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Ilpedcmasaeno kaunuueckoe HabadeHue, 8 KOMOPOM UMEAOCh COYEMAaHUe aKCUuaibHo2o cnonouroapmpuma (akcCnA) u xpoHuueckoeo pe-
YuoUBUPYOUe20 NOPAddCeHUs Koxcu 6 sude KoHen00amHblX akHe, eHoliHoeo eudpadenuma (I'T) ¢ ghopmuposanuem ceuwesvix x0008. B xode
duaeHocmuueckoeo noucka paccmampuganucs caedyrowue sabonesanus: I'l, cundpom SAPHO (cunosum, akne, nycmyaes, eunepocmos, oc-
meum), PASS-cunopom (eanepenoznas nuodepmus, akue, ankunosupyrowuti cnowduasum, I'T). Obcyxcdaromes evibop mepanuu y 0aHHo20 na-
YUEHMA U 803MOJICHOCIU UCHOAb308AHUS 2EHHO-UHIICEHEPHbIX OUoN0UMecKUX npenapamog npu akcCna u conymcmeyuem aymosocnanu-
MENbHOM KOJCHOM npouecce.
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We present a clinical case of combination of axial spondyloarthritis (axSpA) and chronic recurrent skin lesions in the form of acne congloba-
ta, hidradenitis suppurativa (HS) with fistulous tracts formation. During the diagnostic search, the following diseases were considered: HS,
SAPHO syndrome (synovitis, acne, pustulosis, hyperostosis, osteitis), PASS syndrome (pyoderma gangrenosum, acne, ankylosing spondylitis,
HS). The choice of therapy in this patient and the possibility of using biologic disease-modifying antirheumatic drugs for axSpa and concomi-
tant autoinflammatory skin process are discussed.
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Crnonaunoaptputsl (CnA) — rpyrmma XpoHMYeCKUX BOCIa- rpacdun (MPT) u reHetuyeckumu ocobeHHoCTsIMU. [Ipeumy-
JIMTEJIbHBIX 3a00JIeBaHMI1 T03BOHOYHMKA, CYCTABOB, SHTE3HCOB, 1IECTBEHHOE TOpaXkeHWe IMO3BOHOYHMKA U KPEeCTLIOBO-MOI-
XapaKTepHU3YIoIasacss OOIUMK KIMHUIECKUMU, PEHTTEHOIOTH - B310IHBIX cycTaBoB (KITC) — oTmuuTebHast YepTa aKCUasib-
YECKMMMW/BBISIBJICHHBIMM TIPY MarHUTHO-PE30HAHCHOW TOMO- HBIX CnA (akcCnA), SpKUM TIPEICTaBUTENIEM KOTOPBIX SIBJISIET-
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Puc. 1. Pyoust nocmakte Ha Koxce cnuHbl U 6ePXHUX KOHEUHO~
cmell (cmpeaku)
Fig. 1. Post-acne scars on the skin of the back and upper
extremities (arrows)

cst ankwiosupytomuit cnonauaut (AC) [1]. Tlcopuas Hapsiay ¢
YBEUTOM U BOCITIAJIUTEIBHBIMU 3a00JIeBAHUSIMU KUILIEYHUKA OT-
HOCUTCS K BHECKEICTHBIM TiposiBlicHusIM CrA. [ToMumo aToro,
3a00JIeBaHMST JAaHHO TPYIIIIBI MOTYT COYETAThCS C TIOPAXKEHUS -
MU KOXXHBIX TTOKPOBOB U CJIU3UCTBIX 000J104UeK (y3I0BaTasi 3pu-
TeMa, TaHTPEHO3Hasl TMUOAEPMUsSI, KOHBIOHKTHUBMUT, CTOMATHT,
KepaToaepmus 1 6anaHornoctur) [2]. B ocHoBe natoreHesa CnA
JIekaT Ae(eKThl UMMYHHOM CUCTEMBbI, 00YCIOBIMBAIOIINE ayTO-
BOCHAJINTEILHYIO peakinio opraHu3ma. [HOWHBIN TMapaaecHUT
(I'T) — xpoHWYecKuMii JepMaTo3, MOpaKarIINil STTUTETUI arloK-
PHMHOBBIX XeJie3, PACcIOJIOXKEHHBIX B OCHOBHOM B TOAMBIIIICY -
HBIX ¥ MAaXxOBO-IPOMEXHOCTHBIX 00iacTsxX [3]. AKHe — XpOHU-
YecKoe BOCHAIMTETbHOE 3abojieBaHUe, IMPOSIBISIONIEeCS OT-
KPBITBIMA WJIM 3aKPBITBIMA KOMEIOHAMU M BOCIAJTUTEIIBHBIM
MopaxkeHUeM KOXH B BUIE MaIyJ, IyCTYJI, y3JIOB.

[MpencraBisieM KIMHUYECKOE HAOMIOACHNE, TEMOHCTPUPY-
romree coyetanre AC ¢ TSXKeJIbIM MopakeHUeM KOXHBIX TTOKPO-
BOB B BuJie I'T 1 KOHIJI00aTHBIX aKHE, a TAKKe MOJT0XUTEIbHbBIN
OIBIT NMpUMeHeHUs agatumymada (AA) npu JaHHOM KoMop-
OWIHOM MAaTOJIOTUH.

Kaunuueckoe nabarooenue

Ilayuenm H., 29 nem, nocmynua ¢ ®IbHY «Hayuno-uccne-
dosamenvckuil uncmumym peemamosnoeuu um. B.A. Haconosoi» ¢
urone 2020 e. ¢ scarobamu Ha 6046 80CHANUMENbHO2O PUMMA 8
2PYOHOM U NOSACHUMHOM OMOenax No360HOYHUKA, 004b 8 BUCOUHO-
HudxcHeueatocmuom cycmage cnpasa (BHYC), regom eonerocmon-
HOM cycmaee ¢ e20 Npunyxamuem, eHOUHUHKOGblE BbICHINAHUS HA
K0Jice myn08ua U KoHeuHoCmell, ceuujegble Xo0bl ¢ CHOUHbIM Om-
densieMbiM 6 0baacmu KOn4uka, a maxice noOMule HbIX U NaxXo-
8bix cKAadok. M3 anamue3a uzeecmuo, Ymo meakue eHOUHUHKOBbIe
gblcbINanUs Ha cnune ommeuanucs ¢ 13 nem (2003—2004 ee.), 6 no-
cnedyrouem oHU pacnpocmpaHuaiucs Ha Kojcy myao8ulya U KoHeu-
Hocmell ¢ 00pazosanuem ypyHKYA06 u pyOUoebix usmeHeHuil nocie
saxcuenenus. Co epemenem @ 064acmu NOOMbIUIEHHBIX U NAXO0BbIX
CKAA00K CopMUPOBANUCy XPOHUUECKUe 2UOPaA0eHUmbL CO Ceuule-
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Puc. 2. IT
¢ hopmuposanu-
eM C8ULe8020
xoda (cmpenxa)
Fig. 2. HS with
the fistulous tract
formation
(arrow)

Puc. 3. MPT epyonoco omdena no3eonou-
nuka 6 pexcume STIR T2. Axmuenviii ne-
peonuii cnonduaum TV, Tx (cmpeaku)
Fig. 3. MRI of the thoracic spine in STIR
T2 mode. Active anterior spondylitis TViu,
Tx (arrows)

evimu xo0amu. T1o noeody nopaicenus Koicu noayuan Kypcogoe je-
uerue aHmubUOMUKAMU U 2AHKOKOPMUKOUOAMU ¢ KPAMKOBPEeMeH -
noim agpgpexmom. C 19 nem (2009 e.) — peyudusuposanie 00Hocmo-
pouneeo apmpuma BHYC. B 28 aem (2018 e.) noseuaace 601 6
CHUHE 80CHANUMENbHO20 PUMMA, NePUOOUHECKU BOZHUKANU ACUM-
mempuunsie apmpumsl BHYC, naeuegwix, koaentoix, eonenocmon-
Hbix cycmasos. TIposodunacy mepanus HecmepouoHbIMU NPOMUBO-
80CNANUMENbHBIMU NPENAPAMAMU, KOMopble NAyUeHm NPUHUMAN
no mpebosaruo, 00HaKo aghgexm Ovin Hedocmamouuvim. 3a nepu-
00 3a001€8aHUS HCOOHOKPAMHO OMMEYAN0Ch NOGbIUEHUE VDOGHS.
CPb do 30—50 me/n. U3 anamuesa uzsecmuo, 4mo y omuya u e2o
DOOHBIX Opamves Makice UMENOCh NOPANCEHUE KONCHBIX NOKPOBOG
N0 MUNY eHOUHUUKOBbIX 8bICLINAHUI HA CNUHE U 2aHePeHO3HOU NUO-
depmuu Ha HUNICHUX KOHEUHOCMSIX.

IIpu obsexmusHOM ocMOmpe HA KOdce MYA08UUA U KOHEUHO-
cmell 8bISI8AANUCH CHOUHUUKOBbIE GbICOINAHUSL, KOH2A00AMHble aK-
He, MHOJCeCmBeeHHble KeaouoHble pyoust (puc. 1). B obaacmu noo-
MbIUEHHBIX U NAX08bIX CKAAOOK — 2eudpadenumsl ¢ KeaouOHbIMU
pyouamu u ceuwje8biMu X00amu ¢ eHOUHbIM omaoensemvim (puc. 2).
Tlopasicenue KocmHO-CyCmMagHoll cucmemsl Xapakmepuso8anoch
apmpumamu 1e6020 2oneHocmontozo cycmasea u BHYC cnpasa,
001€3HEHHOCMbI) OCIUCMBIX OMPOCMKO8 HO360HKO8 NPU NepKyC-
cuu u Hapyueruem QYHKYUU epyoHo2o U NOSCHUMHO20 0MOen08 no-
360HO4HUKA, ma3obedperHbix cycmaeos (THC): modupuuuposan-
uotil mecm Illobepa — 3 cm, bokoevie Hakaouvt — 11,5 cm, sKcKyp-
cusi epyoHoll Kaemku — 4 cM, MAKCUMANbHOE PACCMOSAHUE MeNCcOy
meduanvroimu a00vixckamu — 90 cm. Hmenocw oepanuyenue poma-
yuu weiinoeo omoeaa no3gonounuka éaeeo — 700. Buipascennocmo
601u 6 chuHe no 4uca060il petimureosoi wikane (4YPII) — 8. B ana-
auzax kposu: Hb — 154 e/n, 2. — 11,5 - 10/n, u. — 7,18 - 10°/a,
COD — 28 mm/u, CPb — 13,7 me/n, npokarbyumoHuHOBbL mecm &
npedenax pegheperchuvix 3nauenuii. HLA-B27 ompuuamenvhbiil.
Ipu penmeenoepaghuu masa gviseaer 08YCMOPOHHUL CAKPOUAUUM
(CH) Il cmaduu no Kellgren, npu MPT KIIC (T1, T2, STIR) —
xporuueckuii 0sycmoporruii CH (30mbL dcupoeoil unguismpayuu,
yuacmku ocmeockaeposa), npu MPT epyonoeo u noschuunoeo om-
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Puc. 5. [lono-
JHCUMENbHDBLIL I -
hekm mepanuu
AJlA. Crudcenue
akmuerocmu I'T
U KOH2N00aMHbIX

akHe

Puc. 4. MCKT opeanoé epydnoii knemku. Eig. 5. The posi-

AposusHulil apmpum manyopuocmep- tive effect of ADA
HANbHORO COUNCHEHUS C 0OCMeonpoaughe- therapy. D?j

PAMUBHBIMU U3MEHEHUAMU creased activity

Fig. 4. Multilayer spiral CT of the chest. of HS and acne
Erosive arthritis of the manubriosternal conglobata

articulation with osteoproliferative
changes

denos noseonounuxa (T1, T2, STIR) — axmuenwiii cnondusum
(puc. 3). Ilo dannbim myssmucnupanrvHoii KOMHbIOMEPHOU MOoMO-
epaguu (MCKT) opeanos epyonoil kaemku eepuhuyuposan 3po-
3UBHbLLL GPMPUM MAHYOPUOCIMEPHANBHO20 COUACHEHUS ¢ OCHEONPO-
augepamuenvimu uzmenenusmu (puc. 4). Y3U THC noomeepouno
Haau4ue Kokcuma caea (HCUoOKoCmb 6 ueeuHo-KancyaspHoMm npo-
cmpancmee — 7,4 mm, npu Hopme 00 7 MMm).

[Ipu nocege enoiin020 omdensiemoeo U3 ceULeablx X0008 namo-
2eHHOU MUKDPO®AOPYL He 00HapyiceHo. Jlepmamonozcom duazHocmu-
DOBAHA Mempada PosNUKYAAPHOU OKKAIO3UU (KOH2A00amHble AKHe,
abcyedupyrowguil noopsiearouguii nepugoaruxysum, I'l, nusonu-
danvHas Kucma), a maKice Ha OCHOBAHUU OMSALOUCHHORO CeMEeUHO-
20 GHAMHe3a 3an0003PeHo eeHemuyeckKoe 3a001e6anHue U3 epynnol
PAPA (pyogenic artritis, pyoderma gangrenosum, acne) — nuoeeH-
Hblil apmpum, eaHepeHo3Has NUodepmMusl, aKHe.

C yuemom OaHHbIX AGHAMHE3A, KAUHUMECK020 0CMOMpPA U 1a60-
DAMOPHO-UHCMPYMEHMANBHO20 UCCAA08AHUS YCMAHO8AEH Oude-
HO3: aukunosupyrouuil cnonouaum, HILA-B27-ompuyamenvhblii,
DpazeepHymas cmaous, ¢ HeaKCUANbHBIMU NPOSGACHUAMU (KOKCUM,
apmpum), akmugHocmb evicokas (Bath Ankylosing Spondylitis
Disease Activity Index, BASDAI — 7,9; Ankylosing Spondylitis
Disease Activity Score no ypoéuro CPb, ASDAS-CPb — 4,4),
SAPHO-cundpom (synovitis, acne, pustulosis, hyperostosis, osteitis) —
cuHogum, akHe, nycmynes, eunepocmos, ocmeum. PASS-cunopom
(pyoderma gangrenosum, acne, ankylosing spondylitis, suppurativa
hidradenitis) — eanepenosnas nuodepmus, axne, AC, I'T?

Muaenoz AC coomeemcmeosan moouguuuposannvim Hoio-
Hoprcxum kpumepusm, 1984 ¢., a cunopoma SAPHO — xpume-
pusim Benhamou (1988) u Kahn (2003). /s ycmanoenenus ou-
aenosza PASS-cundpoma y nayuenma omcymcmeogaiu KauHu4e-
cKUe NpU3HAaKU eaHepeHo3Hol huodepmuu, 00HAKO0 OHA HabA0a-
AAcb Y eeo omyd.

boina unuyuuposana mepanus AJNA 40 me nookoxcro 1 pas 6
2 Hed 6 COMemaHuu ¢ NepopatbHbIM NPUEMOM MEeMUANPEOHU30A0HA
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20 me/cym 6 meuerue 2 Hed ¢ NOCACOYIOWUM CHUMICEHUEM 003bl HA 2 Me
6 Hedento do 8 me/cym, danee — Ha 1 me é Hedeato o noaHOU omMme-
nol. Ha ghone mepanuu uepes 3 mec ommeuena noaoxcumenvras ou-
HAMUKQ: KYNUPOBAHbI APMPUMbL, YMEHbUUAACL UHMEHCUBHOCb
60au 6 cnune (4YPII — 2, BASDAI — 3,8; ASDAS-CPb — 2,2), yayu-
wunace Qyukyus noseonounuxa u THC (Hopmaruzoseanrace poma-
yus 6 weliHom omaene NO360HOUHUKA, MOOUGUUUPOBAHHBLIL mecm
Illobepa — 7 cm, 6okoebie HakaoHbl cnpasa — 17 cm, cneea — 18 cm,
MAKCUMANbHOEe PACCMOsIHUE MelNcOy MeOUanrbHbiMu A00bIICKaMU —
105 cm). Oonako 6 omHoweHUU KOJUCHOU CUMIIMOMAMUKU dhghekm
ObL1 HEOOCMAMOYHBIM: 30 HECKOAbKO OHell 00 04epedH020 68e0eHUs.
AJIA npoucxoduno obocmperue konerobamuuvix akte u I'T, 6 cés3u ¢
yem dosa npenapama oviaa yeeauvena 0o §0 me 1 paz é 2 neo. Yepes
1 mec na ¢one mepanuu ommeueHa NOAOHCUMENbHAS OUHAMUKA:
cHuxcenue axmusnocmu I'T u konenobammuwix akme (puc. 5).

Obcyxnenne. O cBs3u mexny [T u mopaxkeHreM omopHo-
JIBUTATEJIBHOTO arrapaTa coO0IIaloch KaK MPU OIMMCAaHUM €1~
HUYHBIX CJIy4aeB WJIM OTPAaHUYEHHBIX PETPOCTIEKTUBHBIX CEPUIA
ciyyaeB [4], TaK U B TPOCIIEKTUBHBIX HAOJIIOAAaTeIbHBIX UCCIIE-
MOBaHUSIX, PE3YJbTaThl KOTOPBIX MOKa3alM, YTO paclpocTpa-
HeHHOCTb CIA y 60bHBIX ['T 3HaUUTEIbHO BBIIIE, YEM B TTOMY-
AU B uesioM [4—6]. Tak, 1Mo JaHHBIM OZHOMOMEHTHOTO O[I-
HolueHTpoBoro uccienoBaHusi VESPA, mpoBeneHHOro B yHU-
BepcuTeTcKoil knuHuKe Peitmca, uz 39 maumentoB ¢ IT y
11 (28,2%) 6putt TMarHocTUpoBaHbI paznuHbie CrA: akcCnA —
y 6, nmepudepuuecknit CnA —y 1 u CiiA ¢ npernMyIiecTBEHHbIM
TOpakeHWeM 2HTE3UCOB WK naktuautamu — y 4. CuHapoma
SAPHO He 6b110 HU B 01HOM citydae. KoxkHble CHMIITOMBI TTO-
SIBJISUTICDH B cpeaHeM 3a 46,4467,0 Mec 10 CyCTaBHBIX MPOSIBJIE-
Huii [5]. [To gaHHBIM IPYroro OJHOMOMEHTHOIO UCCIIeIOBAHUS,
y nauueHToB ¢ I'T" Takske BBISIBISIIICS BBICOKMI PUCK Pa3BUTHUS
AC (otHomeHue 1aHcoB 1,542), omHako Takasi 3aKOHOMeEp-
HOCTB PacIpOCTpaHsIaCh UM Ha JII] MYXCKOTO TI0JIa MJTaJIIie
30 net [6]. B mpocrekTuBHOM nccinenoBanuu P. Richette u co-
aBT. [4] u3 640 GonbHbix [T y 184 (28,8%) nmesunco xkano0bl co
CTOPOHBI OMOPHO-ABMUIATEJbLHOrO arfmnapara, IpU 3TOM
43 (23,4%) naneHTa CTpanaiv apTPUTOM, BOCIIAIUTEIbHOI 60-
JIBIO B CITMHE WJIW 3HTE3UTOM. B o6mieit cioxHoctv 15 (34%)
TMAIMEeHTOB COOTBeTCTBOBaM Kputepusim CrnA MexmyHapomi-
HOTO O0IIIeCTBa IO olleHKe croHanIoapTpuToB (The Assessment
of SpondyloArthritis international Society, ASAS). Cunapom
SAPHO ycraHoBjeH y 4 OOJbHBIX.

B npencraBieHHOM KIMHUYECKOM Cllyyae OIMMCaHO coyeTa-
Hue Tskesioro I'T ¢ AC u cunapomom SAPHO u nokazana a¢-
dbexTuBHOCTH Tepanuut A/IA B OTHOIIIEHUM CUMIITOMOB 3THX 3a-
6oneBaHuii. Heo6XoaMMO OTMETUTD, YTO MPU MMPOBEACHUN M-
arHOCTMYECKOTO TTOMCKa YUYUThIBAJIach BO3MOXKHOCTh acCcollMa-
uuu I'T, koHrnoodaTHbix akHe U akcCHA, a TakKe pa3BUTHUSI pel-
KOT0 KOXXHO-CYCTaBHOIo cuHApoma u3 rpynmbsl PAPA.

MexaHusmsl, jiexaiiue B ocHoBe B3auMocBssu I'T u CnA,
CJIOXHBI U 10 KOHIIA He M3y4YeHbl. BhIcKa3bIBaeTCs TPEArono-
JKEeHHUE O HAJIMIUU TTePEKPECTHBIX ayTOBOCITAIUTETBbHBIX (haKTO-
POB, KOTOpBIe OOYCIOBJIMBAIOT IMPEIPACITONOKEHHOCTh K BO3-
HukHoBeHMIo Kak I'T, Tak 1 CnA, onHaKO HaKOIUIEHHBIX JaH-
HBIX HEIOCTATOYHO 1Sl (POPMYIMPOBAHMSI OKOHYATETbHbIX BbI-
BonoB. [ToyueHHBIe B X0JIe UCCIIeNOBAaHWI 3HAHUS CBUIETEb-
CTBYIOT O CJIOKHOM MHOTOdaKTopHOM TaToreHese [T, KoTopsrit
BKJIIOYAET B3aMMOJICHCTBUE TUIIEPAKTUBUPOBAHHON MMMYHHOM
CHUCTEMBI C KOXXHBIM MUKPOOMOMOM B 0OJIACTH allOKPMHOBBIX
MOTOBBIX Xee3. [TycKoBbIM (hakToOpoM SIBJISIETCS (DOJTUKYJISIP-
Hasl OKKJII03Msl, Ha (hOHE KOTOPOI MPOUCXOAUT HapylLIEHUE TO-
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Taomna 1. Komniekc nposisiaenuii rpynmnsl PAPA-cunapomos (azantuposano u3 [12])
Table 1. Complex of manifestations of the PAPA-syndromes group (adapted from [12])

Cunnpom Tanrpeno3nas mnoaepmus AxHe IT IIuorennsii apTpuT CnA IIcA AK MyTranuu reHos
PAPA < =F - aF - - - PSTPIP-1
PASH < =F aF - - - - PSTPIP-1
npomomep
PAPASH 4 + + + - - - PSTPIP-1
PASS + + + - + - - HewusectHbl
PsAPASH + + + - - + - HewusectHbl
PAC 4 + - - - - F PSTPIP-1

ITpumeuanne. PAC (pyoderma gangrenosum, acne and ulcerative colitis) — raHrpeHo3Has nuoaepmusl, akue, K.
|

MEOCTaTUYECKOM Peryisiiuv KepaTUHOIIMTOB U AMCOMO03 MUK-
podJIophl, YTO MPUBOIMUT K HakoIieHWto mosekyl DAMP
(damage-associated molecular pattern) u PAMP (pathogen-
associated molecular pattern). PAMP u DAMP akTtusupyioot
cUTHaJbHble Kackanbl uHpiammacom u Thl7-numdounTos,
BCJICACTBUE YETO B OpraHnu3Me (GopMUPYeTCs TTPOBOCTIATIMTEIb-
HbIIi KOHTUHYYM [7]. CortacHo 3apy0ekKHbIM PEKOMEHIALMSIM,
TsKenoe TeueHue [T siBisieTcsl mokasaHueM Uil Ha3HauYeHUs
AJIA B no3e 40 mr roakoxHo 1 pa3 B Hexemo [§].

Kak 0b1710 yKazaHo, ripu npoBeaeHuu auddepeHimaibHOoi
JIMarHOCTUKK OBUIM PacCMOTPEHBI PEIKO BCTPEUAIOIINECs ayTo-
BOCITAJIUTE/IBHBIE CUHIPOMBI, BKJIIOUYAIOIINE ITOPaKeHUE TT03BO-
HOYHMKAa, CYCTaBOB M KOXKHbIE MposiBieHus B Buae I'T 1 KoHr10-
0aTHBIX akHe. BO3HMKHOBEHME KOXHBIX CUMIITOMOB B PaHHEM
BO3pacTe, PE3WCTEHTHOCTh K Tepaluu, HEraTMBHOCTH II0
HLA-B27 u oTsrouieHHbIiA ceMeliHblii aHaMHe3 MO OTLIOBCKOM
JIMHUU (TIopaXkeHNe HIDKHUX KOHEYHOCTEU TaHTPEHO3HOM Mo~
JIepMUEii) TTO3BOJIMIN 3allOAO03PUTh y HAIIlero IMallMeHTa CHUH-
npom u3 rpynnbl PAPA (rHOMHBIN apTpuUT, TaHTPEHO3HAsI MO~
NEepMUsl, aKHe) — CIIeKTpa IeHEeTUYECKM NeTePMUHUPOBAHHbIX
HapyIIeHWi, GOJBIIMHCTBO U3 KOTOPBIX aCCOIMUPOBAHBI C MYy~
taumeit reHa PSTPIP-1 (proline/serine/threonine phosphatase-
interacting protein), KOIMPYIOLIETo TPOJIUH-CEPUH-TPEOHNUH-
(ocdaraza-B3anmoaeiicTBytoMii 6e0K. BeaencTeue myTanum
B reHe PSTPIP-1 nosbiaercs agp@UHHOCTb JaHHOTO OejiKa 1o
OTHOILIEHUIO K MUPUHY M YCWJIMBAETCS aKTMBHOCTb Kacmasbl 1,
YTO BbI3bIBAET yBEJWUYEHUE MPOAYKIMU UHTepaeiikuHa (MUJT) 1.
N36bITOouHOE KONMuecTBO MJI1 criocoOCTBYET akTUBALIUM U MU-
rpanuy HeUTPOPUIOB ¢ HOPMUPOBAHUEM OUArOB BOCTIAJICHUS 1
MopaXeHneM KOXH, allOKPMHHBIX TTOTOBBIX XKeEJie3, CYCTaBOB,
MO3BOHOYHMKA, KuIleuHuKa [9—11]. [eHeTuUecKass ocHOBa U ay-
TOBOCTIAJIMTEIbHBIN MATTEPH JaHHbBIX 3a00J1eBaHUIT 0OYCIOBIM-
BAIOT TSDKEJIOe TeUeHNe KOXHBIX M KOCTHO-CYCTaBHBIX TIPOSIBIIC-
HUI, PE3UCTEHTHOCTh K Tepanuu W 4acTble obocTpeHus. [1pu
JIMarHOCTUKe 3a00eBaHnit U3 rpynibl PAPA cienyet yauTeiBaTh
XapaKTepHOE COYETaHME TSKEJIbIX aKHE M TaHTPEHO3HOM IHO-
JIEpPMUU ¢ TaKUMU 3a0oneBaHusiMu, Kak I'T, acentuueckuii muo-
reHHbIi apTpuT, CA, BKiItovast mcopuatudeckuii aptput (I1cA),
si3BeHHbIN KouT (1K), KoTopble B pa3jiMUHbIX KOMOWHALMSX
(bopmupytor cnenuduueckue cuHapombl (tada. 1) [12]. Tlon
aCeTITUYECKUM TMMOTeHHBIM apTPUTOM ITOApa3yMeBaeTCs Imopa-
JKEHHE CycTaBa, BBI3BAHHOE HEUTPOMWMIBHBIM BOCIAJICHUEM,
MMeolllee KIMHUYECKYIO KapTUHY CEeNTUYECKOro apTpuTa, Mpu
KOTOPOM MUKPOOMOJOTUYECKOE HCCIeI0BaHNE CUMHOBUAIbHOM
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XKUIKOCTU He OOHAPYKMBAeT crielii(pUIHbIe ITaTOreHHbIe OaKTe-
pun. [Ins yrouHeHust auardosa B paMkax PAPA-HapyieHuit He-
00XOIMMO TPOBEICHNE TOPOTOCTOSIIETO TeHETUIECKOTO HCCITe-
noBaHus — onpenenaeHust myratuu PSTPIP- 1, — 4To 3HaUUTE)b-
HO 3aTpyInHseT ux Bepudukamnuio. [Toka B Mupe HaKOIUICH He-
OOJIBIIION OMBIT JEUEHMUS] JaHHBIX 3a00JIeBaHUI: C JMATHO30M
PAPA-cunnpoma 3apeructpuponat 41 nanuent, PASH-cunapo-
Ma (pyoderma gangrenosum, acne, suppurative hidradenitis —
raHrpeHosHas nuonaepmusi, akue, ['T) — 14, PAPASH-cunapoma
(pyogenic arthritis, pyoderma gangrenosum, acne, suppurativa
hidradenitis — MMOTeHHBI apTPUT, TAHTPEHO3HAsI ITUOACPMMUSI,
akHe, ['T) — 2 u PSAPASH-cunapoma (psoriatic arthritis, pyoder-
ma gangrenosum, acne, suppurativa hidradenitis — IlcA, ranrpe-
Ho3Hast nuoaepmus, akHe, I'T) — 1 [11, 12]. Haubonee adpdek-
TUBHBIMU CTpaTerusiMu Tepanuu rpynnbsl PAPA-HapyiieHuit
MPU3HAHBI TEHHO-WHXEHEePHbIE OUOJIOTMYECKUEe TIperapaTrhbl
(T'UBII), nmeiicTByromMe Ha KIIOYEBBIC 3BEHBSI ITATOTCHETUYC-
ckoro mporiecca: nHruouTopsl MJ11 (aHakuHpa) u pakropa HeK-
po3sa onyxou o. (MPHO«, AIIA) [12, 13].

HaubGonee BeposTHbIM 3aboneBaHueM U3 rpyrnbl PAPA y
OMUCAHHOIO mauueHTa siBiasieTcs:s PASS-cuHApPOM, y4YuThbIBas
TIONTBEPXKICHHBIE JI€PMATOJIOTOM KOXHBIE 3a00JIeBaHUS, KIU-
HUYECKNE M MHCTPYMEHTabHbIC NMpu3Haku AC, a TakKe HaIu-
Yyye TaHTPEHO3HOM MMOAepMUM KOHEUHOCTEH y ero ortia. B Ha-
cTosIIIIEE BPEMS B MUPE OIMMCaHO Beero 6 caydaeB PASS-cunapo-
Ma, CBsI3b KOTOPBIX ¢ MyTauusimu reHa PSTPIP-1 He ycraHoBe-
Ha, 4TO MO3BOJISIET MPEANoarath yyacThe Ipyrux creimrduie-
CKUX IUIS 3TOW 0OJIe3HU MyTallWii, BIUSIIONIMX Ha PETYJISIINIO
nponykuuu MJ11, a Takke yCTaHOBUTh TMAarHO3 TOJIBKO Ha OCHO-
BaHUU KOMOMHAIIMU OTpeAeeHHBIX CUMIITOMOB [14]. OTanum-
eM PASS-cunHapoMa oT octaibHbIX 3a001eBaHnii PAPA-cniekTpa
SIBJISIETCSI OTCYTCTBME HE TOJIbKO XapaKTEpPHOW MyTallMu, HO U
acerTuYecKoro MMoreHHoro aptpura, ncopuasza u AK [14]. Xors
y HaIlleTo TallMeHTa He TTPOBOIMIIACH TeHeTUecKasi Bepuduka-
st mytanuu PSTPIP-1 n He HaOMOAAIOCh TAHTPEHO3HOM TH-
OIEPMUM, MBI CUMTAEM, YTO TPEICTABICHHBIX KIMHUYECKUX,
J1ab0OpaTOPHBIX U MHCTPYMEHTAJIBHBIX JAHHBIX TOCTATOYHO IS
nuarHoctuku PASS-cunapoma. MHTepecHOl 0COOEHHOCTHIO
NAHHOTO CJIyvasi SIBJISIETCSl aCeNTHUYECKWI XapaKTep BOCITaI-
TEJIBHOTO TIpOIlecca, TMOATBEPKACHHBIN pe3yJbTaTaMu MUKPO-
OMOJIOTUYECKOTO HCCIIENOBAaHUSI THOMHOIO OTHEISIEMOTO M3
CBMIIIEBBIX XOIOB.

Cunapom SAPHO B kauecTBe auddepeHInaaIbHOTo auar-
HO3a ObLT pacCMOTPEH B CBS3U C BBISIBACHHBIM MOPaXXEHUEM
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Ta6muua 2. /InarnocTuyeckue Kpurepun cunapoma SAPHO
Table 2. Diagnostic criteria for SAPHO syndrome

Kpurepuu Benhamou (1988 r.)

Haauuue 1 u3 nuscenepequcieHHbIx npu3HaKos

KocTHO-cycTaBHbIE MIPOSIBIEHUS] M KOHTJIO0ATHBIE aKHE,
GbyabMUHaHTHBIE akHe wiu [T

KocTHo-cycTaBHbBIE TTPOSIBICHUS U TTaJIbMOIIJIAHTAPHbIN MTyCTYJ1e3

TunepocTo3 nepenHe rpyaHOM CTEHKU, KOHEUHOCTE 1iin
MO3BOHOYHMKA +/- 1epMaTo3

XPOHUYECKUI PEKYPPEHTHBIN MYJIBTU(HOKAIBbHBIN OCTEOMUEHUT C MO~
pakeHneM aKCUaJIbHOTO WM MepuepruuecKoro cKeiera +/- 1epmMartos

Kpurepuu Kahn (2003 r., nepecMoTpeHHbie)

Haauuue 1 u3 nuscenepexuciennvix npusnarxog (uckaiouenue:
UHpeKuuoHHbLE ocmeum, onyxoau Kocmei)

[TanbMorUIaHTapHBII MYCTY/IE3 U BYJIbrapHbIi copuas + KOCTHO-
CycTaBHBIE TIPOSIBJICHUSI

PacripocTpaHeHHbIE aKHE + KOCTHO-CYCTaBHbIE TIPOSIBIICHUS
W30mmpoBaHHBIii CTEPUIIBHBIN TMITEPOCTO3/0CTENT (Y B3POCIIBIX)

XpOHUYECKUI PEKYPPEHTHbIN MYIBTU(DOKAIbHBIN OCTEOMUETIUT
(y nereit)

MaHyOPMOCTEPHAJIBLHOTO COWIEHEHUSI ¢ OCTeOoNnpoJindepaTrB-
HBIMU U3MEHEHUSIMU U OTPULATETbHBIM PE3yJbTaTOM I'eHEeTH-
yeckoro TunuposaHus aHtureHa HLA-B27. Cunagpom SAPHO
otHOCcUTCS K CHA, €ro OTIMYUTETbHBIMU YePTaMU STBIISTIOTCS
OCTEUT W TUIIEPOCTO3 C MPEUMYIIECCTBEHHBIM BOBJICYCHUEM B
BOCHIAJIMTEJIBHBIN TIPOLECC XPAILIEH U CYCTABOB IPYAHOM KJIET-
KM ¢ (DOKYCOM Ha TPYIMHO-KIIOUMYHbIE, MAaHyOPHOCTEPHATb-
HOe U pebepHO-TPYIMHHBIE COUWICHEHMS, a TakXke KOXHbIe
CHUMIITOMBI, CPEIW KOTOPBIX aKHe, JIATMOHHO-TOIOIIBEHHBII
nyctyies, ncopuas u I'T [15]. YacTo npucyTcTBYIOT Kjlaccuye-
ckue npusHaku CnA — cnonmwmt u CU. Hepenko BoBieka-
FOTCSl KOCTU KOHEYHOCTEM, HYKHSISI YEJTIOCTh C MPOSBICHUSIMU
ocreuTa U octeornpoaudepanu, Habaogal0TCs nepudepuyde-
ckue apTpuThl [16, 17]. BaxkHylo posib B mpolecce JMarHoCTH -
KM WTpaloT MHCTPYMEHTAJbHBIE METOMBI: peHTreHorpadus,
koMmmblotepHasg Tomorpadus (KT) u MPT, no3possioiive Bu-
3yaJu3MupoOBaTh OCTCUT U OCTEONPOIU(pepaTUBHBIC U3MEHEHHUS,
KOTOpBIE SIBJISIIOTCS KJIIOUEBBIMU TIPY YCTAaHOBJIEHUHN AUArHo3a.
ITo3utpoHHO-3MUCcCcHMOHHas ToMorpadusi, coBmeleHHast ¢ KT
(IMDT/KT), u cumHTUrpadust BCEro Tejia MOTyT MTOMOYb B 00-
Hapy>XeHUU MYJBTU(HOKAIBHBIX KOCTHO-CYCTaBHBIX ITOpaXe-
Huit. C TOMOIIBIO CIIMHTUTPADUY OTIPEIEIISTIOT CrieliudUIHbIe
MOpaXkKeHMSI TPYIUHO-PeOCPHO-KITIOUYNIHBIX COWICHCHWI B BU-
JIe «TOJIOBBI ObIKa», OJHAKO 3TOT METO/ HE IMO3BOJISIET OTIMYUTh
aKTHBHOE BocnajsieHue oT xpoHuueckoro. [Ipu I[MOT/KT mox-
HO BBISIBUTh MHOXECTBEHHbIE aKTMBHbIE OYaru BOCIaJICHMSI.
J1st ycTaHOBJICHUSI OUArHo3a OOBIYHO MCIIOJB3YIOTCS KPUTE-
puu Benhamou (1988) wiu Kahn (nepecmorpennsie B 2003 r;
Tabmd. 2) [17].

DTHonaToreHe3 3aboieBaHMsT M3y4eH HemoctaTouyHo. Co-
IJIaCHO OCHOBHOM T'MIIOTE3€, BEAYLIMM MEXaHU3MOM Pa3BUTHUS
cunapoma SAPHO sBisieTcss ayTOBOCIAIMTENIbHBIN OTBET UM-
MYHHOI CHCTeMBbI Ha TPUTTepHBIE (haKTOPHI, B KAYeCTBE KOTO-
pBIX MOTYT BBICTYNATh pa3WYHble MUKPOOPTAHU3MBI:
Propionibacterium acnes, Staphylococcus aureus, Haemophilus
parainfluenzae u aktuHoMuiieTsl [18]. Ponb ayroBocmaneHus
MOATBepKAaeTcsd JaHHBIMU O aucOanaHce Thl7- u T-peryns-
TOPHBIX KJIETOK, a TakKXXe YBEJIMYEHUEM YPOBHS MPOBOCIAIM-

TenbHbIX IUTOKUHOB (DHO«, W11, UJ117) B nepudepuyeckoit
KPOBHU, YTO MOCIYXWUJIO OCHOBAaHMEM IS UCITOJIb30BaHUS TIPU
cunapome SAPHO aHTUIIMTOKMHOBBIX MpenapaTtoB, Hampas-
JICHHBIX Ha ux Onokany [19]. B onucanuu cepuii U OTAETBHBIX
cJIyJaeB yCTaHOBJICHO, 4To a(ppektuBHOCTE UPHOO B OTHOIIIE-
HMU MIPOSIBIEHMIT OCTeUTa U CUHOBMTA focturaeT 93,3%, a Kox-
HBIX cuMIITOMOB — 72,4% [20, 21].

IIpencraBneHHBIl MalMEHT COOTBETCTBYET IMArHOCTUYE-
ckuM Kpurtepusm cuHiapoma SAPHO. B To xe BpeMms cienyet
YUUTBIBATD, YTO Y HETO JJTUTEITLHO TIPEe00IafaloT BOCTIATUTENhb-
Hble, a HE OCTeOoINposn(epaTUBHbIE KOCTHO-CYCTAaBHBIE CUM-
MITOMBI, KOTOPBIE HApPSIy C OTSATOLIEHHOW HACJIEJICTBEHHOCTHIO
B OOoJIblIEH cTerieHU 000CHOBBIBalOT Hainmuue PASS-cunnpoma.
I1pu obcyxneHuu crpareruu gedeHust Bbioop AIIA w11 00ycio-
BJIEH ero jokazaHHoi addexkTuBHOCThIO Npu [T U akcCnA, a
takke adexkruBHocTEI0O UPHOO ipu cunapome SAPHO. OT-
CYTCTBHE HE0OXOIUMOTO 00beMa TAaHHBIX He TTO3BOJISIET CAENIAaTh
OTHO3HAYHBIE BBIBOIBI O PAllMOHATLHOUN TaKTUKE Teparnuu 3a-
ooneBaHuii PAPA-crniekTpa, HO ¢ Y4eTOM pOJM TUIEPIPOAYK-
uun WMJI1 B kackage ayTOBOCHAIUTEIbHBIX pEaKIMil MOXET
OBITH 1LIEJIECO00Pa3HBIM Ha3HAYEHUE €r0 MHIMOUTOPOB, a TAKXKe
n®HOa« ¢ 1enbio 6I0Kaasl OMHOTO U3 KIIOYEBBIX IIMTOKWMHOB
BOCITATTUTETbHOM peakiinu.

3akmouenue. CITA HepeaKo COMPOBOXIAIOTCS TTOPaKEHUEM
KOXHBIX MOKPOBOB M3-32 HApyLUIEHMsI PEryJsiliuyd MUMMYHHOM
CUCTEMBI C MpeodIagaHueM ayTOBOCITAIUTEIBHOTO KOMITOHEH-
ta. Ha mpumepe narmenTa ¢ akcCITA 1 TSDKEJIBIM TTOpaskeHueM
KOXU OBIJIO TIOKA3aHO, UTO IJIST YCTAHOBJIEHUST TAarHo3a Heoo-
XOIMMO TIHIATETbHOE M3YyYeHNe He TOJIbKO MAaTOJIOTUH OTIOPHO-
JBATATEJIbHOTO ammapara, HO U aHaMHe3a M KOXHBIX CUMITO-
MOB. JIMarHOCTHKa OCHOBBIBAETCS HA OCBEJOMJIEHHOCTU KJIU-
HUIIMCTOB 00 accolMalluy 3TUX 3a00JIeBaHUIA U MEXITUCLIUILIN -
HapHOM B3aMMOJIEWCTBUU JIePMaTOBEHEPOJIOTOB M PEBMATOJIO-
roB. [Ipu BeIOOpE Tepanmuu BaxkeH WHAWBUIYAIBHBINA TTOIXOI.
BBuny cxoxecTy BOCTIAIMTENBHBIX MEXaHU3MOB, JIEXaIluX B
OCHOBE TMaToreHe3a JaHHbIX 3a00JIeBaHUIA, MPEACTaBISIeTCs pa-
LUMOHaJIbHBIM Mcnosb3oBaHue MBI B 1eyeHnu He TOIBKO apT-
puta, cnongwinta U CH, HO 1 mopakeHuii KOXMU.
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