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XVJI0CA

Taoxukom maxcaou — occupuyupianysuu pugo-
ACNANY8YU PUOPOOUCHIABUAHI 60 NCOPUATNUK APMPUN-
HU KIUHUK Oupea Kywuiubd KeumMoeHU MmaxKOuMOmuoup.
Hamuoica 6a myxoxama: makoum Smuiean KIUHUK Ky-
3amyeda bemop oppan Kacaitukka oyuop Oyiean — oc-
cuguyupnanean pugodNCIaHysyu  PuoépoOUCnIasUsl 6d
KVUUIUO NCOPUAMUK APMPUM KeueaH, 6y Xonamuu UKKu
KacannukHuune beneunapu yxuauiaueu cabaonu ouacho-
cmuKkacu KUUuUHaueU, 6a 0a8OIAUL JCAPACHUHU CUHMe-
MUK npenapamiap éMOH Y3NaumupuiaHeaiueu yuyH
KUTIUHAUSY, XamMOd KACAIIUKHUHE Xycycuamaapu cabao-
U 00pU BOCUMANAPHU NAPEHMEPA tYau OUIaH 10oopuLlL
UMKOHU OYIMACAHIUSY MACBUPIAHEAH.

Kanum cysnap: occugpuyupnamnean pusosicianysuyu
@ubpooucniaszus, ncopuamux apmpum, mapeemuas me-
panus, moguyumuHnuod.

BBEJIEHUE

dubpoaucTuiazus 0ccuUIUPYIONIasi MPOTPECCHPY-
tomtast (POII) (ot sar. fibro — BosokHo, dis — paccTpoii-
CTBO, HapylleHHE, plasis — CTpoeHUe, CTPYKTypa U Os,
0ssis — KocTh, facio — jenarb, OKOCTEHEHHE) — 3TO Te-
HETHYECKOE ayTOCOMHO-IOMHUHAHTHOE 3a00JIeBaHHE W3
IPYIIIBI TETEPOTOMMYECKUX OCCU(PHUKAIUKN, aCCOIMUPO-
BanHoe ¢ mytanueii B rere ACVRI/ALK? [1, 3, 6, 7].
®OIIT 310 peakast Hozomorudeckas ¢opma, ero pacmpo-
ctpareHHOCTh B 2011 1. cocTarisa 1 cirydaid Ha 2 MITH
Hacenenus [8]. PacoBoii u reorpaduyeckoii npeapacmo-
noxerHoctd K [IO® ne obnapyxeno [5]. 1o nanHbBIM
nuTepatypsl puck pazButus @OII Beimie y My 4uH (co-
OTHOIICHHUE MYKIUHBI/KeHIIUHBI — 4 : 1) [7].

Hnst ®OIT xapakrepHO pa3BUTHE MNPOTrPECCHPYIO-
el reTepOTOMMYCSCKON IHIOXOHIPAIbHON occuuKa-
Ueil COeTMHNTENFHON TKaHU (COCIMHUTEITHLHOTKAHHBIX
MIPOCIIOEK B TOJIIIE MBI, (hacIuii, almOHEBPO30B, CyXO0-
JKWIUH), BCICGNCTBUE Yero (POPMHUPYETCS] KaueCTBCHHO
HOpMaJlbHast KOCTHAsI TKAHb BO BHECKEIICTHBIX Y4aCTKaX.
®OIT accomuupyercsi ¢ MHOXECTBEHHBIMH BPOXKJICH-
HBIMH CKEJICTHBIMH aHOMAJMSIMH, Hambojee THIHYHA
BpOXKIIeHHAs TepopMariust OOJBIINX MANBIEB CTOII, KIIU-
nonaktuus [ 1, 3].

Kimanueckas kapTHHA XapakTepusyeTcs o0ocTpe-
HUSIMH, KOTOpPBIE MOTYT OBITH CIIPOBOLIMPOBAHBI TPaB-
MO, MHBAa3UBHOM MaHMITYIALUEH MIM BHUPYCHOH HH-

SUMMARY

The purpose of the study is to demonstrate the clini-
cal combination of progressive fibrodysplasia ossificans
and psoriatic arthritis. Results and discussion. In the
described clinical observation, a patient has an orphan
disease - progressive fibrodysplasia ossificans, in com-
bination with psoriatic arthritis; difficulties in diagnosis
due to similar clinical symptoms of the two diseases are
discussed, as well as difficulties in treatment due to poor
tolerability of basic synthetic drugs and the inability to
use parenteral forms of drugs due to the nature of the
disease.

Keywords: progressive fibrodysplasia ossificans,
psoriatic arthritis, targeted therapy, toficitinib.

(dhexmmeit. OG0CTpeHUS MPEACTABISIIOT COO0H PeMINBHU-
pyromme 0ONe3HEHHBIE STH30bI MPUITYXIOCTH MATKHX
TKaHeH, O0OyClIOBIEHHbIE MpoueccoM (GopMHUpOBaHUS
rereporonuyeckoro occudukara [1, 2, 3, 71.

B HacTtosmiee Bpems He pa3paboTaHO METOIOB Tepa-
TN, TTO3BOJISIOIINX JOOUTHCS perpecca U mpeaoTBpalie-
HUs occudukaiyu, accouuposanHoi ¢ @OII [1, 3, 9].
TakTuka BeleHHs MALMCHTOB HAIIPaBJICHA HA MUHUMHU-
3aIHI0 MTPOBOIMPYIOMNX (PAKTOPOB (M30eraHue TPaBM,
WHQEKINH, WHBA3UBHBIX MAHUITYJSIINH), JIedeHne 000-
CTPEHUH U MOBBIILICHNE KAaueCTBA JKU3HU ITallMeHTOB. B
Teparuy UCIOJIb3YIOT CUCTEMHBIE TIIIOKOKOPTHKOCTEPO-
W/IBI, HECTEPOUIHBIE MPOTHBOBOCIIAIHUTEIBHBIE IpeTa-
parer (HIIBIT), crabunm3atopsl MeMOpaH MacTOITUTOB,
AHTUIICHKOTPUEHOBEIE TIpenaparsl U oucdocdonarsr [3].

[lepCrieKTUBHBIMU HATIPABICHUSIMH SIBIITEOTCSI UC-
CIIeZIOBaHMS TaKUX IpPErnaparoB Kak arOHHUCT ramMMa-pe-
[IENTOPOB PETUHOEBON KHUCIOTHI (MAJIOBAPOTEH), MOHO-
KJIOHAJILHOE aHTHUTEJIO MPOTHB aKTHBHHA A (capakaru-
HuO), naruourop mTOR (parmamunun) [9]. B imrepary-
pe BCTpeYaroTcs YyIIOMUHAHHS 3KCIEPUMEHTAILHOTO HC-
MOJTb30BaHMsI HHTHOUTOPOB WHTepiekiHa | (aHaKuHpa
U KaHaKMHyMal) C TOJIOKUTEIbHBIM dddekToM B BHIE
CHIDKeHHUs 9acToThl o0ocTpennit ®OIT [4].

MATEPUAJIBI 1 METObI

[Ipoananm3upoBaHO KIMHMYECKOE HAOMIONEHIE KO-
MOPOMIHOI NAaMEeHTKH ¢ GrOpoaHcILIa3zhell occupuIu-
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pyromieil mporpeccupyronei, HadmonaBIencss B oTAe-
nernn pemaTtonorun O0macTHON KIMHNYIEeCKol OOTBHU-
1l ropoza CaparoB ¢ 2017 roga o Hacrosiee Bpemsl.

KIIMHUYECKOE HABJIIOJEHUE

[TarmrenTka B., 1998 roma poxaenus, BIepBbIe TO-
CIHTAIN3UPOBAaHA B PEBMATOJIOTMYECKOE OTICICHHUE
O0acTHOM KIMHIYECKOH OobHUIIBI Topona CapaToBa B
2017 rony (B 18 net) ¢ sxanobamu Ha OO ITPU HATPY3Ke
B KOJICHHBIX, Ta300€IPSHHBIX CycTaBax (OombIe cieBa),
6oy B MOSICHUYHOM OT/EJIe TO3BOHOYHMKA, TYTOTOI-
BI)KHOCTb B ILEHHOM OT/EJe IO3BOHOYHHKA, MEJIKHX
cycTaBax KOHEYHOCTEH, yTPEHHIOI0 CKOBAaHHOCTb B IIO-
3BOHOYHHKE, CycTaBax 10 30 MHUHYT, 00mIyI0 C1abocCTh,
MICOPUATHYECKHUE BBICHIIIAHUS HAa KOXKE CIMHBI, KUBOTA,
BOJIOCHCTOH YacTH TOJIOBBI, pa3rHOaTeIbHON TOBEPXHO-
CTH KOJICHHBIX, JIOKTEBBIX CyCTaBOB.

W3 anamHe3a W3BECTHO, 4TO OOJbHA C 4-JETHEro
Bo3pacta (2002 roma), Korma BO3HHKIIO OTpaHUYCHHE
JIBIDKCHUH B JIOKTEBBIX CyCTaBaX, B MEIKHX CyCTaBax
KUCTEH, B IICHHOM OT/eNe MO3BOHOYHHKA, HAPYyLICHHUE
ocaHkd. Mamoii o0OpalleHo BHUMaHKHE Ha Je(opMarLiio
1 manpLeB CTON, HEAOPA3BUTHE HOTTEBHIX (DAJIAHT TaJTh-
1eB kuctei. OCMOTpEeHa OPTOTIEIOM, BHICTABIICH JUATHO3
BPOXKJICHHOM aHOMaNNU pa3BUTHUS KUCTel, cror. B 11 et

(2009r) moce ymmba - 60w, orpaHIMYCHHIE ABIKCHUH B
JIEBOM TOJICHOCTOITHOM CycTaBe. JleueHne He moiydana.
B 14 ner (2012 rox) npucoeauHeHne orpaHIYeHH 1BH-
JKEHUsI B KOJICHHBIX CyCTaBax, JIEBOM Ta300eJPEHHOM Cy-
crase. [Ipu oOciieoBaHNN BBISBICHBI MHOXECTBEHHBIC
9K30CTO3BI B 00NACTH Ta300eIpEHHBIX, KOJICHHBIX CY-
CTaBOB, aHKMJIO3 MeX(aaHTroBBIX CYyCTaBOB | masbleB
kucteil. BoicraBnen auarnos « MHOKeCTBEHHAs OpToIIe-
JUUecKas maToaorus. MHOTOMIIOCKOCTHAS edopmanist
MIPOKCUMAIBHBIX OTAENOB Oenmep. DK30CTO3HAs XOHIPO-
JIUCIIa3us. AKpPOAMACTO3 HEU3BECTHOM OSTHOJIIOTUNY.
BplInosHeHo onepariBHOE BMENIATENbCTBO — TEHOTOMHMS
MIPUBOIAIINAX MBI Oepa cieBa, ylajJeHne occupuka-
TOB JIeBoro Oezpa. [Ipu rucTonornieckoM ucciaeq0BaHuI
— KapTHHAa KOCTHO—XPSIIEBOTO 3K30CTO3a. B OKTAOpe
2012 ropa (14 ner) — xoncynsranus B HUW pesmaro-
noruu (r. Mocksa, W.I1. Hukumna). beuin BeIsiBIIGHBI
CIIELyIOIINe «INarHOCTUIECKNE KPUTEPUN» OCCUULIN-
pyromiei mporpeccupyromeii GuOpOoIUCTIIIa3iy: HaIH-
YHEe 04aroB HKTOIMUYECKOH 0CCUPUKAIINN; HHPHIBTPATEI
B MBIIILAX; XapaKTepHble (PEHOTUIIHYECKHE CKEJIETHbIC
CTUIMaThl — QHOMAJINS! MIEHHOTO OT/ENa MO3BOHOYHHMKA,
KIMHOAAKTHIINA C aHKHIJIO30M MEX(aJlaHTOBOTO CycTaBa
1 manpLa; aqaKTHIIKS IEPBhIX MajbleB cTon (puc. 1).

(M3 apxuBa aBTOpa, ()OTO UCIOIB30BAHO C Pa3pELICHUS MAlUCHTA).

Jns moATBepkJeHNs JMarHo3a ObUIO BBIMIOJIHEHO
MOJIEKYJISIPHO-TeHeTuUeckoe Tunuposanue, npu JHK-
aHanmm3e 3apeructpupoBana MmyTanus pGin207Glu B
sk30He 6 rena ACVRI («Activin A type-I/activin-like
kinase-2») B reTepo3MroTHoM cocTosiHUHU. Takum oOpa-
30M, IMAarHO3 BepU(HUIUPOBAH TEHETHIECKH.

Ocenpio 2012 roma (14 meT) — MOSBIEHUE TICOPH-
aTUYECKUX OJAILIeK Ha KOXKe CIMHBI, B 00JacTH orepa-
LIMOHHOTO pyOlla, Ha KOJEHHBIX CycTaBaX. BricraBiieH
JIMarHO3 ByIbrapHoro mcopuaza. CycTaBHOH CHHAPOM
TPaKTOBAJICS B paMKax GpuOpomuciiasun. Beumay orcyt-
CTBHS HA TOT MOMEHT yOEIHUTEIbHBIX JIAaHHBIX 32 MICOPH-
ATUYECKUH apTPUT MPOTHUBOBOCHAIUTENILHAS TEPAITHs
He HaszHadanack. B kauectBe seuenust POII HazHaua-
mick DtuapoHoBast kuciota (2%) BHyTps, HIIBIT (Me-
JIOKCHKaM 15 Mr/cyT) BHYTpb, HPEIHH30JI0H KOPOTKUM
KypcoM, 1o cxeme, BHyTpb. B 15 xer (2013 rox) — no-
sIBIICHHE OOJIeH B KpPECTIE, MOSICHUYHOM OT/IENe T03BO-
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HOYHHKA B TIOKOE ¥ IIPHU HArpy3KaX, COXPAHSIIUCh OOIU
B KOJICHHBIX CyCTaBaX, OOJM M OTPaHWYCHUE JTBUKCHHS
B TOJICHOCTOTHEIX cycTaBax. B 16-17 met (2015-2016 1)
OCCIIOKOMITH PELUIUBUPYIOIINEC CHHOBUTHI KOJCHHBIX
CYCTaBOB, COXPaHSUIUCh ICOPHATHYCCKUE BBICHIIAHMS HA
CITHE, 001aCTH KOJICHHBIX CyCTaBOB. B neuennn - mpen-
HU3070H KopoTkumu Kypcamu, HIIBC, anemmponoBas
KHCJIOTA.

B 2017 roay npu rocnutanu3alnui B peBMaToJOTH-
YeCKOoe OTHeeHne 00IacTHONH KIMHUYECKOW OOIBHUIILI
ropona CaparoBa Ha OCHOBAHHH MHOXKECTBEHHBIX ITOpa-
JKCHHUH JUCTANIBHBIX OTIENIOB KUCTEH U cToIl ¢ nedopma-
nueit Snudu30B (BHYTPUKOCTHBINH OCTCONN3 M MHOMXE-
CTBEHHBIE KOCTHBIC aHKHJIO3bI), CAKPOWIMNTA, HATHIHS
TICOPHATHUECKNX ONIAIIeK Ha KOKEe CIHHBI, B 00JacTH
OTIEPALMOHHOIO PyOIla, Ha KOJICHHBIX CYCTaBax ObLia
BbICKa3zaHa rumnores3a o couetanuu @OII ¢ ncopuarnye-
CKHAM apTPUTOM.
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IIpu oOcnenoBanuu oCTpoda3oBbie IMMOKA3ATENN B
Hopme (COD 4 mm/u, CPB 1,3 mr/n), npu peHTreHorpa-
(GuM KpecTIOBO-NOAB3IOUIHBIX COYICHEHHWH BBIBICH
JIBYCTOPOHHMI cakpouauuT IV cT., 9K30CTO3 B 30HE ore-

pPaTUBHOTO BMENIATENbCTBA (pHC. 2); MIEHHOTrO OT/eIa
M03BOHOYHHKA — SIBJICHUSI CHOHIMIINTA; KOJICHHBIX Cy-
CTaBOB — apTpo3 2 cTajluM, Ta300ePEHHBIX CyCTaBOB —
apTpo3 2 cTaguu, KUCTeH —apTpuUT 4 cTaguu.

Puc. 2. JIBycTopoHHHUI CaKpOUIIEHT 4 CTaIiH, 3K30CT03 (OTMEUEH CTPEIIKON) B 00JIACTH JIEBOTO Ta300epEHHOTO
CycTaBa, aHKHJIO3 B JIEBOM Ta300€IPEHHOM CyCTaBe IOCIIE ONEPAIMH C HCIIOIh30BAHHEM METAJUINIECKON
KOHCTPYKIHH

Bbrin BoicTaBnen nuarHos: «llcopuaruueckuil ap-
TPUT C IOBCHWIBHBIM HA4ajoM, CIIOHIUIOAPTPUTHYC-
ckmii BapuanTt, aktuBHOCTH III (DAPSA 60, ASDAS
4,58, BASDAI 6,1), nByctoponHuii cakpousnent Ro IV
T, nonuapTput, Ro 4 ctaguu. Bropuunslit octeoapTpos.
Ro 3 craguu. Ilcopuas, mamyne3Ho — OJSIICUHBIN, CTa-
Iusl IporpeccupoBanus. OUOpoIUCIIIasust MPOrpeccH-
pytomas occudunupyiomas. [1oAKOKHBI KalbIIHO3.
OuUOpPO3HBIN aHKWIIO3 B JIEBOM Ta300ePEHHOM CyCTaBe
1ocjae Omepalnyd C HCIOJIb30BAHUEM METalUINYeCKOH
KOHCTPYKITAI.

Jleuenne: Mertorpekcar 7,5 Mr/Hen BHYTpH (TpH
YBEJIMYEHHUH 03Bl — TOIIHOTA); DTOpUKOKCHO 90 mr/cyT
BHYTPB B IOCTOSIHHOM pexxume; M0aHIpoHOBas KHCI0Ta
150 mr 1 p/mec BHYTpb. D (heKxT oT Tepanuu HETIOTHBIH,
B 2018-2019 1. meproamyeckn oTMedana ycuieHune 6o-
Jieil B Ta300€IPEHHBIX, KOJICHHBIX CyCTaBax, IepHOaANYC-
CKU PELUIMBHUPOBAJ CHUHOBHUT KOJICHHBIX CYCTaBOB, CO-
XpaHsUIUCh Tcopuarnyeckue Buicbimanus. B 2019 roxy
(21 rom) MeTtoTpekcar OTMEHEH B CBSI3U C IIJIOXOH Tepe-
HOCHMOCTBIO, B KadecTBe 0a3UCHOI Teparnni Ha3HAYaJICs
Cynbdacana3us 10 2 r/CyT ¢ JalbHEUIINM CHIKCHUEM
110361 10 1,5 T/CyT B CBsI3U ¢ TOMIHOTOI ¥ pBOoTOM. B 2020
TONy B CBSI3U C PEIUANBHPYIOMNMHI HH(YEKIUIMHU CYITb-
(bacanasun ObUT OTMEHEH. APTPHUT, KOXKHBIN TICOpPHa3 CO-
xpansuinch. C 2020 rona pemennem BpaueOHOM Komuc-
CHUY MAIMCHTKE Ha3HAUCH B Ka4eCTBEe 0A3UCHOM Teparuu
nurudutop JAK — xamm3 — Topamutuanb 5 mr 2 pasza
B cyTkHu BHyTpb. Ha done neuenns TodanutuHnOOM -
KyIHPOBaHKE SBJICHUI apTpuTa, OOJNel B CIIMHE BOCIIA-
JIUTEIBHOTO XapaKTepa, KOXKHOro ncopuasa. [lanuenrka
OTMETHJIA YITy4YIIeHHe OOIIero COCTOSHUS, PAacCIIupeHue
(DYHKIIMOHATBHBIX BO3MOYKHOCTEH. OOOCTpeHMA apTpu-
Ta, KOXKHOTO TICOpHa3a B TCUCHHUE 3 JIET TEpalliy HE Ha-
011r0/12710Cb .

OBCYXIEHUE

CIIO)KHOCTH NTHArHOCTUKUA W U depeHnnamI-HOn
JIUATHOCTUKU MICOPUATHYCCKOTO apTPUTA Y MAIIMEHTOB C

®OII 00ycIIOBIICHBI CXOMHBIMU JKAIO0AMU U JIOKAJIN3a-
LHyed TMOBPEeXKIEHHUS, YACThIM HAIUYUEM «PEBMATOJIOTH-
YeCKUX» MposiBieHui y naruerToB ¢ @OII, Takumu kak
cakpownuuT npu MPT, CMHOBHT, MTOCTENEHHOE aHKUJIIO-
3UPOBaHKE JTYyTroOTPOCUATHIX CyCTaBOB U TEJ IO3BOHKOB
10 THITy CHH/IECMO(pHTOB, IIOCTEIIEHHOE Pa3BUTHE aHKHU-
JI030B B CyCTaBax. B ommcaHHOM KIMHHYECKOM CiTydae
JOTIOTHUTENFHBIM KPHUTEPHEM JAWarHo3a IICOpHaTHYe-
CKOT'O apTpUTa IBUIHCH KOKHBIE BBICHINTAHUA. TPYIHOCTH
B sieueHun [ICA y IaHHOI NMANMEHTKU OBLIM CBSI3aHBI C
TIJIOXOM TMEePeHOCHMOCTBhIO Oa3WCHON Tepamnmuu CHHTE-
THYECKUMH TIpeTapaTaMy, a TaK e HEBO3MOXXHOCTHIO
MPUMEHEHHSI MapeHTepalbHbIX CPEICTB (TpaBMa BeAET
k nporpeccupoBanuo @OII). IIpumenenue TapreTHoit
Tepanuu ToparMTHHIOOM 3HAYNTENBHO YIYUIIHWIO Ka-
YEeCTBO JKM3HU MAIMEHTKH, MO3BOJMIIO JOOWTHCS HU3-
KON aKTHMBHOCTU ICOPUATHUYECKOTO apTpuTa, a TaK XKe
oTCcyTCTBHsI 0O0ocTpenuit u nporpeccuposanus GOII. B
TOCJIEIHUE TO/IBI MTOSBUIINCH JTaHHBIE 00 3 dexTrBHOCTH
npuMeHeHus 6mokaropoB JAK — kuHa3 B JICYCHUN TAIH-
earoB ¢ ®OII. Ha3znauenue TodannTiHHNOA IO TTOBOLY
KOMOPOH/JHOH MaTOJIOT MU, BO3MOXKHO, IIO3BOJIUT KOHTPO-
JMpoBarh U TshKenoe opdannoe 3adoneanue — POII.

3AKJIIOYEHUE

®OII sBIsIETCS penkuM TPYIHO AUArHOCTHPYEMBIM
3aboneBaHreM. BaxxHoll 3ajadueil SIBISICTCS MOBBILICHUE
OCBEJIOMJIEHHOCTH Bpauel, paHHssl AUarHOCTUKA JJAHHO-
r0 3a00JIeBaHMs BO M30eKaHNE POBEICHNS XHPYpruye-
CKHX BMEIIAaTeIbCTB, HHBA3UBHBIX MPOIEIYP C AMArHO-
CTUYECKOHM MmN JiedeOHOM 1eJIblo, KOTOpbIe MOT'YT HpH-
BECTH K TPOIpPecCUpOBaHMIO 3aboieBaHMs. TpymHOCTH
JTUAarHOCTHKH KOMOPOHWIHOW TATOOTHH OMOPHO-IBUTA-
TEJIBHOTO ammapara, B TOM YHCJIe peBMaTHIeCKuX 3a00-
neBanui, y nauneHtoB ¢ @OIT 00ycoBIICHbI CXOKECTHIO
KIIMHUYECKOW KapTUHBL.

BbaaronapHocrtu.
ABTOpBI CTaTbU BBIPAXKAIOT MPU3HATEIBLHOCTH MPO-
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(deccopy Huxummuoini Mpune IlerpoBHe, mepBOil BbI-
craBuBiiel manuentke B. gmarno3 ®OII, a Taxxke 3a
KOHCYJIbTUPOBaHHUE MAlUEHTKU I0CJIE JOCTIKEHHs eil
18 — neTHero Bo3pacTta M IOMOILb B BBIOOpE Oa3MCHOM
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