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OcreoapTponarusa nepegHen 4acTu IPyJFHON KIEeTKNI

H.B. ByHuyK™

AKagemMunyeckas KnnmHuKa HEBPONOrnm n CToMatosiornn «Cecunb», MockBa, Poccusa

AHHOTauusA

MpriBeaeH 0630p AaHHbIX O CBOEO6PA3HOM PeIKOM PEBMATONOMMYECKOM CUHAPOME — OCTE0APTPONATMN NepefHen yacTu rpyaHoi knetku (OAMTK),
LNA KOTOPOA XapaKTepHO BOCMANIMTENIbHOE NMOPaXKeHVe KOCTHbIX, CYCTaBHbIX U CBA30UHbIX CTPYKTYP, GOPMUPYIOLLMX KapKac nepeaHen Yactv rpya-
Hou kneTku. OATTK AaBnAeTcA YacTbio XPOHUYeCKoro HebakTepuanbHoro octeommenmta (XHO), KOTOpbI BCTpeyaeTca Kak y B3pOC/bIX, Tak U y feTel
1 B psfe CJlyyaeB MOXeET ObiTb CliefiCTBUEM reHeTNYeCKUx MyTaumit. OCHOBY NaToNorum COCTaB/sAET OCTEUT (O4aroBOe NOpaXkeHve rpyanHbl, Kouny,
1 pebep ¢ TeHAeHUMeN K 4eCTPYKLMN NPerMYLLECTBEHHO CyCTaBHbIX OTAENOB 1 Pa3BUTUIO NponndepaLym KOCTHON TKaHU — MNepoCTos), apTPUT C
BO3MOXHbIM UCXOAOM B @HKMWJI03, @ TaKXKe SHTE3UT U JIMFAMEHTUT C Pa3BUTVEM IKTOMMYECKON OCCMPUKALMM MOPAXKEHHBIX MATKUX TKaHel. Y MHOrmX
60/1bHbIX HabNIOAAIOTCA TaKKe OAHOTUMHbIE AePMATONOrMyeckne N3MeHeHs: Yalle BCero JIafoHHO-NOAOLBEHHDBIN MyCTynes, a MHOTAAa MHBEPCHble
aKHe (THOMHbIN rMAPaAEHNT 1 LWapOBUAHbIE akHe). B cTaTbe onmncaHbl xapakTepHble peHTreHosIornyeckme, cuMHTurpadpuyeckue n MPT-nsameHeHms
OMNOpHO-ABUraTeNnbHOro annapata. Pas6upaetcs knaccudukauma XHO. YkasbiBaloTca 3aboneBaHus, kKotopble moryT ummTtuposatb OAMTK. Coobua-
etcA o meTofax fiedenma XHO, B Tom uncne 6rcdocdoHatax n bronormnyeckux npenapatax.

KnioueBble cnoBa: octeoapTponaTtva nepefHein YacTu rpyHON KNeTKu, XpOHNYecKunii HebakTepranbHblii OCTEOMUENUT, NyCTyNne3Hasa oCcTeoapTpo-
naTtua, NycTynesHbln apTpo-octeunt, cuHapom SAPHO, nagoHHO-MOAOLWBEHHbIV NyCTyne3
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Osteoarthropathy of the front thorax

Nikolay V. Bunchuk™
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Abstract

This article reviews the data on a unique, rare rheumatologic syndrome - osteoarthropathy of the anterior thorax (OAAT), characterized by
inflammation of the bone, joint, and ligament structures that form the skeleton of the anterior thorax. OAAT is part of chronic non-bacterial
osteomyelitis, which occurs in adults and children and may be due to genetic mutations. The basis of this disorder is osteitis (focal lesion of the
sternum, clavicles, and ribs with a tendency to the destruction of mainly articular parts and development of bone proliferation - hyperostosis),
arthritis with possible ankylosis development, as well as enthesitis and ligamentitis with ectopic ossification of affected soft tissues. Many
patients also show similar dermatological changes: commonly palmar and plantar pustulosis and sometimes acne inversa (purulent hidradenitis
and globular acne). The article describes typical radiological, scintigraphic, and MRI changes in the musculoskeletal system. The classification of
chronic non-bacterial osteomyelitis is reviewed. Diseases that may mimic OAAT are listed. Treatments for chronic non-bacterial osteomyelitis,
including bisphosphonates and biologics, are reported.
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BBepgeHune

B peBmaronornm M3BECTHO HeMaso IPU3HAKOB U CUM-
IITOMOB, KOTOpPble OOHAPY)XMBAIOTCS NPV OCMOTPE U MMEIOT
CYILLIeCTBEHHOE MM [aXKe pelIaroliee NMATHOCTUYECKOe 3Ha-
YeHNe (SAB/AIOTCS «BU3UTHONM KapTOUYKOi» psifia OomesHeit):
PpeBMaToNHas KUCTB, IIaJIel] B BUE COCHCKH IPY IICOpUaTiye-
CKOM I/TU PEaKTUBHOM apTPUTE, IOJATpUIecKye TOQYCh B yII-
HBIX PaKOBMHAX, aMUMMs, «KICET» BOKPYT PTa U yMeHbIIIeHIe
amepTypsl pTa IpM CUCTEMHON CKIepOfepMUM, Marmynsl [oT-

OepHBIX CyCTaBOB, CyCTaBa MKy PYKOATKON U TEZIOM TPyu-
HbI 11 G1OPO3HO-CBA30YHBIX CTPYKTYP 9TOit 0bmactn (puc. 2).
Eme ogna yaukanbHada xapakTtepuctuka OAIITK - nopakenne
KOCTHOJ TKaH) — MHOTOOYaroBbIil OCTENUT C BOBIeYeHNEM KaK
KOPTMKAJIbHOTO, TaK M TPabeKy/NAPHOTO OTHENOB KOCTEH U
PpasBUTMEM CHayasIa JeCTPYKIUIA, a 3aTeM U30BITOYHOTO KOCTe-
06pas3oBaHyA (OCTEOCKIEPO3a U TUIIEPOCTO3]).

KnuHnueckasa KapTuHa

TPOHA U «PyKa MeXaHMKa» IIpU JePMAaTOMMO3UTE, JUTUTAIb-
HBIIT apTepuuT (04aroBble HEKPO3BI KOXKM BOKPYT HOITEBOTO
JIOXKa) TIPY CEPONO3UTUBHOM PEBMATOMAHOM apTpuTe U Ap.
ITOT CIUCOK MPOJOKAET OCTEOAPTPOIATIS IIepeNHel YacTu
rpynHoit kinetkn (OAIITK) - cBoeo6pasHbIil 1 3aIIOMIHAIO-
LIMIICS CUMITTOMOKOMIUTEKC (puc. 1).

OAIITK - 3TO KIMHUYECKUI CHHPOM, CBOEOOpa3HOE IO
JIOKa/IM3aluy BOCIajieHVe ONOPHO-ABUTATe/IbHOTO allllapara:
[OpaXKeH1e BePXHENl 9acTy IPYAVHBI, COWICHSIOMMXCS C Hell
KJIIOYNI] M BEPXHUX pebep, IPYANHO-KII0UYNYHbIX, [PYAUHO-Pe-

OcHoBupiMu KmyHM4eckumu cumnromamy OAIITK sasrs-
10Tcsl 60/b U 6O/Ie3HEHHAs! [IPUITYX/IOCTD B «30HE HAEKOJIbTE»,
PacIpOCTpaHALIAACA HA PYKOATKY TPYAMHBI M IIPU/IETAIOLIe
K Hell KOCTHO-CYCTaBHble CTPYKTYpPbl U MATKMe TKaHU. OTek
MOXXET COIIPOBOX/IAThCS APKOII («IIbUIAOIelT») TUIepeMueit 1
runepTepmuest Koxu. Bonb Hepenko ObIBaeT CTOVKOI U U3HY-
psifoleli, Tak KaK IMOpakeHHbIe CTPYKTYPbI IOCTOSHHO HAaXO-
IATCA B IBUOKEHNM, YYaCTBYA B IbIXaHUM. boneBble olyiieHns
MOTYT HPUBOAUTD K OTPaHMYEHMAM JIBVDKECHMII B IIEIEBOM
osiCe, CTAHOBUTCSL GOIBHO TIOXKMMATD II€YaMMU, TOJHIMATD
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Puc. 1. OANIK y naymnenra H. (39 net) c cungpomom SAPHO:
ApKOe BocCnaneHne B 061acTy rpyAnHbI U1 COEAVHAIOLIXCA C
Heli Kniouny n pe6ep; BbipaXKeHHbIN OTEK MOAKOXKHbIX TKaHel 1
runepemus Koxu (BepxHue ¢oto). CunHTurpadus ckeneta (*>mrc,
coeavHeHHbIN ¢ docdaTamm): 3HauUMTeNIbHOE HakomnieHne PO
NPEeNMyLLECTBEHHO B PYKOATKE 1 TeNe rpyAnHbl, rPYANHO-KNoUnY-
HbIX CycTaBax (6osiblue B MPaBoOM) — KapTUHa «ronoBbl 6bika» (bull's
head) - yka3zaHo cTpenkoin. OuaroBas runepoukcaums Habnogaetca
TaKXe B naTepanbHOM OTAeNe NPaBOW KITIOUMLIbl U FONTOBKax nieyve-
BbIX KOCTel (cobcTBeHHOe HabnoaeHue [1]).

PYKM BBepX 4epes CTOPOHY, YMXaThb M KalLIATb. BosmoxkeH
apTpUT MaHYOPMOCTEPHATLHOIO CycTaBa — BO3HMKaeT 6o-
JIe3HEHHbIIT IVIOTHBII OTEK 3TOit 0bmacTu. Bocmanenne peako
IIEPEXOUT Ha HUYKHIOK 9aCTh IPY[MHbI M OTHA/IeHHbIE OT Hee
OT/ie/Ibl TPYHOI KIeTKM. VI3MeHeHMst 4acTo OBIBAIOT BYCTO-
POHHMMI, HO OOBIYHO HECMMMETPUYIHBIL.

Knunuyeckne mposiBIeHMs yallle PasBUBAITCA OCTPO, HO
BO3MOXXHO M IIOCTEIIEHHOE BOBJIEYEHME B IIaTONOIMYECKUI
IIPOLIeCC OT/ENbHBIX CTPYKTYP, KOria GopMIpOBaHue IIOMTHOM
KIMHUYECKON KAPTUHbBI PACTATMBAETCA HAa HECKONbKO MecH-
nes. OAIITK MoeT BO3HMKHYTb B M060M BO3pacTe, B TOM
qucie y feTeil U MOXUbIX mofeit. Cpennuii Bo3pacT Havaza
aTOro cuHApoMa cocrapydAet 30 et. Heckonbko yamie 3aboe-
BAIOT JKEHIIVHBI.

JlabopaTopHble Nnpu3HaKu

OAIITK xapakrepusyeTcsi He TOTbKO OCTEUTOM, HO ¥ apTpu-
TOM I'PYAMHO-K/TIOYMYIHBIX ¥ TPYAVHO-peOEePHBIX CYCTABOB C fie-
CTPYKIVeN ¥ ICXOTOM B aHKIJIO3, @ TAKOKe BOCTIa/IeHNeM IIpuJIe-
TaIOIVX MATKVX TKaHell (SHTe3UT M INTaMEeHTUT) C TeH/ieHIIMelt
K VX Kanpiyukanym u occudukanym [2]. Takoe MHOrOKOMITO-
HEHTHOE INOpaXKeHNe CTPYKTYP OIOPHO-[BUTATEIBbHOTO alllla-
paTa OOBACHSET UCIIONb30BAHNE TEPMIHA «OCTEOAPTPONATIL»,
XOTS pAJi aBTOPOB HPENNOYNTAIOT Ha3bIBaThb STOT CUMIITOMO-
KOMIUIEKC apTpo-ocrentoM [3]. [cTonornyeckue n3aMeHeHMs
HecrelpuYHbI, IePBOHAYATBLHO PasBUBAETCS IIPEMMYILIeC-
TBEHHO HENTPOPUIbHOE BOCIATIEHNe, OTEK U OCTe0bmacTmuyec-
Kasg KOCTHas pe3opOuMsA; paHO IPUCOENVHACTCA PEaKTUBHOE
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Puc. 2. AHaTOMUYecKMne CTPYKTYPbl, NopaXkeHrne KOTopbIX
TMnnyHo gna OANIK

MNepenHsas rpyamHo- MexiounyHas  PebepHo-KntoumyHas
KIO4MYHas CBA3Ka cBs3Ka CBfA3Ka
CycTaBHbliA

PebepHbiii
XPALL,

rPyAnHbI

IpyanHo-pebepHble

pyanHo-pebepHas ceaska - CyCTaBbl

KOCcTeoOpa3oBaHye. B 1eioM 3TV M3MeHeHMSI HEOT/IMYMMBI
0T OaKTepMaNbHOTO OCTEOMMEINTA, OFHAKO Pe3y/IbTAThl MIU-
KpOOMOTIOTMYEeCKUX MCCIENOBAHNIT OMOICMOHHOTO MaTepuana
BCeria OTPMILATE/IBHBI, 3a UCK/IIOYEHNEM eIMHNYHBIX CTydaeB
Boienenust Cutibacterium acnes, CANTAIOLMXCS] KOHTAMIHAHTA-
M. Ha 60stee mO3[HMX CTafMsAX BOCIATNTEIbHBI NHQUIBTPAT
IIpefiCTaB/IeH IpeuMYyllecTBeHHO T-mmmdonnTamy, ocTpora
BOCIIA/INTEIbHON PeaKLMyl CHIDKAeTCs, OTMeYaeTCss HOBOOOpa-
30BaHue Tpabeky 1 ¢pruépo3 KOCTHOro Mosra [4-6].
ITposiBnennit o61ero xapakTepa, Kak MpaBUIO, HET, B ey-
HIYHBIX CTy4asx BO3MOXKHa mxopapka. CrennpuaHbIx 1a6o-
PaTOPHBIX MapKepoB He HaiiieHo. OOBIYHO MOBBILIAITCS MO-
Ka3aTe/Iy aKTUBHOCTY OCTPO(a30BOro BOCIaneHns (CKOPOCTh
ocefaHus spuTpouuToB, C-peakTuBHblil 6enox). Hacrora
HLA-B27 He noBbliieHa. AyToaHTHTeNa (peBMAaTOMUMHBIN, aH-
TUHYK/IeapHblit GaKTop ¥ [p.) He BeIAB/IAIOTCS [7-10].

JlyueBana gnarHocTnka

VI3MeHeHMsI ONOPHO-[IBUTATE/IbHOTO AIIapaTa, IPOUCXOMA-
mue mpu OAIITK, MoryT 6bITh HAaIIAZHO IPOJEMOHCTPUPO-
BaHBI C IIOMOIIBIO Pa3IMYHbIX BU3Ya/TM3aLMOHHBIX METOJOB.
Pannue nsMeHeHMs — OTeK KOCTHOTO MO3Ta, MATKUX TKaHell 1
CMHOBUT — JIy4IlIe BCETO OOHAPYXMBAIOTCS IIPU MAaTHUTHO-pe-
3oHaHCcHOI ToMmorpadum (MPT) [2, 10-12]. etanbHbliil aHa-
m3 MPT y 71 nauuenra ¢ cuapomom SAPHO - cunosur +
aKHe + IyCTyes3 + rumepocTos + ocrent (coderanne OATITK
C NTAJJOHHO-TIOAOIBEHHbIM IycTynesoM — JIIIII unu unBepc-
HBIMM aKHe) IMOKasaJl, 4TO TpUaja STUX PaHHUX M3MEHeHMUI
Hab/II0fja/Iach COOTBETCTBEHHO y 89, 69 1 90% maryenTos [12].
OTex KOCTHOrO MO3ra IpeoOJafan B PyKOSITKe TCPYAMHBI,
1-x rpyauHO-pebepHBIX CycTaBax U KIOYMIAX. B BepxHeit
YacTy Tefla TPYAMHBL M I'PYAMHO-KIIOUMIHBIX CyCTaBaX OTEK
Hab/miofazicsi IpYMepHO y 1/3 IaIeHTOB M HAMHOTO peXxe
HaliJleH B CpeJHEN M HVDKHEN 9acTy Tefa IPYAVHBI U 2—6-X TPY-
AMHO-pebepHbIX cycTaBax (puc. 3). VisMeHeHMs KocTell Bcerna
COIPOBOX/IA/IUCh OTEKOM ITPUIETAIOIMX MATKMUX TKaHeit. Cu-
HOBUT (BBIIIOT) 3apeTUCTPUPOBAH IpenMyliecTBeHHO (Y 76%
MALMEHTOB) B TPYAUHO-KIIOYNYHBIX CycTaBax u pexe (y 16%
MALMEHTOB) — B TPYAMHO-PeOEPHBIX CyCTaBax.

Vismenenust Ha MPT 6butn HecummerpuyHbl. KommaectBo
30H BOCHAJIEHNs Y OfIHOTO MALMEHTa COCTAB/IANIO B CPEJHEM
4,8+3,4 (n3 18 yumuTeIBaeMbIX) U BapbupoBaao or 1 mo 17.
Hepenko o6Hapy>XMBanuch yTONMIIEHNEe MATKUX TKaHel, BbI-
3BaHHOE OTEKOM, U BOCIIA/INTebHbIe MHPUIBTPATHL B PETPO-
cTepHanbHON ob6mact. OTeK MATKMX TKaHEN MOXXeT ObITh
BBIPQ)KEHHBIM U MHOIZIA IIPUBOAUT K CHABTICHNUIO MOAK/TIOUNY-
HBIX BeH WM UMUTHpPyeT MiMdoMbl. Hapaay ¢ BocraneHueM
oTMevanuch (mpu 6osee IINTENPHOM T€YeHMY 3a00/IeBaHNIsA)
u xpoHndeckre (cTpykrypHble) MPT-usmeHeHus B Buge oc-
cucukauny pebepHO-KIIYNYHBIX, I[PYAUHO-PeOEPHBIX 1 TPy-
IVMHO-KIIOYMYHBIX CBA30K, TMIIEPOCTO3a K/IIOUNUI] M TPYAVHBI,
XKMPOBOJ MHQUIBTPALMM KOCTHOTO MO3ra 1 (pOPMUPOBAHMS
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KOCTHBIX MOCTMKOB. BbI/10 06palieHo BHMMaHUe Ha BBICOKYIO
gacToTy (y 92% manyeHToB) pa3HOOOpPa3HBIX U3MeHeHMil I pe-
Oep (KOCTHBII OTeK, OccuUKaIIs XPsILiia U HePUXOHAPUS, TH-
[IEPOCTO3) ¥ PACIIONOKEHHBIX PSIfOM MATKIUX TKaHeil [2].

ITpu OAIITK meMOHCTpaTMBHA CLUHTUIpadus cKemeTa C
TeXHel[yieM, CBA3aHHbIM ¢ (ochaTHBIMU coefyHeHuaAMM [13,
14]. 9TOT MeTOZ TO3BOMIAET HAMTY M3MEHEHNA Y>Ke Ha PaHHUX
CTafusxX 1 0COOEHHO Lie/ieco00paseH i CKPMHUHTA 6eccuM-
IITOMHBIX 30H MOpa)keHMs (II03BOHOYHVK, MeTa(puabl [IMH-
HBIX KOCTeil ¥ fIp.), KOTOpble MOTYT BO3HMKATDb y IMAaLlUEHTOB
¢ curppomoM SAPHO wmnn XxpoHyndeckuM HeGaKTepuaabHbIM
octreomuenutoM. I OAIIIK cunraeTcsa TMOMYHBIM IpeUMY-
ILleCTBEHHOE HaKoIlIeH1e paguodapmmpernapara (POII) B py-
KOATKe TPYAVHBI M TPYAVHO-KIIOYMYHBIX CYCTaBaX, HAIIOMU-
Halolllee TO/IOBY ObIKa (CUMIITOM «TOJIOBBI ObIKa»); CM. puc. 1,
HO Takas KapTMHA HabmofaeTcst peaxo. bombiielt guarHocTu-
yeckol 1eHHocThIo obmagaet metor (¥F-FDG) II9T/KT wim
[I9T/MPT, mnosponAmomuil MOTYyYUTh KaK CKPUHIHIOBYIO
MHGOPMALMIO PACIPOCTPAHEHHOCTH IIATOMOTMYECKOTrO IIPO-
1jecca, Tak 1 ToMorpagudeckme MofPOOHOCTI O 30HaX Mmopa-
xeHus [15]. He menee nudopmarusua u MPT Bcero Tena [16].

IMockonpky B passutum OAIITK cymecTBeHHYI0 ponb urpa-
€T OCTEWT, VATHOCTIYECKYI0 IIEHHOCTb MMEIOT PEeHTTeHOBCKIE
MeTOofBI, 0cobeHHO KoMmbrotepHas tomorpadust (KT) [2, 17, 18].
ITepBOoHAYa/IbHO BBIAB/IAIOTCS TUTUYECKIE U3MEHEHIS Mefiyaib-
HOTO OTJe/a KTIOUNIIbI ¥ IIePMOCTaIbHOEe 00pasoBaHye KOCTHON
TKaHy, ObICTPO opmupyeTcs occudukalms pedepHO-KIoInd-
HOJ CBA3KM. 3aTeM IIPUCOENVMHSIOTCS IPU3HAKM apTPOIATUM
MaHyOPMOCTEpPHAILHOTO, TPYAMHO-KIIOUMYHBIX U TPYAMUHO-pe-
GepHBIX CYCTaBOB (3pO3MUM U PaCIUVPEHIIe, 3aTeM Cy)KeHIe LIe/l,
OCTEOCKIIepO3 COWIEHSIOMINXCS OTIENOB); pUC. 4, 5. Ouarosas fie-
CTPYKLVIA TPY/AVHBL, K/TIOUNL], TIEPEFHIX OTPE3KOB pebep, a TakxKe
npomigepanya KOCTHOI TKaHU B BUJie TIEPUOCTUTA, TUIIEPOCTO3a
KOCTell, MIX HepaBHOMEPHOTO CK/Iepo3a HAIlOMUHAIOT KapTUHY
OCTEOMMENNTA.

B panbHeifmeM HabMIOGaeTcsi MpOrpecCUpOBAHUE OCTEO-
CKJIepo3a 1 TUIEPOCTO3a MOPaKEHHBIX KOCTEH, BO3MOXHO
pasButue aHKuno3a cycraBos [18]. Ina OAIITK xapakrepeH
TaK)Ke MPOLecC KanbLpuKanym 1 0CCUPUKALMY BOCIIATeH-
HBIX MSATKVUX TKaHell, CBA30K, Xpswielt u pedep. [nmepocros u
OCTEOCK/IepO3 KIIIOYNI] COXPAHSIOTCA B T€YeHUe MHOIMX JIeT,
HOCTEIIeHHO PacHpOCTPaHAACh Ha JIaTepasbHbIe OT/ENBI [2].

ITponudepanns KOCTHON TKaHM CYUTAETCS ITIABHOM OCO-
OEHHOCTBIO MATONOTMYECKOTO IIPOLecca, OTMEYAIOLIEeTOCs
npu OAIITK, 4To mocny>kuno ocHoBaHMEM JJIA ellle OfHOTO
CUHOHNMMA 9TOTO CUHAPOMA: IPYyAUHO-PeOepHO-KII0IMIHbII
runepocros3 — I'PKT (sternocostoclavicular hyperostosis) [19].
Tunu4HO XpOHMYECKOE TedeHMe C 000CTPEeHNAMY U PeMUCCH-
sIMU, BO3SHVKAIOIIVMY KaK CIIOHTaHHO, TaK U TOJ, BIIVISTHMEM Jle-
veHus1. CepbesHble OCTOXHeHMsI (HapyureHus: QyHKLUM, Tpe-
OyrolLye OPTOIERNYECKOI [TOMOLII) BCTPEYATCS PeRKo [7].

AnddepeHymnanbHana pnarHocTnka

OAIITK Bo Bpaue6HOIt HpaKTHUKE BCTPEYaeTCs PERKO, U
XOTA CO BpeMeHM OIMCAaHMA STOTO CMHAPOMA MPOIIO He Me-
Hee 50 jeT M Omy0IMKOBaHO OO/bIIOE KOMMYECTBO HAOIIO-
IeHMIl, [UATHOCTMKA IO-TIIPeXHEMY BBISBIBAeT TPYLHOCTU U,
KaK IPaBUJIO, 3afIlep>KMBAeTCA Ha HeCKOJIBKO JleT (IO JaHHBIM
A. Ramautar u coasrT. [7], B cpegHeM Ha 5 jet). [lnarnoctuka
0OBIYHO OOJIerdaeTcsi ¥ YCKOPSETCS, eC/IM Y IAalVMeHTa BbISAB-
JsIeTCA OfMH M3 ABYX AEPMAaTO30B, KOTOPbIe 3aKOHOMEPHO CO-
nyrcrBytoT OATIITK, - JIIII vy akHe (06BIYHO OCTIOKHEHHBIE,
acne conglobata, Wiy rHoiHb ruapagenur). JIIII nabnropa-
eTcst mpuMepHo y 30% marmentos ¢ OAIITK [7],a akne — pexe
(8%) [7], oTi mepMaTO3BI MOTYT NpPEAIIECTBOBATD OCTEOAPTH-
KY/IAPHBIM IIPOSAB/ICHUAM, BOSHUKATh OTHOBPEMEHHO C HUMU
VUYL IPUCOEVHSTBCS TIO3Ke.

JITIIT xapakTepusyeTCsi CKOIUIEHVSIMU CTEPU/IbHBIX IIyCTY/I
UCK/TIOUNTEIbHO Ha JIAJIOHAX 1 mofomBax (puc. 6). Ha magonsax
U3MeHeHMsT 0OHAPY)KMBAIOTCS [IPEMMYIIECTBEHHO B 06macTn
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Puc. 3. MPT (pexxum T2 STIR) nayumenTku (I, 27 net) c OANIK
(cunapom SAPHO). OTek KOCTHOro MO3ra PyKOATKW 1 Tena rpyamnHb,
MeamnanbHbix otaenos |l v il pebep; BbINOT B NONOCT MaHy6puo-
CTepHabHOro CcycTaBa (cobcTBeHHOe HabnoaeHme).

Puc. 4. KT nepepHe-BepxHell YacTy rpyAHOI KNETKN NaLneHT-
ku ., 54 ropga, c OANIK (cungpom SAPHO). CneBa (kopoHap-
Has NIOCKOCTb): 3PO3NPOBaHME COUNIEHEHS PYKOATKM C TENOM
rPYANHDI, @ TaKXKe COUNTEHEHNI PYKOATKM C Ktounuamu (cnesa ¢
paclwmpeHrem Wwenm); HepaBHOMEPHbI OCTEOCKIEPO3 PYKOATKM.
CnpaBa (akcmanbHasa NNOCKOCTb): AECTPYKUMA Y YaCTUYHBIN aHKK-
1103 FPYAUHO-KITIOYNYHOIO COUNIeHeHNA, pacluMpeHre (rmnepocTos)
1 NepecTporika KOCTHON CTPYKTYPbl MeAnanbHOro oTaena npasom
Knounubl (cobcTeeHHoe HabnoaeHye [1]).

BO3BBIIIEHNs OOJBIIOrO Mablia ¥ MU3MHI, a Ha IOLOLIBAX —
10 6OKOBOJ1 [TOBEPXHOCTH, HA OOKOBOI 1 3aj{Heil II0BEPXHO-
CTH TIATOK, peXXe — B 00/acTy IofgbeMa CTOIL. Pasmep mycTyn
He6OJIbIION, NX puaMeTp He mpepbimaer 0,5 ¢cM, OHM YacTo
IBYCTOPOHHME, BO3HMKAIOT Ha 9PUTEMATO3HOM OCHOBaHUM,
MOTYT CONPOBOXXZATbCA JleCKBaMallyiell SIMUAepMICa, TPELt-
HaMM, TunepkepaTo3oM. CBOMICTBEHHA TEHAEHIUA K KPOBOTO-
YMBOCTHU M MeCTHBIM 6071sM. IIycTymbl MOTyT 3a)X1BaTh Yepes
HECKO/IbKO JHeil ¢ 06pasoBaHeM KOPMYHEBBIX MaKy/l /N
TUIIEPKEPATOTUYECKUX OJISIIIIEK, HAIOMMHAINX OOBIKHO-
BEHHDII1 TICOpMa3, HO HEPEeKO OTMeYaeTcsl peluanBIpyollee
TedyeHMe JiepMaTuTa Ha MPOTSHKEHUM BCell >KM3HU IMallMeHTa.
ITycTynesHble 31eMEHTBI B PEIKMX C/Ty4asAX MOTYT BOSHUKATD B
IPYTUX perMoHax Tefla, HalpyMep Ha IIPeIIedbsx, Thijle CTOII,
TOJIEHsIX, B 00/1aCTV KOJIEHHBIX CYCTAaBOB U Ha ATOAMUIAX. Y 4a-
ctu nauyeHToB ¢ JIIII1 BO3HMKAIOT M3MeHeHUsI HOTTel, HeOT-
JINYMIMBIE OT TICOPUATUYECKUX.

JIIIIT cumraeTcsi XPOHMYECKMM BOCHAIMTEIbHBIM 3aborte-
BaHMEM 13 IPYIIIBL HETPOPUIBHBIX JEPMATO30B, B KOTOPYIO
TaKKe BXORAT cuHApoM CBMTa, TaHTPEHO3HAasA NUONEPMIS,
60mesnp Bexuera (ee CIM3UCTO-KOXKHBIE TIPOSIBIIEHUA) U PAL
apyrux 6osesHeir. 9tu 3abomeBaHMsA OOBENMHEHBI HAMYMEM
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Puc. 5. KT o6nactu rpyanHbl (aKcuanbHasA NoCKOCTb)
nauuenTa H., 39 net, c OANIK (cunapom SAPHO): gecTpykuusa
couneHeHusa mexay |l npaBbim pe6pom 1 rpyANHOIA, ouaroBas
occudpuKauma xpawa couneHeHna mexay |l neBbim pe6pom n
rPYANHON, HepaBHOMEPHDIN 0CTEOCKNEpo3 1 NepuoCTUT Tena
FPYAVHbDI, BbipaXKeHHbIli OTEeK MATKNX TKaHel Knepeau oT rpy-
AvHbl (co6¢cTBeHHOE HabnogeHne).

Puc. 6.JINN y naunenTtkn C., 27 net, c cungpomom SAPHO
(co6cTBEHHOE HabnoaeHNe).

CTEPUIBHOTO, IPEMMYIeCTBEHHO HETPOPUIBHOTO MHOMIb-
Tpara, BblABIAeMOro rucronormdecku. Ilycrynsr mpu JIIIII
cTepuIbHbL, 6akTepuit (B ToM unucne Propionibacterium acnes)
B HUX HE COfIEPXKUTCA.

OAIITK pasBuBaercs npumepHo y 20-30% manmeHTOB C
JITIIL. OAIITK MOsXeT pUCOefUHATBCA K YoKe CYLeCTBYIOINM
KOXHBIM M3MeHeHMsM (Jale), HaYMHAThCS OHOBPEMEHHO C
HVMY WM BO3HUKATh Yepe3 PasHbIll CPOK (MHOITA Yepe3 MHO-
ro siet) nocte passurtus JITIII [20]. iHoraa KOCTHO-CycTaBHbIE
IIpoO6/IeMBI OIlepeXXaloT IycTyes. YeTKas CBsI3b aKTMBHOCTU
filepMaTUTa C aKTMBHOCTBIO OCTEOAPTPONATUU HAOIIOfaeTCs
penko. Xorst JIIII — xpoHndeckoe 3aboneBaHue, HO IAIY/IbI
He BCer/ja ObIBAalOT 3aMETHBIMMU, TeM Oo0jIee Ha MOJOIIBAX CTOII,
U3MEHEHNA KOXXU B OT/e/NbHbIe IePUOJIbI BPEeMEHM MOTYT BBI-
IANETH KaK IMIepPKepaTos U pacTpecKyBaHMe KOXI, I03TOMY
HeoOXOIMM aKTVBHBIII PacCIpOC ¥ OCMOTP IIALMeHTOB.

CrelyeT 3aMeTHUTb, YTO IIYCTY/Ie3 NafjOHEN U MOJOIIB MOXKET
OTMeYaTbCsA Y MAIMEHTOB C IMPOCTHIM (O/IAIIeYHBIM) ICOpUa-
30M APYIMX JOKanM3anuit (ICOpMaTYecKuit yCTyes Mafo-
Heil U TOfOLIB), M y TaKUX IAIIEHTOB BO3MOXKHO Pa3BUTIE
IICOPMATUYECKOTO apTpUTa/CIOHAMIOAPTPUTA, B TOM UMCIIE C
IopaXkeHMeM CTPYKTYp HepefiHell YacTu TpyRHo KineTKu [21].

Ilenecoo6pasuo otmmdare JIIIIT OT myCTy/IE3HOTO JIOKA/Ib-
Horo akpogepMaruta Amtono (Hallopeau), xoTopomy cBoii-
CTBEHHBI IIyCTY/BI, JIOKAIMU3YIONIeCs MCKIIOYNTEIbHO Ha
KOXe IVCTATbHBIX OTHENOB Ia/lblieB KVCTel M CTOIH, OKOJIO
HOTTEBOTO 0)kKa. Hepeko BO3HMKaeT OHMXOIIATHA, HAIIOMM-
HaIast ICOPUATUYECKYI0. Y MALMEeHTOB C 3TUM [ePMaTO30M
OIMCaH IICOPUATUYECKUIT apTPUT, B TOM YUCTIE C TOPaKEHUEM
AucTanbHBIX Mexdananroseix cycraBos; OAIIIK ne Tnmmy-
Ha [22].

Baxxno umers B Bupy, yto OAIIT'K He sBngerca camocTos-
Te/IbHBIM 32060/IeBaHIEM 1 IIPECTABIIET COOOIL, CKOpee BCero,
OIVH U3 KIMHNYECKNX BapMAHTOB XPOHUHECK020 Hebakmepu-
anvnozo ocmeomuenuma (XHO) — ayToBOCIIa/INTENBHON He-
nHbex1onHoit 6onesnn kocreit. XHO omucan B 1972 1. [23].
ITomumo OAIITK BeipensioT (puc. 7) Bapuant XHO ¢ nsonu-
POBaHHBIM HOpPa)KEHMEeM HIDKHeN JemocTn (U301UposanHblli
OUPPy3HvIlL CKIEPOSUPYIOUSULL OCIMEOMUETUM HUNCHEL Yemto-
CMu) ¥ BapMaHT C MHOXECTBEHHBIMHU OdYaraMy IMOPaKeHUs
(xponuueckutl peyuouUsUpyIOWUL MyTLMUPOKANTBHBITE OCe-
omuenum - XPMO) [7]. 3ToT nocneqHnil BapuaHT dalle Ha-
6mropaeTcs y eTel, Ayl Hero XapaKTepHO IpeuMyIeCTBEHHOe
mopaxxeH1e MeTay30B JUIMHHBIX TPyO4aThix Kocreit. XHO
OIIMCAaH M Y B3POCTBIX [7], er0 0COOEHHOCTAMU CYUTAIOTCA
mpeobafanne N3MEHEHNIT He B IepudepuieckoM CKeneTe, a
B IIepeHeM OT/ie/e TPYHHOI KIeTKM, a JOIOMHUTETbHbIE 13-
MeHEeH Yallle HAXO[AT B IO3BOHOYHMKE Y HYDKHE YeTI0CTH.

ITpaxTiyeckoe 3HadeHMe ITOi KIacCupmKaluy COCTOUT B
TOM, 4TO y Kaxkzoro nanuenta ¢ OAIII'K ny>xHO oueHMBaTH

Puc. 7. KnuHnueckasa knaccupukauyumsa XHO y getein n B3pocnbix [7].

| XHO |

Y

Y B3pOChbIX

—

AKCvanbHbIli ckenet |

Y

Y netein n nogpocTKoB

MpenmyLLecTBEHHO Nnepudepnyeckmin
CKeJNeT + akCuanbHbIl CKenet

Y Y Y

Y v Y Y

U3onupoBaHHbIii N3onupoBaHHblii FPK-o6nactb +

TPKT: b Py3aHbIin [OMNOJSIHUTENbHbIE
* UBMEHEHMS, CKNIepOo3npyIoLLUiA nokanusauum
orpaHuynBaromecsa ocTeoMuenur: B cKenere:
PK-o6nactbto * N30/IMPOBAHHbIE * MO3BOHKMN
U3MEHEHUSA HUXHEN * HWKHASA YENKOCTb
4encTu * KpecTew/

noaB3a0LWHada KOCTb

CuHgpom SAPHO: XPMO XPMO

* U3MEHEeHNs ckenera: Kak nposiBnexHne
aKcuanbHble n/vmnm reHeTuYyecKkux
nepudepmnyeckme CUHAPOMOB:

* BHECKENETHble + cuHapom Mapxunaa
N3MEHEHUS: - DIRA
KOXHble (JIMM, « PAPA
OC/IOXHEHHbIE aKHE),
nopaxeHue
CyCTaBOB

Mpumeyanue. MPK - rpyamHo-pebepHO-KMoUNYHbIA.
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BO3MOXKHOCTD CYIeCTBOBaHMA (PasBUTH B OYAYLIEM) M3Me-
HEHUI1 OIIOPHO-[BUTATe/IbHOTO aIlllapaTa BHe IlepefHell Ipyh-
HOJI KJIeTKI. B niepBy10 04epesib 3TO NO3BOHOYHMK U KPECTLO-
BO-IIOAB3/IOIIHbIE CYCTaBbl. Y B3pOC/bIX HanyeHtos ¢ XHO
JOBOJILHO 4acTO CYIIECTBYIOT >Ka/oObl Ha 6O/MU M orpaHudye-
HUA IBVDKEHUN B TeX M/IM MHBIX OT/eNlaX O3BOHOYHMKA, a TaK-
e B 00/1acTV CAaKpOM/IMA/IbHBIX CYCTABOB.

A. Ramautar u coaBT., HabmopaBmMe OONBIIOE YNCIO
B3pocbIx nanyueHToB ¢ XJIO u nopakeHueM IepefHEro OT-
Herna TpyAHoIl KmeTku (n=213), ycTaHOBMIN, YTO y 72% manm-
entos umMen mecto I'PKI, a y ocTanbHbIX 59 manyueHTOB OTMe-
YaJIICh JOIONTHUTENbHbIC U3MEHEHNA B aKCUATbHOM CKeJleTe.
9Ty M3MeHeHMs IO JAHHBIM CUMHTUIpaduu HabMOmanuch B
OCHOBHOM B I103BOHOYHUVKe (y 40 IaIyeHTOB), KIMHNYECKIe
e TIposiBlieHNst ()kanmo6sl Ha 6onn) — B 2 pasa pexe. VismeHe-
HIs epudepuvecKnx CyCTaBOB OTMEYAINCh PeJKO (TOMBKO Y
4 manueHToB — 1,9%). B aTOM uccefoBaHNM OTMeYeHa 3HAYM-
TelbHasA 4acTOTa OCTEUTa B HYDKHeN democT (y 20 manmeH-
TOB - 35%) [7].

ITo mauubiM X. Sun u COaBT., mpu 06CIefOBaHNMM 26 HAIi-
entoB ¢ cuHppomoM SAPHO jxano6br Ha 60my B LIENHOM,
IPYSAHOM M HOSACHMYHOM OTHe/IaX IO03BOHOYHMKA OTMeda-
JINCh COOTBETCTBEHHO B 23, 46 u 81%. Imnepdukcanmsa POII
(*’mTc) B IO3BOHOYHNKE 3aPETUCTPUPOBAHA HECKOIBKO PEXe,
B 001I[ell CIOKHOCTH ¥ 66% MaiueHToB (B weitHoM — y 16%, B
TpyHHOM — Y 44%, B IOsICHUYHOM OTzene — y 60%). B kpecrijo-
BO-TIOAB3/IOIIHBIX CYCTaBax CLMHTUIPpadNIecKue M3MeHeHNs
oTMevanuch y 32% nanueHnTos. [IpoBefieHue yepes HEKOTOPBIA
MHTepBaT BpeMeHM y oTux nanyuenTtos II9T/KT ¢ ncnonbso-
BaHyeM "*F-FDG mokasao Xopolilee COBIIafieHIIe Pe3y/IbTaTOB
9TVX IBYX M3OTOIHBIX MCCIefoBaHmit [15].

MoryT 6bITh HailffleHbl I PEHTTEHOIOTMYECKIE M3MEHEHMs
MIO3BOHOYHMKA B BMJE OCTeCK/IepO3a 3aMBIKaTe/IbHBIX IIIa-
CTUHOK, Pa3sBUTUA 9HTe30(UTOB MMM CUHAECMO(DUTOB, KIU-
HOBU/JHBIX fedopmanmii Ten ¥ (pegko) aHKUIO3MPOBAaHNS
Te/l IO3BOHKOB (puc. 8). DTy M3MeHeHNsI OOBIYHO OrpaHmde-
HBI OJHMM CEeTMEHTOM, HO MHOIZA pacIpOCTPAHAIOTCA Ha He-
CKOJIBKO COCEIHIX IT03BOHKOB. OHI HAIIOMUHAIOT U3MEHEHM S,
CBOJICTBEHHbIE aHKVIO3UPYIOIEMY CIIOHUINTY, HO He ObIBa-
10T CTONb pacipocTpaHeHHbIMH [2, 8]. CaKpOMIMMUT PasHBIX
PEHTIeHONMOTNYeCKUX CTafuii fuarnocTupyercsay 13-52% ma-
nueHTos ¢ cuaapomMoM SAPHO. Ha MPT MoHO 06Hapy»X1UTh
NPU3HAKM TIePeHeTO ¥ 3aJHEero CIOHAMINTA, apTPUTa HAYTO-
OTPOCTYATBIX CYCTABOB ¥ AKTMBHOTO cakponnmuura [2, 10, 24].

B mpuBefeHHON BbIllle KIacCUPMKALUN BbIfieJIeH CUHIPOM
SAPHO. OH omnucaH ¢paHIy3cKiuMy peBMaronoramu B 1987 r.
[25], mabmogaBmumu coueranue OAIITK ne Tonbko ¢ JIIIII,
HO U C akHe (KaK IPaBMIIO, TSDKENbIMM popMaM, TaKMMM Kak
MIApOBU/IHbIE aKHe ¥ THOMHBIN ruppaneHut). HaspaHue o6-
Pa3oBaHO IyTeM OObefUHEHN NepPBbIX OYKB CTeAyOLINX aH-
I7I0S3BIYHBIX TEPMMHOB: CMHOBUT (Synovitis; mepBoHa4YanbHO
OykBa «S» ob6o3Havanma cuHppoM - Syndrome), akne (Acne),
nycrynes (Pustulosis), rumepocros (Hyperostosis), octent
(Osteitis) u mpemyIokeHO (QPAHIY3CKMMU pPEBMATOIOTAMIL.
B nenroMm KMHMYeCKas KapTHHA M BU3YaIM3alIOHHbIE JaHHbIE
cunpipoma SAPHO He oTnM4aTCA OT MyCTY/NE3HOTO apTpo-
OCTeNTa ANOHCKUX aBTOPOB. YacToTa MOpaskeHMs CTPYKTYP
HepeHero oTAe/Na IPYAHOI KIeTKY Y IaIfIeHTOB C CUHAPOMOM
SAPHO npu Hanmymum akHe M y HALMEHTOB C IMYCTY/IE3HBIM
apTPO-OCTEUTOM NIPYMEPHO OAMHAKOBA, I09TOMY BBIfIe/ICHNE
9TOro CMHAIpoMa (KaK M TepMMHA «IYCTY/IEe3HbIl apTPO-0CTe-
UT»), Ha HAIl B3IJIsA], He nuMeeT 6onpinoro cmbicia. Hekoropsie
aBTOPBL, NIPaBJa, CIUTAIOT, YTO OTIMINUTENBHON YePTON CUH-
npoma SAPHO saBndeTcs 0THOCUTENIBHO YacTOe PasBUTHE ap-
TpuTa nepudeprIecKux CyCTaBOB, YTO He CBOJICTBEHHO JIpY-
rum ¢popmam XHO. Ilo faHHBIM MeTaaHasM3a MCCIETOBaHMI,
B KOTOpble BK/IIOYEHDI 642 B3pocibix manyenTa ¢ XHO (mpn
Hammanu OAIITK), mepudepudecknit apTpuT uMen MeCcTO B
24% cnyyaes [9]. CoobmaeTca B OCHOBHOM O MOHOApTpUTE
VLU OJIUTOAPTPUTE PasINIHBIX CYCTAaBOB, B TOM UVC/Ie METKIX
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Puc. 8. KT rpyaHoit KneTku (carmttanbHas NNocKoCTb) nayum-
eHTKu ., 54 ropa, c OANIK (cunapom SAPHO). Onpegensiotca
MN3MEHeHWs rpyaHOro oTAena Nno3BOHOYHMKA: KNMHOBUAHAA fedop-
Maums n cpawenue ten Thy, Thy, n Thy,, 3po3rnpoBaHne BepxHeil 3a-
MblKaTesIbHOW NAacTUHKM Thy, U HYXKHEN 3amMblKaTeNbHOMN NAaCTUHKN
Thy,, HEPOBHOCTb NepefHel MOBEPXHOCTU Tesl, MHOrOUYNC/IEHHbIe
YYaCTKM NPOCBETNIEHUA KOCTHOW TKaHw B Tenax Thy, Thy, n Thy,, 06-
LUIMPHbIe 30HbI OCTEOCKNepo3a B Tenax Thy, n Thy,, Kpaesble nepes-
Hye octeoduTbl. TakxKe 3ameTHa AedopmaLna PYKOATKN FPyAnHbI C
pacwmpeHmem (rmnepocTos) 1 dparmeHTauren BepxXHeii ee 4actu u
30HaMV NPOCBET/IEHUA 1 CKNIePO3a B HUXKHEN YacTyh (CO6CTBEHHOe
HabnogeHue [1]).

CYCTaBOB KIICTEN V1 CTOII, MHOIZA [aKe AMCTANbHBIX Mexda-
naHroBbIX. [lonmuapTput u JakTUINT penku. PeHTrenonormyec-
Kie M3MEHEHNH CYCTaBOB OOBIYHO OTCYTCTBYIOT. SIMOHCKMe
aBTOPHI YKa3bIBa/IN Ha Pa3BUTHe HepudepriecKoro apTpuTa y
17 u3 52 (32%) HalMeHTOB C MyCTY/Ie3HBIM apTPO-OCTENTOM;
Yalie BOCHA/LANMNCh KII0UMYHO-aKpOMIa/IbHbIE CYCTaBh,  He-
CKO/TBKMX MAlMleHTOB HaOMIOfanuch M3MeHeHUs IsICTHO-da-
JIAHTOBBIX M IIPOKCHMMA/IbHBIX MeXX(a/laHTOBBIX CYCTaBOB, a B
eAVIHIYHBIX C/Ty4asiX — JIOKTEBBIX, KOMIEHHBIX, Ta300€eIpEeHHBIX
¥ TOJIEHOCTOIHBIX CYyCTaBOB [3].

IIpumenntensuo x npobmeme XHO, B ToM 4ucie um mpu
OAIITK, HY)XHO IpMHMMATb BO BHMMAHHE €llleé HECKO/IbKO
K/IMHWYECKM BaXKHBIX aCIIEKTOB.

B mocrnegHme rofbl ycTaHOBIeHO, 4To XHO MOXeT ObITh
OIHUM U3 TIPOABIEHUII HEKOTOPBIX MOHOT€HHBIX ayTOBOCIIA-
JINTENBHBIX 3a00JIeBaHMii, 0COOEHHO CUHApoMa Mampkuma u
cunapoma DIRA (deficiency of the IL-1 receptor antagonist —
nmedunut antaronucra peuenropa VJI-1) [26]. Cunopom Mao-
#uoa (Majeed) onucan B 1989 ., BbIsbIBaeTCA MyTaluell reHa
LPIN2, kogupytouiero 6emok munuH-2. Pa3ByBaeTcst B paHHEM
merckoM Bospacre. ITomumo XHO (wame B popme xpoHmdec-
KOTO PeLMANBUPYIOLIETO MY/IbTU(POKATBHOTO OCTEOMUENTA C
IpeVMYIIeCTBEHHBIM MOPaKeHNeM IIMHHBIX TPyOuYaThIX KO-
CTell), TUIIMYHO Hajay4uye XPOHMYECKO MUKPOLUTAPHON TH-
MOXPOMHOIT aHeMun U (Y YacTy MALMEHTOB) HENTPOQUIbHBIX
nepmarosoB (JIIIII, cungpom CBuUTa U TaHTPEHO3HAS MUOEP-
muist). Hepenko HaOMIORAIOTCS TakKe peUyAUBMUPYIOIast /-
Xopajika U remaTtociieHoMeramus. Hacnenyercs pelieccusHoO.
VmeeTcss BO3MOXXHOCTDh T€HETUYECKOI AMATHOCTUKYU — BBISIB-
neHys MyTanymy reHa LPIN2 [27].

Cunopom DIRA - ayTOCOMHO-pelieccHBHOe 3ab0/eBaHue,
obycmoBrenHoe MyTtanusamu reHa ILIRN, KOTOpBII KOAVPYeET
OeToK-aHTaroHNUCT penenropa uHrepieiikuna (MJI)-1. Jedu-
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IUT 3TOTO AaHTATOHNMCTA IPUBOAUT K YBEIMYEHMIO aKTUBHO-
cu WJI-1, obnafamomiero MpOBOCHATUTENbHBIM /e ICTBUEM.
3aboneBanne onycaHo B 2009 r., HAYMHAETCS, KaK IPABUJIO, B
paHHeM [eTCKOM Bo3pacTe (M3BECTHbBI OT/JE/NbHbIE CIyYam U
60rmee O3HETO Havama) M MPOSIBSIETCS] XPOHUYECKUM PeLy-
AUBUPYIOMIUM MYIbTU(OKATBHBIM OCTEOMUEIUTOM, HYCTY-
JIe3HOJ KOXKHOJ CBIIbIO, IOPa’KeHNEM JIETKNX Y IIeHTPalbHOM
HEpPBHOI1 CUCTeMBI. VIMeeTca BO3MOXXHOCTDb TeHEeTUYeCKOI y-
arHOCTHUKY (BbLAB/IeHNe MyTanuit reHa ILIRN) [28]. XHO Bos-
MOYKEH ellle IIPY OfJHOM TeHeTMYEeCKOM ayTOBOCIAIUTeTbHOM
3aboneBannu — cunopome PAPA (pyogenic arthritis, pyoderma
gangrenosum, acne) — ayTOBOCIA/IMTENbHBIN CUH[POM, Xa-
PaKTepU3YIOLNIICS KOMOMHALMeEl CTepUIbHOIO 9PO3UBHOTO
apTpMUTa, OCIOKHEHHBIX aKHE ¥ TaHTPEHO3HOi NUOJepMuu,
00ycnoBIeHHblt MyTaumsamu reHa 6emka PSTPIPI. Xapak-
TepU3yeTcsl COYeTaHUeM pelMUBUPYIOLIEro, «IIMOreHHOro»
apTpuTa (Ha caMOM Jielle pasBUBAETCA OCTPBIN, APKO BOCHA-
JINTENbHBINA, HO CTEPUIbHBIN apTPUT), @ TaK)XKe TaHTPEHO3HOI
IIMOJEepMUM U OC/IOKHEHHDIX aKHe. VIMeeTca BO3MOXKHOCTD Te-
HETUYeCKOI MUarHOCTUKN.

HsBectro, XHO (1 OAIITK) npumepro y 20% manyeHToB
MOTYT COYETaTbCA C SPYTMMMU XPOHUYECKMMM BOCHAIUTE/Ib-
HBIMM 3a00/IeBaHISIMY, Jalle Bcero ¢ 6onesHso Kpona u He-
criennpUIeCcKUM sI3BEHHBIM KOMIUTOM [29].

Kaxk y»xe ropopunocs, suarHoctuka OATITK o6bryHo 3amas-
fpiBaeT. Yalne BCero 9To 0O'bsACHAETCS HEJOCTATOYHOI HDOP-
MIPOBAHHOCTbIO Bpauelil. Ho B pAfe cydaeB BOZHUKAIOT TPYJ-
Hocty ipu pasrpanndenny OAIITK 1 mokanbHOro nopaxeHus
3TUX >Ke aHATOMUYECKUX CTPYKTYP IPU APYTUX 3a00IeBaHMIL:
OIYXOJISIX, MHPEKINAX, TpaBMax [30]. B aTux cinydasx o6brd-
HO HET IIOJTHOV KIVHWYECKON U BU3YaNN3allMOHHON KapTNHbI
OAIITK, a oTMe4YarTcs MUIllb OTAEIbHBIE 9/IEeMEeHThI, HATIOMU-
Halollie 9Ty HaTonoruio. B TpymHbIX cutyanusax tpedyercs
BCECTOPOHHSA BU3yanmsauusi M MOpOIorndecKoe mccieno-
BaHue. CuaapoM TuTtie sB/IAETCA EPUXOHAPUTOM CYCTaBHBIX
Y4YaCTKOB OJHOTO WM HECKOJIbKVMX BEPXHUX pebep, He COIpo-
BOXKJaeTcs peHTreHonorndeckumu 1 MPT-usMmenennamu, xa-
pakrepHbiMu i octenta npu OAIITK u He nporpeccupyer.

ITpn XHO (n OAIITK) umerorcsi OThe/bHbIE IPOSBICHMNA,
KOTOpble CBOJCTBEHHBI CIOHAWIOAPTPUTAM, B IIEPBYI0 Ode-
penb ICcopuaTUYeCcKOMY apTpUTY/CHOHMIOAPTPUTY, a TaKXKe
AQHKWIO3UpyoleMy crnoHmmnuty. Ilpu stux 3abomeBaHusIX
HepefKo HaOMIOaeTcss IMOpaXKeHNe TIPYAUHO-KIIOYNIHBIX,
K/TIOYMYHO-aKPOMMA/IbHBIX CYCTaBOB, MaHYOpPUOCTepHaIb-
HOTO COYIeHeHM, MHOTAA ¢ pasBuTueM gectpykumu [31]. Ha
MPT moryT 0OHapy>XMBaTbCsl OTHEIbHBIE BOCIIANUTEIbHbIE
M3MEHEHMS SHTE3UCOB 1 KOCTHOI TKaHU (OTEK) aHATOMUYEC-
KIX CTPYKTYp IlepefiHeit YacTu rpyfaHoit kinetku [32]. Ho mpu
CTIOHAWIOAPTUTAX He BosHUKawoT TunmyHble s OAIITK pe-
CTPYKLMSI U TMIEPOCTO3 KOCTEN, K/IbIIMHO3 ¥ OCCUUKALIS
MATKUX TKaHEN IIepefHeNl TIPYSHONM KIETKM, HEXapaKTEPHO
HopaXkeHVe TpyAMHO-pebepHbIx couneHenmit. ITpu OAIITK
nepudepudecKuil apTPUT, €CTIVE OTMEYAETCS, TO He CTAHOBUTCS
CTOVIKOIL V1 TIIPOTPECCUPYIOLeil IPO6IeMOoit, KaK Py CIIOHAN-
noaptpurax. ITpy XHO Bo3MOXeH caKkpOMIMUT U COHAMINT,
HO BepTeOpajbHble HapyLIEHN A, KaK IPaBUJIO, IOKA/IbHbI U He
IIPOTPECCUPYIOT B TAKOii CTEIIEHN, KaK IIPY aHKM/IO3UPYIOLIeM
cionayute [33]. 3arpynuenns B gy depeHUNanbHOM Ayar-
HOCTHMKe OOBIYHO paspelralTcs B Ipolecce HaOMOAeHUs 3a
9BOJIONMEN ITPOsABIeHMI [34].

OcHOBHbIe npuHUunbl nevyeHnA

JledeHue GOMBUIMHCTBA IALIMEHTOB C 3a607IEBAHMAMMU, CO-
nposoxparomumuca OAIIT'K, nposogurca nostanso. CHava-
J1a TBITAIOTCS IIOMOYDb IAI[MEeHTaM, IPUMEeHssI HeCTePOUHbIE
IIPOTYBOBOCIIAATENbHBIE IPENAPaThl UIX KOPTUKOCTEPOUIDI
B HeOO/bIINX 03aX BHYTPb [35]. Ec/iu B KadecTBe TPUITEpHOTO
¢dakropa OAIITK BoisiBisieTcss 09aroBasi MHGEKLNMs, VCIIONb-
3y10T aHTMOMOTUKK [36, 37]. AHTMOMOTUKM (TeTpalMK/INHBIL,
KIVHAMUIVH ¥ a3UTPOMMIIVH) MOTYT OBITH YCIIELIHBI B OT-
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HoueHuy akHe. OMMCaHBbI CIyYan SPKOro nede6Horo addexra
TOH3WISKTOMUM B oTHOIeHu kak JITIII, Tak u ocTeoapTpoma-
TUM y HaLMeHToB ¢ cungpomoM SAPHO u xponndeckum ToH-
suamuroM [38].

Ha crnenyromeM sTalle MCIOAb3YIOT CUHTETUYECKMe IPO-
TUBOPEBMATONIHBIE CPEfICTBA (METOTpeKcar, edIyHOMUS U
cynbdacanasuH) B J03aX 1 PEXNMAX, KOTOPble IPUMEHSIOTCS
IIpyu peBMaTouiHOM apTpute [39, 40]. AsbTepHaTUBON CUnTa-
10TCs 61chocdoHaTH, KOTOPBIE, IOMUMO aHTHOCTEOPe30pOu-
PYIOIIETO IefiCTBMA, 06/1a/Jal0T HEKOTOPBIM MPOTUBOBOCIATIN-
TenbHBIM 3¢ ¢exToM. Yale peKOMEHAYIOTCS MpemnapaTsl Ayt
[IAPEHTEPAIbHOTO IMPUMEHEHNs, IPEUMYIeCTBEHHO IIaMMu-
mpoHar (B mose 1 mMr/kr 1 pas B Mec WK B TON Xe [i03€ B Te-
yeHle 3 Moc/iefoBaTeIbHbIX AHEN Kakable 3 Mec) [39, 41-43].
VsBecTHbI enuHMYHbIE cOOOLIEHUS 00 3D PEKTUBHOCTY BHY-
TPUBEHHBIX MHQY3MIT 30/IeHIPOHOBOI K1cnoThl (5 Mr 1 pas B
6-12 mec) [44]. CyuiecTBYIOT HEMHOTOYMCIEHHBIE IyOINKa-
uuu 06 a¢dexrnBHOCTN ipu OAIITK anpemmacra (mHrm6m-
topa pocdonmacrepassr) [45].

B crydae pe3rCTEHTHOCTHM K YKa3aHHBIM METOHAM JIeIeHMs
WIN TIpY HeoOXONVMOCTM HOCTYDKEHNUS KaK MOXHO Ooree
ObIcTpOro 3ddeKTa y MaLMeHTOB C BHIPAXKEHHBIM OCTEUTOM/
apTPUTOM W/MIU JEPMATUTOM HPUOEranT K 61onorn4ecknm
npernapaTaM. Han6o/b1init OnbIT HAKOIIEH B OTHOIIEHUY MH-
rubuTopoB akTopa HEKpo3a onyxoeit a (MHGIMKCuMa0, afa-
numymab u ap.) [46]. YcreuHble pe3ynbTaThl TaKXKe HOTyYeHbl
B pe3y/bTare MCHOIb30BaHMA NHI1OuTOpoB MJI-17/23 (cexy-
knHyMa0). Toumnmusymab (uuruburop MJI-6) okasancs Head-
(dexrusen [47]. Ony6n1uKOBaHbI ITONOXXNUTEIbHBIE PE3YIbTATHI
npuMeHeHus pu cuappome SAPHO unrnéuropa sHyc-knHas
todauntuanba [48]. O6bIYHO TpeOyeTcst FIUTENbHAS IOA-
Aep>KMBalolas Tepanus. BemencTBue penkocTu 3abomeBaHms
OlLleHKa yKa3aHHBIX BbIIIe IIPEIapaToB B IBOMHBIX CIIEIIBIX
1a11e00-KOHTPOIMPYEMBIX MCCIEOBAHNUSX He IIPOBOAMIAC.

PackpbiTiie MHTepecOB. ABTOp [eKIapyupyeT OTCYTCTBHUE
SIBHBIX VI [TOTEHIMA/IbHBIX KOH(IMKTOB MIHTEPECOB, CBI3aHHDBIX
¢ nyOmuKalueit HaCTOsAIel CTaTbN.
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