOMKUANM BO BCEX KOCTSIX CKeneTa, 06bIYHO B KOCTAX 3ansACcTba M NPeansItoCHbI, @ Takxe B
rofioBKe U wewnke 6eapeHHOo KOCTU, rofIoBKE M1IeYEeBOM KOCTU, anudusax danaHr nanbleB pyK M HOF, NSACTHbIX U
MJIIOCHEBbIX KOocTel (Anadu3bl Bcerga MHTaKTHbI), O4EHb peAKO — B KOCTAX Yepena, HMKHUX MOSACHUYHBIX U KPEeCTLOBbIX
Mo3BOHKax, pebpax — BO3HMKAIOT o4arn 0CTeockepo3a BeIndYnHon oT 2 Ao 10 MMm. B otnmnume ot cuHapoma SAPHO BHelHe
KOCTW HE U3MEHEHbI, KIIMHUYECKNe NposiB/ieHns 601e3HM OTCYTCTBYIOT, M INLWb B OTAE/bHbIX Cly4assX OCTEONOUKMUANS Y
B3pOC/bIX MOXeT coveTaTbcsa ¢ dermatofibrosis lenticularis disseminata.

BpoxxaeHHasi MpaMopHasi 60/1€3Hb (CUHOHWUMbI: CUCTEMHbINM OCTEOINETPO3, BPOXAEHHbIVI CUCTEMHbIV OCTEOCK/1eP03, 60IE3HL
Anbbepc — LlleH6epra) o6bl4HO NepefaeTcs B CEMbAX M3 MOKOSIEHUS B NokoneHue; onncaHo 6onee 300 ee cnyyaes.
HapylueHune npouecca OKOCTEHEHUSI COCTOUT B U36bITOYHOM 06pa3oBaHMM KOMMAKTHOrO KOCTHOIO BELLEeCcTBa, Npu 3ToM B
KJIMHNYECKOW KapTUHE y AeTel AOMUHUPYIOT OCNOXHeHus (rnapouedanus, atpodust 3putenbHbIX HEPBOB,
CTOMaTONIOrMYecKme CMMNTOMbI, HEPELKO — OCTEOMUENUT U paxuT). B cnyyae nobpokayecTBeHHOro TeueHust 601e3Hb MOXeT
CTaTb PEHTreHOSIOrMYeCcKol HaxoaKol y B3pocsioro. MopaxatoTcst KOCTU Yyepena, Tasa, NpoKCMMarbHble KOHLbl 6eapeHHbIX U
AncTanbHble KOHUbI 6epLoBbIX KOCTel, pebpa n NO3BOHKM, B MEHbLUEN Mepe — nJfeyeBble KOCTU U (panaHrm nanabLues.
BHelwHe ¢opmMa 1 pasmepbl KOCTel 06bIYHO HE M3MEHEHbI, BO3MOXHO NLWb YTOJLEHME U 3aKpyrneHme anndusos,
«bynaBoBuAHoe» yTo/LleHNe MeTadun30B; PEHTIEHOBCKNE CHUMKM NPOU3BOAAT BrieYaT/IeHNe C/IULWKOM MAMKUX —
KOCTHOMO3rOBOM KaHan pe3Ko CyXeH, anndu3apHble KOHLbl KOCTEH U MeNIKMe KOCTU Aat0T UHTEHCUBHYIO BMOJIHE
rOMOFEHHYO CM/IOLWHYIO TeHb, MOXO0XY0 Ha 6enbin MpaMop. MNpu YaCTUYHOM COXpaHEHMM HOPMasnibHOro CTPOEHUS KOCTEW Ha
peHTreHorpamMMmax onpefensitoTcs WMPOKMe norepeyHble CBET/ble 30Hbl, Pe3K0 BbICTynawLme Ha (PoHe TEMHOWN NIOTHOMN
MPaMOpHOI KOCTU UK Yepeaytowmnecs ¢ HUM. DTa cneunduyeckas nosiocaTocTb U3peaKa MOXeT 6biTb U NPOAONBHON, HO B
Tenax No3BOHKOB BCErAa OCTaeTCs FrOPU30HTa/IbHOW — CO CBET/I0M NMOJSI0CoN nocepeAunHe Tena. NHeBMaTUYeckne nosocTm
Yyepena npu MpamMopHoW 60/1e3HM LEeNMKOM 3apalleHbl NAI0THOM 6eCCTPYKTYPHOM KOCTHOM TKaHblo. Hanbonee yactbiM



OCJIOXKHEHMEM MPaMOpHOM 60M1e3HN SBNAIOTCSA NaTo/IorMyeckme nepenombl, 0CO6eHHO NoaBepTeNbHbIM NepenoM 6eapeHHoM
KOCTW.

KpomMe BpOXAeHHOM, CyLLeCcTBYET Tak Ha3biBaeMasi CMMITOMaTu4yeckasi MpaMmopHasi 60/1e3Hb , NpyU KOTOPOW O6LIMpHbIe
o4aru ocTeocknepo3a BO3HMKAT Ha doHe Mmenodurbposa n octeoMmmenodpmnbposa. PacnpocTpaHeHHbIN OCTEOCKIEPO3
MOXET pa3BUTbCS MPU MUENIOMHOM 60n1e3Hn, B peAKuX ciydasx selikosa u nuMdorpaHynemMatosa. M3 sHA0KPUHHbBIX
6onesHen yunTbIBalOT BCe pa3HOBWMAHOCTU rnnonapatupeosa.

Menopeocro3 Jiepu (melorheostosis — «cTekawwasa BAO/Ib KOHEYHOCTU KOCTb>», CUHOHWUMbI: 0Steosis eburnisans,
osteopathia hyperostotica congenita monomelica ) — peakoe BpoxaeHHoe 3aboneBaHune ckeneta, NpyM KOTOPOM oTMeYvaeTcs
cBoe0bpasHbIi OAHOCTOPOHHWUIA OCTEOCKIEPO3 NIMLLb OAHOM KOHEYHOCTW, KOTOPbI «3axBaTblBaeT HE BCHO KOCTb MO
OKPYXHOCTU, @ NPOCTUPAETCs Crerka BOSIHUCTON MOM0Col BAOSb ANIMHHOM OCU KOHEYHOCTU, NEPEXOAS Yepes SIMHUI0
CyCTaBOB Ha Apyrue Koctu» [8], npu 3ToM cTeneHb U popMa CKIEPOTUYECKMX YHACTKOB MOMyT 3Ha4uTeNbHO BapbupoBaTh, a
13 MapHbIX KOCTEW nopaxaeTcst ToSIbKo oaHa — nnbo 6onbliebepuoBas, nnbo manobepuosas, nMbo nyyesas, nMbo
nokteBasi. OnncaHo BOB/IeYEHME B NMATOMIOMMYECKUIA NPOLLECC YACTM HUXKHEWN YentoCTU U NO3BOHOYHMKA. [opaxeHus pebep u
naTonorMyeckue nepesioMbl KOCTEN MpU MeNIOpPeocTo3e He onucaHbl. bonesHb ANMTeNbHO NpOTEKAeT CKPbITO, NMO3Xe Haj
30HOM OCTeoCKNepo3a BO3HUKAKT Tyrnble YMepeHHble 601 (Yale HO4YHble), a Takxke aTpodus n dnubposHoe ynnoTHeHne
MbILUL, BO3MOXHbI JIOKasbHasi CKIepoAepMUst U orpaHndeHmne dyHKLMK cycTaBa.

JNleueHume . KOHTpoNMpoBaHHbIX UccneaoBaHuin ahdOEKTUBHOCTU pa3IMUYHbIX CPEACTB U METOAOB JIeYeHNsT CMHAPOMa
SAPHO He npoBoAMnoCh. [Insi CMMNTOMaTUYECKOM Tepanuu NPUMEHSIIOT HECTEPOUAHbIE MPOTUBOBOCAINTE/IbHbIE
npenapatel (HMABM). B Tex cnyyasx, koraa nagoHHO-MOAOLWBEHHbIN MyCTyne3 oka3blBaeTcs NposiBIeHNeM ncopuasa,
nevenue HMBI v rnokokopTMkonaamm (0COBEHHO CUCTEMHOE) MOXET AeCTabunmanpoBaTb TeYeHNe aepMaTosa 1
CcnocobCcTBOBaTb €ro reHepanamsaunmn, B 3TOM Cllyyae NnepexoasT Ha NpocTble aHanbreTuku (napauetamon) [4,

20]. eHTpanbHble MuopenakcaHTbl 06a3aTeNbHO NPUMEHAIOT NpU BOCNanuTenbHblX gopcanruax [5].

B cnyuae nepudepryeckmx apTpuToB, a Takxe npu paseuTum acne fulminans onpaBaaHO CUCTEMHOE HasHaYeHue
NpeAHU30/10Ha B HU3KUX U CPeaHMX A03aX COOTBETCTBEHHO [18, 21].BHyTpucycrasHo ritokokoptukougs! (FK) BBOAAT npu
YyMOPHOM MOHOOMINIrOAPTPUTE C BbICOKOW JIOKANIbHOM aKTUBHOCTBIO, NEPUAPTUKYASPHO — MpuU 3HTe3uTax. MNposeaeHune
MMMYHOCYNpeccuBHoOMi Tepanuu (B T.4. NK) Npu NycTynesHOM apTpoocTenTe Bceraa TpebyeT UCKIIYEHUSE MHEKLMOHHOMO
NopaxeHWsl KOXMW.

B pasnunuHbIX KIMHWKaX NpeanpuHMMalOT MOMbITKK Nle4eHus Taknx 60/bHbIX CynbdacanasnHoMm, METOTpEKCATOM,
LIMKJTOCMIOPUHOM, a3aTUOMPUHOM, KOXULMHOM, KanbLUUTOHMHOM, bucdochoHaTaMmn, aHTUBMOTMKAMK, peTUHOMAAMHU,
npenapatamu BuTaMmHa D n gancoHom [18]. Bce 6onbliee BHMMaHWe NpUBIEKAaeT aHTULUMTOKWMHOBasS Tepanusa [3, 14, 22,
25].

B oTAenbHbIX OTKPbITBIX UCCNEfOoBaHMAX NoKasaHa 3PdeKTUBHOCTb Npu cuHapome SAPHOmMoHOTEpanumn
bucgocpoHatamy . Tak, peMUCCUIO B TEYEHUNE 4 NEeT KOXHbIX M KOCTHO-CYCTaBHbIX MPOsiBNeHW oTMeYanu y 10 naumeHTos
[23] npw exenHeBHOM B TeyeHMe 1 MecC. BHYTPUBEHHOM BBeAeHUM NamuapoHaTta (60 Mr 3a 1 yac) 1 NoBTOpPeHWUM Kypca
yepes 4 MecC. Npu He[O0CTaTOMHOM NepBOHaYanbHOM addekTe.

3acnyxuBaeT BHMMaHUs hakT 4YacToro u 6bICTporo o6paTHOro pasBmUTUS CUMNTOMOB Ha POHe NpUMEHeHUs KoMbuHauum
asuTPOMULMHAE C KallbUUMTOHUHOM n bucgoccoHaTamm [18].

Kak 0cO6eHHOCTU KOXHbIX MPOSIBIEHUI, TaK U BOB/IEYEHHOCTb B MAaTO/IONMYECKMIA MPOLLECC OCEBOrO CKeeTa U Hanuvme
crneumanbHbIX MOKa3aHWi U NPOTMBOMOKa3aHU onpeaenstoT BbIGOp TOro UM MHOTO CpeacTBa AN 6a3UCHOro NeyeHus.
Hanpumep, peTvHonAbl, @aHTMBUOTMKN, @aHTUAHAPOreHHblE NpenapaTtbl NPUMEHSOTCA NPU HaIMYMK pasHbix GopMm akHe [21].
MycTynesHoe nopaxeHne KOXu UCKIo4aeT BO3MOXHOCTb JleyeHns consmm 3onota [7, 20] n nedbnyHomMmaom
[4]; cynbgacanasmH He Bbi3biBaeT 060CTpeHMI Ncopuasa, HO M He aPdeKTUBEH NMpuU cnoHAnnoapTpuTudeckon dopme MNcA
[7, 18, 20]. PaccmaTpuBas cuHapom SAPHO kak ocobbii BapuaHT [NcA, cneayeT NOMHUTb O BbICOKON 3 (eKTUBHOCTHU
MeToTpekcaTa npu obbix popMax 1 NPOSBNEHNAX 3TON 60/1€3HN, O BO3MOXHOCTN KOMBUHaLMIA C APYrMM 6a3UCHBIMU U
AHTULNTOKNHOBBLIMW CPeACTBaMU, @ TaKXe O 3HAYMUTEsIbHOM ero TOKCM4YHoCTK [2, 7, 8].

Mo pe3ynbTataM HEeCKONbKUX paHAOMU3UPOBAHHbBIX KIMHUYECKUX nccnenosaHmin, B 1.4. IMPACT (the Infliximab
Multinational Psoriatic Arthritis Controlled Trial) n IMPACT-II, goka3aHa BbicoKas 3(pheKTUBHOCTb MHPIMKCuMaba npu
Takux cnoHamnoapTpuTax, kak 6onesHb bexTepesa u INcA [3], a Takxe oCcTpbln nepeaHuii ysent [22]. JleuebHbli
noTeHuman aToro cpeacTsa (B Ao3e 3 Mr/Kr B Kayectse MoHoTepanuu) npu MNcA nposiBnsieTcs 6bIcTpo. Moka3zaHuaMmn K
npuMeHeHuto nHbankcumaba npu MNcA aBnswTCS:

1) MakcuManbHas akTMBHOCTb 6051€3HM B TeyeHue 3 mec. u 6onee;

2) Hea(pPEKTUBHOCTb UM HEMNEPEHOCMMOCTb He MeHee ABYX 6a3nCHbIX CPeacTB;

3) NONMapTPUTUYECKNIA, OCTEONINTUYECKUIA N CMOHAUI0APTPUTUYECKUIA BapUaHTbI;

4) HeaddeKTUBHOCTL JIOKanbHOM MK-Tepannn akTMBHOIO apTpuTa UKW 3HTE30NaTUi;

5) 6bicTponporpeccupytoLiee Te4YeHUe;

6) OCTpbI NepeaHUit yBeuT;

7) pedpaKTepHbI K Tepanum KOXHbI CUHAPOM;

8) reHepann3oBaHHbIN 3KCCYAATUBHbIN, NYCTYNE3HbIN UM 3pUTPOAEPMUYECKUIA NCOPUA3;

9) 3HauMTenbHaa yHKUMOHaNbHas HeLOCTaTOYHOCTb CYCTaBOB M MO3BOHOYHMKA, CBSiI3aHHas C BOCMa/IUTE/NbHbIM
npoueccom [3].

MpeacTaBnaOT MHTEPEC pe3y/bTaTbl OTKPbITbIX UCCIeA0BaHNN O CMOCOBHOCTU MHpNMKCMMaba NoAaBNATb KOXHbIE
nposiBneHua cuHapoma SAPHO [25].

B psige cnyyaeB npu nycTyfne3HOM apTpoocTenTe npuberatoT K peHTreHOBCKOMY 06/1y4YeHMIo KoYMLbl, pe3eKkLmn ee n
yacTtu pebep [18].



MporHo3 B uenom 6naronpuaTHbIR. Jaxe npy HapacTalweM yxXyaweHUM CUMNTOMaTUKN NMpy 060CTPEHMAX BO3MOXKHbI
MHOrofIeTHME nepuoapl peMmccuin. K peakmm ocnoxHeHnam SAPHO-cMHAPOMa OTHOCAT CMOHTaHHbIE NepesioMbl KOCTeN,
KOMMpPECCUIO NOAKIIIOYNYHOW BEHbI, PETPONEPUTOHEasNbHbIN GUOPO3 N raHrpeHo3Hyo nuogepmunio. Cnyyam TpaHcdopmauum
MyCTyJIE3HOro apTpooCTenTa B «KacCcMyecknin» McA namnm aHKUNo3npPYoLWMA CNOHANI0APTPUT HE ONUCaHbI.

BbiBOAbI

B KNMHWYECKONM npakTUKe He ABNsSeTCs peAKOCTbH pa3BUTME CYCTaBHOIMo CMHAPOMA Ha (POHE KOXHbIX M3MEHEHUN,
0Co6eHHOo NycTyfesa u akHe. B Taknx cnydaax auddepeHumanbHbli AnarHo3 cnefyeT NpoBOAUTL Takxke C CUHAPOMOM
SAPHO. C apyroti CTOpOHbl, BbiiBieHWE TaKoro NposiBNeHnst NyCTyNe3HOro apTpoocTenTa, Kak rnepocTto3, MOXeET
notpeboBaTb UCKIOYEHMS LLESIOro psaa NpemMyLecTBEHHO KOCTHbIX 3aboneBaHnii — OnyxoneBblX, BOCManUTENbHbIX, a
TakXXe AOCTAaTOYHO peAKUX BPOXAEHHbIX. Ho30/0rnyeckas caMoCcTosaTe/IbHOCTb CUHAPOMa OCTaeTCs CNOPHbIM BOMPOCOM, a
ero acpdekTMBHOE neyeHne TpebyeT AanbHenWwnx paspaboTok.
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