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Dubpoducnaazus occupuuyupyrowas npoepeccupyrowas (POII) — yavmpapedkoe monozerHoe 3a001e8anue, nPOAGAAIOUeECs HEKOHMPOAUDYEMbIM
npoueccom eeHepanu308anHoil cemepomonuyeckoii occugpuxayuu. Ilepevim u eduHcmeenHbIM NPenapamom, NOKA3a8uUM 8 KAUHUHECKUX UcC-
c1ed08aHusAX cnocOOHOCMYb 3aMedAsmb POCM HOBbIX occupukamos, aeigemcs naroeapomer (IIBT) — ceaekmuenbiili aeonucm -noomuna
peuenmopa pemunoesoii kuciomol (RARY), kxomopuiii 6vin 3apeeucmpupogan oas neverus DOIl 6 onpedeneHHbIX 803pACMHbBIX ePYNNAX 8
Heckonvkux cmpanax. Ony6aukosantvle 0aHHble 0 €20 NPUMEHEHUU 8 YCA0BUSX PeaNbHOl KAUHUYECKOl NPAKMUKU HEMHO20HUCACHHbL.

Ileav uccaedosarus — npoaranusuposams onvim npumererus IIBT npu POII ¢ ycao6usx pearvHoll poccuiicKoli KAUHUYeCKOU NPaKmuKu ¢
aKyeHmom Ha 0emanbHylo XapaKkmepucmuxky nayueHmos, oueHKy sggdekmugnocmu u 6e3onacHocmu mepanuu.

Mamepuaa u memodot. J[ns nasnauenus IIBT omobpano 19 nayuenmos ¢ mscenrvim meveruem POII (cpednuii 6ospacm — 12,4 200a,
14 nayuenmog maadue 14 aem), coomeemcmeosasguiux kpumepusam omoopa. Ilpoepeccuposanue obsema eemepomonuyeckKux ocCupUKamos
(I'0) ouenusanu c npumenenuem HU3K0003080i Komnviomepuoi momoepaguu (HAKT) éceco mena. Anaruzuposanu Koauuecmeo «8Cnbiulex»
do u na one mepanuu. QynkyuonansHoiii cmamyc nayuenmog onpedensau no wkasam CAJLS u CHAQ. Peeucmpuposanu nedicenamensole
saeaenus (HA), so3nuxuiue 6 npoyecce neuenus.

Pesyavmamot u obcyxcoenue. Y 19 nayuenmos ¢ POIl umencs kaaccuveckuil peHomun 3a601€6aHUSL C NAMOLEHHBIM 6APUAHMOM 2eHA
ACVRI. U3 nux 15 noayuaiom IIBT ¢ mexywem pexcume 6 kombunayuu ¢ uneuoumopom SAnyc-kunaz mogayumunubom (TODA), y 8 uz smux
nayuenmos npoooadCUmMenbHocmy mepanuu cocmasisem 6onee 1 eoda (meduana — 18 mec). Ewe 4 nayuenma oscudarom noayueHus
npenapama. Ilo dannoim HAKT ¢ dunamuke ¢ unmepsarom 12 mec cywecmeennozo npupocma obuieeo obsema 10 He eviseaerno. Ha gone
mepanuu He ommeueHo yxyouienus QyuKyuonarvHoeo cmamyca. Cepvesnoix HA ne 3apecucmpuposano. Y 14 u3 15 nayuenmos evisenenst H5
€O CIMOPOHbL KOJCU U CAUUCTMBIX 000404€eK (CyX0cmb, 3Y0, peMUHOUOHbLI OepMamum,) pazAutHoll CmeneHu 8bipajiceHHOCM.

Saxarouenue. [Ipedsapumenvrotii ananus npumenenus [IBT y nayuenmos ¢ @OII nokazanr omcymemeue 3nauumoeo npoepeccuposanus 10 u
emecme ¢ mem Oaazonpusmubiii npoguas 6ezonachocmu npenapama. Komniemenmapnocmo namoeenemuueckux sgpgpexkmoe [IBT u TODPA
Modcem cmamy HO80U mepanesmuueckoti cmpameeueli npu POII.

Karouesnie caosa: gubpoducniasus occuduuupyrouas npoepeccupyrowas; eemepomonu4eckas occupuKkayus; naroeapomen; mopayumu-
HUO.
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Fibrodysplasia ossificans progressiva (FOP) is an ultra-rare monogenic disease manifested by an uncontrolled process of generalized heterotopic
ossification. The first and only drug that has demonstrated in clinical trials the ability to slow the growth of new ossifications is palovarotene
(PVT), a selective agonist of the gamma subtype of the retinoic acid receptor (RARY), which has been approved for the treatment of FOP in certain
age groups in several countries. Published real-world data on its use are limited.

Objective: to analyze the experience of using PVT in FOP in real-world Russian clinical practice, with an emphasis on detailed patients’ charac-
teristics description and assessment of treatment efficacy and safety.

Material and methods. Nineteen patients with severe FOP (mean age 12.4 years; 14 patients younger than 14 years) who met the selection criteria
were chosen for PVT therapy. Progression of the total volume of heterotopic ossifications (HO) was assessed using low-dose whole-body computed
tomography (LDCT). The number of flare-ups before and during therapy was analyzed. Functional status was assessed using the CAJLS and
CHAQ scales. Adverse events (AEs) occurring during treatment were recorded.

Results and discussion. All 19 patients with FOP had the classic disease phenotype with a pathogenic variant of the ACVR 1 gene. Of these, 15 are
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currently receiving PVT in the ongoing regimen in combination with the Janus kinase inhibitor tofacitinib (TOFA), in 8 of these patients, treatment
duration exceeds 1 year (median 18 months). Another 4 patients are awaiting access to the drug. According to serial LDCT examinations with a
12-month interval, no substantial increase in the total HO volume was detected. No deterioration in functional status was observed during therapy.
No serious AEs were recorded. In 14 of 15 patients, mucocutaneous AEs (dryness, pruritus, retinoid dermatitis) of varying severity were observed.
Conclusion. Preliminary analysis of PV'T use in patients with FOP showed no significant progression of HO and, at the same time, a favorable
safety profile. Complementarity of the pathogenetic effects of PVT and TOFA may become a new therapeutic strategy for FOP.

Keywords: fibrodysplasia ossificans progressiva; heterotopic ossification; palovarotene; tofacitinib.
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®ubpoaucmnazusi occuGuuUpyoasi TporpecCupyomas
(DOII) — yasrpapeakoe reHeTuueckoe 3a0ojieBaHue (pacmipo-
cTpaHeHHOCTh — okoJio 1:1 000 000) ¢ ayTocOMHO-TOMUHAHTHBIM
tunoM HacenoBaHus. @OTI BbI3BaHa TaTOTeHHBIM BapUaHTOM
reHa ACVR 1, KOTOpbIil 00yCIOBIUBAECT aKTUBALIMIO CUTHAIBHOTO
IyTH KOCTHOTO MOp(doreHeTnIecKoro 6enka, MPUBOASIIIYIO K
(GOopMUPOBAHUIO OYArOB TETEPOTOMUYECKON OoccuduUKaluu B
MBIIILIAX, GACIUSIX, CYXOKUIUSIX U CBSI3KAX C MOCTEAYIOLINM MPO-
TPECCUPYIOLIMM OrpaHruYeHUEM (DYHKIMOHATBHBIX BO3MOXHOCTEH,
yTpaToii COCOOHOCTU K CaMOOOCTYXKMBAHUIO U B UTOTE — K BbI-
pakeHHOW MHBAIMIN3ALIAY BITIOTh J0 MTOJTHOW 00€3MBIKEHHOCTH
[1]. Teuenne POIT xapakTepr3yeTcst SMM301aMU BOSHUKHOBEHUS
00JIe3HEHHBIX BOCTIAJIMTEIbHBIX UHOWIBTPATOB («BCIIBILIEK»),
KOTOpPBIE MOTYT ObITh CIOHTAHHBIMU, HO Yallle TPOBOIUPYIOTCS
TpUITEpaMU: ObITOBBIMU TpaBMaMM, MaJeHUSIMU, BHYTPUMBI-
MEYHBIMU WHBEKIUSMHM (B TOM YHUCIIe TIPU BaKIIMHAIIUW ), X~
PYPTUYECKUMU BMEIIaTeIbCTBAMU, CTOMATOJIOTUISCKMMU Ma-
HUTTYJISIUSIMY, WHBa3UBHBIMU TUArHOCTUYECKUMU TIPOIIEIY-
pamu, HarpuMep Ouorcueii TkaHeit |2, 3]. BaxxHeimm ycioBruem
MPodUIAKTUKY SITPOTEHHBIX T€TEPOTOMMYECKUX 0CCUDUKATOB
(I'O) sBasiercst panusist auarHoctuka MOTI. 3anono3puTh 3a-
0oJieBaHUE MOXHO YK€ MPU POXKIEHUH, 3a10JIT0 O MOSIBJICHUS
T'O, no xapakTepHOii BpOXJAeHHONW MabopMauu OOJIbIINX
TTaJIbLIEB CTOIT, OOBIYHO IBYCTOPOHHEN, C YKOPOUEHUEM U BaJIb-
TYCHOI eBualueli, 0MHaKO OKOHYATEeNbHBIN TUarHO3 JOJIKEeH
OBITh MOATBEPXKIECH PE3YIBTATOM MOJIEKYISPHO-TEHETUUECKOTO
HCCJIEIOBaHUsl C BBISIBJIEHMEM MaTOreHHOro BapuaHTa TeHa
ACVRI [1]. 1o HemaBHEro BPpEeMEHM TepaneBTUYECKUE BO3-
MOXXHOCTU OTPaHWYMBAINCH TPEUMYIIECTBEHHO CUMIITOMA-
TUYECKUMU ¥ TPOTUBOBOCTIAIMTELHBIMY OIIIUSIMU, HE CIO-
COOHBIMU TPEIOTBPaTUThL (hopMupoBaHue HOBbIX ['O [4, 5].
ITanosapoten (I1BT) cTan mepBbIM mpenapaToM ¢ 10Ka3aHHOM
naToreHeTHueckoil aktuBHocThio npu MOII. Ero neiicTBue
OCHOBAHO Ha CEJIEKTUBHOM aKTUBALIMU Y-PELENTOPA PETUHOEBOW
kucaotsl (RARY), yTo npuBoaut Kk muHrubupoBaHuio docdo-
punupoBanuss SMAD 1/5/8 u, kak cliecTBHE, K TTOAaBICHUIO
ALK2/SMAD-3aBUCMMOT0O XOHIPOTeHe3a ¥ SHIOXOHIPATbHOTO
OKOCTeHeHMU [6].

TepaneBruueckuii noreHuuan [1BT ObL1 mocienoBaTeIbHO
U3y4eH B MacIITaOHOW MeXIyHapOIHOW IporpamMme KIMHU-
YEeCKUX HMCCJIeAO0BaHUIA, BKJIIOYABIIEH PaHAOMM3UPOBAHHOE
niaanebo-KOHTpoJupyeMoe uccienoBanue ¢asnpl 1l
(NCT02190747), oTkpbITOE paciinpeHHOe (C Ha3HaYeHUEM
npemnapara rnaiueHTaM, MoJyyaBIIuM TU1ale60) KIMHUYeCcKoe
uccaenoBanue PVO-1A-202 (NCT02279095), a TakKe KIMHU-
yeckoe uccienosanue dassl [II MOVE (NCT03312634), B Ko-

72

TOPOM TPYIIITY CPAaBHEHUSI COCTABJISLIN MTAIIUEHTHI, BKIIIOUCHHBIC
B MCCJIEOBaHUE €CTECTBEHHOTO TeueHMs 3aboneBanus (NHS,
NCT02322255) [6—9]. B kimuHnyeckoMm uccienoBanuu dassr 11
y naureHToB ¢ POIT, momyuaBmux [T1BT Bo BpeMst «BCITBIIIIEK»,
T10 TAaHHBIM KOMITbIOTepHOI ToMorpaduu Ha 12-ii Henee cpen-
HMiI1 00beM HOBBIX I'O cocTaBWII B TpyMIax ¢ pa3HbIMU PEKUMaMU
nosuposanus [1BT 1,3x10° u 3,8x103 mm? (mo3a 5/2,5 u 10/5 mr
COOTBETCTBEHHO) B cpaBHeHuu ¢ 18,0x103 mm® B rpymme
niamnebdo, OAHAKO 3TU Pasiuyusl He ObLIM CTaTUCTUUYECKU
3HaunMbiMu (p=0,12) [6]. HecMoTpst Ha HegOCTaTOYHO YyOe-
MUATEbHBIE PE3YJIbTaThl, B MEPBYIO OYepenb M3-3a MaJIOUMC-
JICHHOCTU CpaBHMBAEeMBIX I'PYII, 3aKOHOMEPHOU IIJIT TaKOTO
penkoro 3aboyieBaHUsI, aBTOPaMU OBLI ¢AeJIaH BBIBOJ, O TTIOTCHITU -
ajbHOM 3¢ dekTuBHOCTU npenapaTa. B uccnenoBanuu dasnl 111
MOVE o6b1a noarsepxiaeHa crnocodoHocts I[MBT 3amennsth
nporpeccupoBanue 'O mpu aaurenbHol Tepanuu (10 48 mec),
BKJTIOUAIONIEeH KaK PEXUM IOIEPXKUBAIOIIEH T03bI, TAK Y YCHU-
JICHHYIO Tepalliio TIPY «BCIIBIIIKaX». B YCIOBHUSIX TAKOTO pexXnma,
MpUMEHsIEMOTro 10 48 Mec, ToIoBoI MpUpOoCT HOBBIX ['O cocTaBm
B cpeaHeM 9,4 cm?, uro Ha 54—60% HuXe, YeM B KOTOpTe ecTe-
ctBeHHoro teyeHust (20,3 cm3/rom). Ocoboe BHUMaHUE MPU
ucnoib3oBanuu [1BT ymessiiivm n3ydeHUIo CBOMCTBEHHOTO BCEM
pPETUHOMIAM TIOTEHIIMATbHO HETaTUBHOTO BIWSHUS Ha 30HBI
pocTa, 4To 00YCIOBIMBACT HEOOXOAMMOCTD y4yeTa Bo3pacTta 1
CTaIuM CKeJeTHOTO co3dpeBaHus. B mcciaemoBanuun MOVE
MpeXAeBPEMEHHOE 3aKPhITHE 30H POCcTa ObLIO 3a(pUKCUPOBAHO
y 21 (37%) u3 57 nauueHToB maaauie 14 net. B cBsi3u ¢ 3TUM B
WHCTPYKIMSIX IO MEIMIIMHCKOMY TMPUMEHEHUIO Ipernapara,
BKJIIOUasl poccuiickyto (ceHTs6pb 2024 1), peKOMEHIOBaHO
HauYMHATh Teparuio B BO3pacTe He paHee 8 JIeT y IeBOYEK U
10 meT y MaqbYUKOB, OCYIIECTBIISIS PETYJISIPHBII MOHUTOPUHT
MokKasareJjieil KOCTHOIO Bo3pacTa U JinHeitHoro pocta. ClioXHbIe
MHOrorpaHHbie acrnekthl maroreHeza POIl 3akoHOMepHO U
Hepa3pbIBHO B3aMMOCBSI3aHbI ¢ (PU3UOIOTMIeCKIUMU TTpoIieccaMu
KOCTeoOpa3oBaHUsI, UTO CO3MaeT OOBEKTUBHBIE TPYTHOCTU C
pa3paboTKoit 3(h(heKTUBHOTO CPEICTBA MOAABICHUS FeTEPOTO-
MUYeCKOi occrduKaumu 6e3 HeraTUBHOTO BIMSHUSI Ha HOP-
MOTOIMUYECKYIO KOCTb.

MHOXeCTBEHHOCTb MOTEHLUMATbHBIX TOYEK MPUIOXKEHUS,
CITOCOOHBIX TOPMO3UThH M30BITOYHBIN OCTEOTeHe3, MUPOKO 00-
CYXIaeTcs B IUTepaType MOCIeTHUX JIeT, BKITI0Uast BO3MOXHOCTh
KOMOWHALIMI TTperapaToB, BO3ACHCTBYIOIINX HA Pa3TNIHbBIC MO-
JIeKyJIsipHble MUIIeHU. Kak oTMeueHO B pyKoBOACTBe Mexkmy-
HaponHoro KinHuveckoro coera o MOIT (International Clinical
Council on FOP, ICC) 2024 . u B ipyrux HeIaBHUX ITyOJIMKALIUSIX,
BOCITAJTUTENTbHAs (pa3a «BCIBIIIKI» MPEAIISCTBYET XOHAPOTeHE3Y
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u mocaenyomemy pazsutuio 'O [4, 5]. B aTom KoHTekcTe
000CHOBAaHO MPUMEHEHUE IS YMEHbILIEHUsI aKTUBHOCTU BOCTIA-
JIEHUsI UHTUOUTOPOB SIHYC-KMHA3, B YaCTHOCTU TOodaluTUHUOA
(TODA), moaBsIONIET0 BHYTPUKIIETOUHYIO Tlepefady CUTHaIa
OT MPOBOCHIAIUTENIBHBIX LIMTOKUHOB. TeM caMbIM TMpenapaT oka-
3bIBAET YHUBEPCATbHBIN IIPOTUBOBOCTIAIUTETLHBIN (EeKT y ma-
LIMEHTOB C TsoKeIbIM pedpakTepHbiM TedeHueM DOIT [10]. Crpa-
TEerusl MyJIbTUTAPTeTHON Teparnuu MpeanoaaraeT CUHepruiecKuit
abdexkt TODA (momaBiieHHe BOCHATUTEIBLHOTO Ipollecca Ha
paHHeM atarie (popmupoBaHus 'O, T. . B IeprOJ «BCIBILLIKW») U
[1BT (610kupoBaHue no3aHero 3tana pa3Butus 'O — sHA0XOHA-
pPaLHOTO OKOCTeHeHUsI TiyTeM uHruoupoBaHus RARy/SMAD-
3aBucuMoro myTH) [11]. [1epBblit pocCUIICKMIA OTTBIT TPUMEHEHUS
TIBT B komouHarmy ¢ TOPA y 2 manuneHToB ¢ aktuBHOi DOTT
oKa3zaJicsl ycrelHbIM 1 Obut onvcaHd B 2025 1. [12]. TTocTeneHHO
HaKaTUTMBAIOIINIICS KIMHUYECKUI OIBIT MMaTOTeHETHYECKOM Te-
panuu B KOropTe poCCUMCKUX OOJbHBIX UMEET BAXHOE MPAKTHU-
YecKoe 3HaUeHUe VIS JICUYSHUST OTOTO TSKEJIOTo 3a00JIeBaHUs C
¢okycom Ha BEIOOp peskrMa Tepari, MOHUTOPUHT Oe30TMTacCHOCTH,
OLIEHKY 3((PEKTUBHOCTU, a OTCYTCTBUE MyOJMKALIMIA B MUPOBOIA
nuteparype o npumeHeHun [1BT y maumentos ¢ @OIT BHe ipo-
rpaMM KJIMHUYECKUX UCCIIEAOBAaHUN CO3IAET YCIOBUS ISl PUO-
pUTEeTa POCCUNCKON METULIMHBI HA MEXIYHAPOIHOM YPOBHE.

Ilenp vccrmemoBaHUs — TMPOAHATU3UPOBATH POCCUMCKUI
onbIT mpuMeHeHus [1BT nmpu @OII B ycnoBUsIX pealbHON K-
HUYECKON MPAaKTUKU C aKLIIEHTOM Ha IETAIbHYIO XapaKTePUCTUKY
MaLMEeHTOB, OLIEHKY 9(b(MEKTUBHOCTH U 6€30MTaCHOCTU TePauu.

Marepuan u metonpl. C okTs16pst 2022 1. 1o aekabps 2025 . B
OTKPBITOE KOTOPTHOE KUCCJIeIOBAHUE BKJIIOUEHBI MMAIIUEHThI, OTO-
OpaHHBbIe 111 Ha3HaueHus naTtoreHeTuyeckoi tepanuu [1BT B
®I'BHY «HayyHo-unccaenoBaTeIbCKIi MHCTUTYT PEBMATOJIOTUI
uM. B.A. HacoHoBoii». Bcem nmauneHTam npoBeieHbl 00LIenpy-
HSITBIE JJIs1 PEBMATOJIOTMYECKOI MPAKTUKHY JJTabOpaTOpHbIE U MH-
CTpYMEHTAJIbHbIE UCCJIEIOBAHMS, B TaKXKe HU3KOOA030Basi KOM-
nbrotepHast Tomorpadus (HAKT) Bcero tena. Ha kaxpaoro na-
nreHTa oGopMIIsUTA 3aKiToueHre, 0O0OCHOBEBIBAIOIIEe HEO0OX0-
numocTb HazHayeHus [1BT u pexxum nosuposanusi. Ha ocHoBaHuu
TOJTYYEHHOTO 3aK/IoueHrst opopMIIsIICS TTAKeT JOKYMEHTOB Ha
JleKapcTBeHHOe obecrneyeHue U3 cpeAcTB [ocymapcTBeHHOTO
donna «Kpyr noopa». [1BT HazHayaiu B COOTBETCTBUU C OPu-
[IMAJTLHO YTBEPKICHHOUW MHCTPYKIINEH — B pEXXUMe TTOIe KU -
Baroteit 036l (3—5 MT/CYT B 3aBUCMOCTH OT MacChl TeJla) Uin
B J03€, MpeaIHa3HAYeHHON IS KyMMPOBaHUS OOOCTpPEeHUST —
«BCHbILIKW» (4 Hen B mo3e 12,5—20 mr/cyt u 8 Hen B mo3e 6—
10 Mr/cyT B 3aBUCMMOCTH OT MacChl TeJia).

Kpumepuu éxarouenus: TeHETUYECKU MONTBEPKICHHbBIN TUarHo3
®DOIT; Hanmnune akTUBHBIX TTposiBieHUt DOIT; manueHTH XKeH-
cKoro moJjia ot 8 mo 18 et 1 Mmykckoro 1oza ot 10 go 18 jert.

JrarHo3 ycTaHaBIMBAIU 110 CJIEAYIOIINM KPUTEPUSIM: KITU-
HUYecKasl KapThHa 3abosieBaHUs (BPOXKAEHHAs! Mab(hOopMalus
| manbLeB cTom, HATMYKME YIaCTKOB reTePOTONMMUYECKON OCCH-
dukanumu) B coyeTaHWU C MATOTEHHBIM BapHMaHTOM B TeHe
ACVRI, mOATBEPXACHHBIM pe3yIbTaTaMKi MOJIEKYJISIPHO-TeHEe -
Trueckoro uccienosanusi B ®I'BHY «Menuko-reHeTnaeckuit
HayyHbIi HeHTp uM. akana. H.I1. boukoBa».

Kpumepuu nesxarouenus: otkas ot repanuu [1BT.

DGGHEKTUBHOCTh Tepanuy OLIEHUBAJIU 1O M3MEHEHUIO
0011ero oobemMa reTepoTONMMYecKoil occudukanum (B cM?) 1Mo
nanHeiM HI KT Bcero Tena ¢ BOTIOMETPUUECKUM U3MEPEHUEM.
VY manueHToB ¢ mmMTelbHOCThIO Tepanuu [1BT 6oiee 12 mec
CpaBHMBAJIM 3HAUYEHUST OTOTO TMOKA3aTelisl MPU TUHAMUIECKOM
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HCCIIeOBAaHUU ¢ MHTepBaJioM B 12 mec. [l onpeneneHus ak-
TUBHOCTU 3a00JI€BaHMS aHATM3MPOBATIM KOJIMUYECTBO KIMHUUECKHU
MaHU(bECTHBIX 000CTPEHMI («BCIIBILIEK» ), BOSHUKILIUX B [IEPUO]T
HaOJIOACHUS.

Busyanuzauuio 'O nposoavnu ¢ npumenenueM HIAKT 6e3
KOHTpacCTHpOBaHUS Ha 128-cpe30BOM KOMITLIOTEPHOM ToMOTpade
GE Revolution EVO (GE HealthCare). Jlna mporpaMmbl CKaHH-
pOBaHUsI ObLIN BEIOPAHBI CACAYIOIIME TTapaMeTPhl: HAMPSDKEHNE —
100 kB, cuna Toka — 85 MA, TommuHa cpe3a — 1,25 mm. Ha
pa6oueit cranuuu GE Revolution EVO 15t mpocmoTtpa n3zobpa-
xkenuit popmara DICOM PACS npumensiiu nporpammy Volume
Viewer ¢ mocpe3oBbIM BhIIeeHUEeM Bcex ['O oTmenbHO B He-
CKOJIBKMX aHaTomMuyeckux objactsax. Oovem 'O ompenensiu
MyTeM CEerMEeHTAllMM KaXI0ro aKCHaJIbHOTO Ccpe3a C MCIOJIb30-
BaHUEM I0JTyaBTOMAaTUYECKUX AJITOPUTMOB; TOTIOJHUTEIbHO JIJIsT
ONTUMU3ALIMU IPUMEHSIIA pydHOe KOHTYpupoBaHue (AW Server,
Bepcus 3.2). O6beM 'O (B MM?) pacCUMTHIBAIN OTACIBHO ISt
KaXkI0il aHaTOMUYECKOM 00JIaCTH M 3aTeM CYMMUPOBAIU IS
o6urero oobema Tena.

DPpdeKTUBHOCTD Tepanuy JOMOJIHUTEIbLHO OLIEHUBAIU IO
(byHKILIMOHATBHOMY CTaTyCy MAllMEHTOB C MCIOJb30BaHUEM
onpocHrka CHAQ (Childhood Health Assessment Questionnaire)
[13] u KymynsiTuBHOM aHAJIOrOBOM 1IKaJIbl CTENEHU MOpakeHUsI
cyctaBoB npu POII (Cumulative analogue joint involvement
scale, CAJIS) [14]. Kpome Toro, aHaTM3MpOBaIu JMHAMMKY aHT-
POIOMETPUYECKHUX ToKa3aTesiel (pOCT), JaHHbIE KIMHUKO-J1a-
0OpaTOPHOrO MOHUTOPMHIA (KIMHUYECKUI, OMOXUMUYECKUI
aHaJIM3bl KPOBM), & TAKXKE YACTOTY U XapaKTep HexXelaTeJbHbIX
apaenuit (Hf) Ha done tepanuu [IBT u comyrcrByrouieit
Tepanuu.

Cmamucmuueckas obpabomka dannvix. PacdeT HEOOXOTUMOTO
pa3mepa BbIOOPKM Ha 3Tare IMJIaHUPOBaHUSI MCCIEeI0BaHUSI He
MPOBOJAUJIN. AHAJIU3 NaHHBIX BBIMOJHEH C MCIOJb30BaHUEM
MakeTa CTaTUCTUYeCKUX IporpaMmm Statistica, Bepcust 12.0 (StatSoft
Inc., CIIIA). KonuyecTBeHHbIE MOKa3aTe M OMUCHIBAIN C yKa-
3aHMEM MeIWaHbl U MHTePKBAPTWIHLHOTO MHTepBaia (Me [25-ii;
75-11 MPOLIEHTWJIM |) WJIM CPEIHETO 3HAYeHUS B 3aBUCUMOCTH OT
XapakTepa pacrnpeaesieHus 1 oobema JaHHbIX. [t cpaBHEHUS
konmuyecTBeHHbIX gaHHbIX HIKT Bcero tena (oOuiuit oobem
T'O), 3aperucTpupoBaHHbBIX B X0OA€¢ BU3UTOB | (Ha MOMEHT Ha-
3HaueHust [1BT) u 2 (uepes 12 mec nociie HazHaueHus [1BT) uc-
TOJIb30BaJIA KpUTeprii BuikokcoHa.

HccnenoBaHue omoOpeHo JIOKATbHBIM 3TUUECKUM KOMUTETOM
(rmpotokost Ne2 ot 27.01.2022). [1pu rocnutannzalnuu OT KakKa0ro
MalMeHTa U ero 3aKOHHOTO MPEeACTaBUTES MOJIydyeHO MHGDOP-
MMPOBaHHOE corjlacueé Ha aHOHMMHOE MCITO0JIb30BaHUE €ro Me-
MUIIMHCKUX TaHHBIX B HAYYHBIX 1eJsiX. [IpeicraBieHHbie B Ha-
CTOSIIIIEN CTaThe CBEACHUS OOC3TUUYCHBI, UACHTU(DUIIMPYIOIIasT
nH(opMaIus yaaieHa.

Pesyasrarel. B uccienoanue BioueHo 19 nanmeHToB (68 %
JIAIL KeHcKoro noja) ¢ @OTI, koTopsiM OblTa Ha3HAYEHA MaTo-
reHetuyeckast tepanusi [1BT. ¥ Bcex mauueHTOB ObLIO MTOATBEP-
KJIeHO HaJlmune matoreHHoro BapuaHTta reHa ACVRI: y 18 —
c.617G>A (p.Arg206His), y |1 manueHTKH — yJIBTpapenKuii
Bapuanr ¢.1067G>A (p.Gly356Asp). Kiunuko-gemorpadudeckast
XapaKTepUCTHKa MalMeHTOB NpuBeaeHa B Tadu. 1. Bee 19 nauu-
€HTOB COOTBETCTBOBAIM Kitaccuueckomy denorumny POII. Pac-
TpenesieHre KITMHUTISCKUX TIPOSIBIICHUIA M PEHTTeHOJIOTMYECKUX
MPU3HAKOB MPEICTaBIeHO Ha puc. 1.

Ha ocHoBaHMM pe3yNbTaToB 00CIEIOBaHUS, BHISIBUBIIETO
MpU3HAKKU apTpUTa KPYMHBIX CYCTABOB M CAaKPOWJIMUTA, Y BCEX

13
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Taommua 1. Knnnuko-nemorpadudeckas xapakrepuctiuka namuentos ¢ ®OII
Table 1. Clinical and demographic characteristics of patients with FOP

Iloka3areinnb 3HaueHue
IMoxn, n (%):
KEHCKUM 13 (68,4)
MYKCKOM 6 (31,6)
Bospact Ha MoMeHT HazHaueHust [IBT:
M (min—max), roabt 12.4 (8—17,9)
<14 net, n (%) 14 (74)

AHTpOIOMETpUYECKUE MTOKa3aTeu Ha MOMeHT HazHadeHus [1BT, M (min—max):
pOCT, cM
Macca Teja, KT

151 (129—180)
45 (25-78)

0 5 10 15 20

Manbpopmarust I nazsues cron N |19 (100)

Manbdopmauus 1 nassues kucteii  |[NNNGGE 10 (66)

Anovamm IIOTT I | 19(100)

Mepudepieckie ocreoxorapovs: NN | 19 (100)

Muoxecrsenmsie O NN 19 (100)

Hapywene cryxa [N s (42,)

Comosr TEC I 19 (100)

Caxponmr NN 9 (47.4)

Ankuos ayrootpocryatsix cycrasos s IO [N | 19(100)

Puc. 1. @enomunuueckue u peemamonocuueckue xapakmepucmuxu nayuenmog ¢ POII,
n (%). LIOIT — weiinviii omoen nosgonounuxa; ThC — mazobedpernsie cycmagol
Fig. 1. Phenotypic and rheumatologic characteristics of patients with FOP, n (%). ILIOII —
cervical spine; THC — hip joints

Tabauna 2. Tepanus, npeamectsoBasuas HasHayenunio [IBT y nanpentos ¢ @OIT (n=19), n (%)
Table 2. Therapy prior to PVT initiation in patients with FOP (n=19), n (%)

IIpenapar KommyecTso nanuenTos
HIIBIT 19 (100)
I'K:

BHYTpb 10 (53)

BHYTPUBEHHO («ITYJIbC-TEPAIsI») 11 (58)
BucdochonaTs 7 (37)
TODA 18 (95)

ITpumeuanune. HITBIT — HecTepouaHbie MpoTMBOBOCHAMTENbHbBIE Mpernapathbl; 'K — riokokop-
TUKOUJIBI.

MaLMEeHTOB ObLT 000CHOBAH KOHKYPUPYIOLLIMI PeBMATOJIOTMUYECKUIA
JIarHo3 (IOBEHWIbHBIM XpOHUYECKUM apTpuT — y 10 mim oBe-
HUJIbHBIN aHKWJIO3UPYIOLIUHI CIIOHAWIUT — Y 9).
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TlonHBI CrIeKTp mMpenaparoB, MpH-
MEHSIBIIMXCSI Ha pa3HbIX Tarax Kypauuu
narueHToB ¢ POII, orpaxeH B TadI. 2.
Ha MomeHT nipoBeieHsT HACTOSIIIIETO aHa-
auza 15 maunmentoB nojayvator [1BT, 4
OXWIAIOT MOJyYeHUs Tpernapara. bomee
4yeM IoJI0BUHE 60JIbHBIX (n=9, 60%) I[IBT
Ha3Hayva I B MOAAEPXKUBAIOIIEH 103¢€, a Y
6 (40%) NOTTOIHUTETHLHO MCITOTH30BAJICS
peXUM TIOBBIIIIEHHOW 103bl MIPU 00OCT-
peHun («Bcrblike»). CpeaHsis Mpoaosi-
KHUTEJTHbHOCTh TEPAITUU COCTABIISIET 18 Mec
(ot 1 mo 32 mec). 7 maleHTOB IMOJIyYaloT
TIBT menee 1 roma, 2 — meHee 2 JieT, 6 —
oosee 2 sieT. KimoueBble Mmokasareiu Ha
MOMeHT Ha3HauyeHus Tepanuu [TBT y Bcex
15 maupmenTtos ¢ ®OII, nocnenoBaTeIbHO
BKJIIOUCHHBIX B aHAJM3UPYEMYIO TPYIIITY,
TpeCTaBlIeHBI B Ta0JI. 3.

J171s1 OLIEHKM MaTOreHETUYECKOTO Jeii-
ctBus [1BT u npupocta 'O npoBoauiach
HJKT Bcero tena ¢ hbuKCMpOBaHHBIMU
BPEMEHHH/MU MHTEPBATAMYU U3MEPEHMSI,
ONTUMAJIBHO exXerogHo. K Hacrosimemy
BpeMEHH BCero 8 OOJBHBIX (5 XKEHCKOTO
1 3 MY>KCKOTO T10J1a) MOJyJaroT Tepanuio
T1BT Gonee 1 rona. Pe3ynbrarsl ux nuHa-
MUYECKOro HabIoAeHUS ObUTU OTOOpaHbI
1151 GUHATBHOTO aHAJIN3a C OLIEHKOM 00-
mero oobema I'O o panusiM HIKT Bcero
Tejaa, IMHAMUKU (DyHKIIMOHAIBHOTO CTa-
Tyca ¢ MCIOJIb30BaHKEM (DYHKIIMOHATBbHOMI
wikanbl CAJIS, onnpocHuka CHAQ B xone
NIBYX TTOCJIEIOBATEIbHBIX BUBUTOB: HAa MO-
MeHT HazHayeHus [IBT u yepes 12 mec
(ta6m. 4). CpenHue 3HAYCHUS TUX TTOKA-
3aTesieil HAa MOMEHT MCXOIHOTO BU3UTA U
yepe3 12 mec niocse Havasa tepanuu [1BT
MpeacTaBIeHbl B Ta0JI. 5.

Ilo BceM aHaIM3MpyeMBbIM ITOKa3a-
tesim 3a 12 mec tepanuu [1BT He BbI-
sBiieHo HapacTtaHus (p>0.05) oo6vema 'O,
sHayeHuit CAJIS u CHAQ (cm. Tabm. 5,
puc. 2).

JuHamuka oduiero oobema 'O mo
nanHbiM HAKT Bcero Tesa y nmaiiueHTOB
Ne 1, 2 u 5 mokasaHa Ha puc.3.

C momeHTa HazHayeHus [1BT y 4 ma-
LIMEHTOB OBLIM OTMEYECHBI «BCITBILIKM»
®DOITI. ITpu aTOM HapacTaHust oobema 'O
Yy HUX HE BbISIBJIEHO, KaK U Y IPYruX 4 mna-
LIMEHTOB, Y KOTOPBIX COXPAHSUIOCH CTa-
OUTbHOE COCTOSTHIE Ha (hOHE TIPUMEHEHNST
nperapata. JetanbHas XapaKTepUCTHKA
HA y xaxporo mauueHTa oTpaxeHa B
Tabj. 3. 3a BpeMs JICUEHUST CEPbE3HbIX
H4 He 3apeructpupoBaHo, MO3TOMY HU 'y
OITHOTO TAIlMeHTa Ipernapar He ObLI OT-

MeHeH. Y 14 u3 15 60bHBIX HAOTFOIAIICh KJTacC-CITen(pUuIecKre
JUTSI BCEIA TPYIIIBI PETUHOMIOB KOXHO-CIIM3UCTBIE ITPOSIBICHMS
pPa3IMYHON CTETNEHM BBIPAXKEHHOCTU B 3aBUCMMOCTH OT J03bI

Cospemennas pesmamonoeus. 2026,20(1):71—79
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Taommua 4. Ooumii 06bem I'O, nokasateaun CAJIS, CHAQ y 8 namuentos ¢ @®OII, noxyyaomux [IBT 6osee 12 mec
Table 4. Total HO volume and CAJIS and CHAQ scores in 8 patients with FOP receiving PVT for more than 12 months

Ne BospacT Ha MOMeHT JlnMTeIbHOCTD Oovem I'O, CAJIS, CHAQ,
TMANUEHTA HasHauena [1BT, mec Jie4eHusi, Mec B1 B1 B1

1 168 32 49,7 9 2

2 122 27 271,2 7 1,875

3 215 29 622,65 16 2,5

4 172 24 710,0 11 2,5

5 122 25 56,69 4 1,875

6 132 22 46,9 10 1,625
7 163 32 297,13 6 1,875

8 155 20 182,1 11 2,625

ITpumeuyanue. B1 — Busurt 1; B2 — Bu3uT 2.

O6bemTO,  CAJIS, CHAQ,
B2 B2 B2
53,79 10 2,25
271,4 7 1,875
622,8 13 2,5
711,5 11 2

60,55 6 1,625
47,2 10 1,625
297,4 6 1,75
182,1 11 2,625

Tabmmua 5. Meauana u cpeanue 3Hadenusi oomero oobema I'O u nokasareneit CAJIS, CHAQ

y nammentos ¢ ®OII (n=8)

Table 5. Median and mean values of total HO volume and CAJIS and CHAQ scores in patients with
FOP (n=8)

Iloka3arenn Hcxonno Yepes 12 mec

Oo61wmmit 06uem I'O, cm?:
Me [25-i1; 75-ii iepLeHTIIN |
M (min—max)

226,7 [54,9; 378,51]
279,5 (46,9—710,0)

226,7 [58,8; 378,51]
280,5 (46,9—710,0)

OO0uuii cuer mo CAJIS:
Me [25-ii; 75-ii nepueHTHIN| 9,5[6,75; 11,0] 10,0 [6,7; 11,0]
M (min—max) 9,25 (4—16) 9,25 (4—13)
O61mmii cuer mo CHAQ:
Me [25-ii; 75-ii nepueHTHIn| 1,94 [1,88; 2,5] 1,94 [1,84; 2,3]

M (min—max) 2,1 (1,625— 2,625) 2,0 (1,625-2,625)

ro, cm? CAIJIS, CHAQ, 6auibl
250 12
200 ——————-———————— 10
8
150
6
100
4
50 2
ee000c00cccccs0000cccccsscccc o o0
0 0
Bl B2
——— O = mmmm CAJ[Seeeeeee CHAQ

Puc. 2. lunamurxa meduanv: noxazameneii oouieeo ovsema 10, CAJIS, CHAQ 6 meuenue
12 mec neuenusn [IBT
Fig. 2. Changes in the median total HO volume, CAJIS, and CHAQ over
12 months of PV'T therapy
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I[IBT. ¥V 11 BO3HUKIU M3MEHEHUST KOXU
JIETKOW CTETEHU TIXKECTU — CYXOCTh, XEI-
JINT U KPaTKOBPEMEHHBII 3y1. Y 4 00J1b-
HbIX, nonydaBux [1BT B roBbilieHHOM
o3¢ (TIpu peXXMME «BCIIBIIIKN» ), 3apeTry-
CTPUPOBAHEI OoJiee 3HAUYMMBbIE KOXHBIC
IIPOSIBJIEHUSI 10 TUITY «PETMHOUIHOIO IEP-
MaTuTa» C SPUTEMON, IIeTYIIICHUEM C BbI-
paXeHHbBIM 3yIOM, perpeccupoBaBIlIUe
TocJie KOPPEKIMU JA03bI ITpernapara u npu-
MEHEHUSI SMOJICHTOB. ¥ 3 MalMeHTOB OT-
MeYaJIMCh KPaTKOBPEMEHHBIC TUCITCTICH -
YyecKue sIBjIeHus (TOIIHOTA, Tuapesi, pBo-
Ta), KyIMUPOBaBIIMECS CAMOCTOSITEILHO.
YV 1 60JIbHOI ¢ KOMOPOWAHBIM OXKUPEHUEM
3-1i cTeneHu U KUPOBBIM IrernaTo30M Bbl-
SIBJICHO KPaTKOBPEMEHHOE TOBBIIIEHUE
(<3 HOpM) YpOBHS aTaHUHAMUHOTpaHChe-
Ppa3bl ¥ acrmapTaTaMUHOTpaHchepasbl. Eie
y 1 manueHTkM 17,5 €T, ICXOMHO HE MO-
nyvasiieit TOMA, B TeueHMe epBOro Me-
csua teparnuu [1BT pa3Buiiock obocTpeHue
apTpuTa, MoATBEePXKIAeHHOE TaHHbIMU Y3
¥ MarHUTHO-PE30HAHCHOM TOMOTrpapumn
CYCTaBOB, BO3MOXHO, B paMKaX €CTECTBEH-
HOTO TeYeHUsI 3a00JIeBaHUS TIPU MTO3IHEI
(rmocne 15-meTHero Bo3pacta) MaHue-
CTalMK KIMHUYeCKUX npossieHuit ®OTIT
JI00 BCIISICTBHE OTTOCPETOBAHHOTO ITPO-
BOCITAJIUTETLHOTO 3(pHeKTa peTUHOUIOB.
[Mocne mo6amneHust K tepanuu TODA
OBLJIO TOCTUTHYTO YMEHbIIIEHUE MPOSIBIIC-
HUIT apTpuUTa.

Ha ¢doHe neyeHust uamepsiim mnoka-
3aTeJN JIMHEIHOTO POCTa MCXOIHO U TIOCTIe
12 mec teparuu. CpeqHUit pocT TP UC-
XOIHOM BU3HTe cocTaBui 155,43+£11,2 cm,
yepe3 12 mec — 158,45+10,6 cMm, cpenHero-
JIOBOM MpupocT pocTa — 3,025+2,4 cm/ron,
YTO CBUIETEJLCTBYET 00 OTCYTCTBUM
3HAYMMOTO TTOIaBJICHUsT pocTa Ha (hoHe
tepanuu [1BT. TTokazarenu pocta coot-

Cospemennas pesmamonoeus. 2026,20(1):71—79
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BETCTBOBAJIM BO3PACTHBIM HOPMATHUBAM
JUIs TAHHO BO3PACTHOI TPYIIIbI (CpeTHUIA
Z-score: -0,42+0,85), yTo yKa3bIBaeT Ha
orcytcTBUe HeratuBHoOro BiausiHus [1BT
Ha JIMHEMHBIA POCT MALMEHTOB TIPU UC-
MMOJTH30BAHUY B YKa3aHHBIX no3ax. [lep-
COHAIM3MPOBAHHBIE JaHHBIE, OTPaXKalo-
1Me AMHAMUKY POCTa, TIPEACTaBIeHbl B
Tab. 6.

O6cyxnenne. Hacrosimast pa6ora
BKJIIOYAET BCEX POCCUMCKUX MALIUEHTOB C
®DOII, KOTOpBIM TPOBOIMIACH TEPATTUS
I1BT, 1 Ha ceromHSIIIHUI I€Hb SIBASIETCS
€IMHCTBEHHOI1 B MUpe MyOJIMKaLuei, 1mo-
CBSILUEHHOU peaJibHOW KIAMHUYECKOW
npakTuke ero npumeHeHwus. [1ytb mosy-
YeHUs J10Ka3aTeabCcTB 3P (PEeKTUBHOCTH
TIBT okasasncs HemnpoCTbIM, MOCKOJIbKY
crienndurKa pa3BUTHS 3a00J1eBaHUS U €TO
MCKJTIOYUTENbHAS PEIKOCTh OCIIOXHSLIN
BBIOOP METOMOJOTUM KIMHUYECKOTO UC-
CJIEJOBAHMUSI C OTIPENEIIEHUEM MTEPBUYHBIX
¥ BTOPUYHBIX KOHEUHBIX TOUYEK B paMKax
KJIACCUYECKOTO PAHIOMU3UPOBAHHOTO TUIAIIe00-KOHTPOTUPYEMOTO
nuzaiiHa [6]. i3MeHeHue nu3aiiHa Ha OTKPBITHIA PEXUM B HC-
cienoBanuu (asel [II MOVE 1 nnpoBeneHre napajuiesibHOro uc-
cJIe0BaHNs MALIMEHTOB C €CTECTBEHHBIM TEUEHHUEM 3a00JIEBaHMS
(NHS) B kauecTBe rpyIinbl CpaBHEHMS MO3BOJIWIM J0Ka3aTh 3-
dektuBHOCTh [IBT B OTHOLIEHUU TOPMOXEHHUS POCTAa HOBBIX
I'O. Crenyet mom4epKHyTh, 4TO y 29% MAlMEeHTOB, TTOTyYaBIINX
IIBT, 6buto 3adhmMkcupoBaHO yMmeHblIeHMe obbema ['O, Torma
Kak B IPyTITe €CTECTBEHHOTO TeUeHUsI TaKas AMHAMMKa OTMevaaach
TOJIBKO B 5% ciy4yaeB, XOTsl 3TU [TOKa3aTeJIM U3HAYATbHO HE BXO-
AT B KpuTepuu 2G@MEKTUBHOCTU B KOHEYHBIX TOUKaX MCClie-
noBaHusl. Llenrecoobpa3HO OTMETUTh, YTO POCCUNCKUE LIEHTPbI
He OBbUTH BKJTIOUYEHBI B TIPOTPaMMY MEXIyHAPOIHBIX KITMHITYECKIX
WCCIeNOBaHUI, HECMOTPS Ha HAILIM HEOTHOKPATHbIE OOpaIIeHUST
K MX OpraHu3aTopam, TeM He MeHee HECKOJIbKO POCCUICKUX Ma-
LIMEHTOB MO MHULIMATHBE MaLMEHTCKON OpraHu3alny SIBJISLTUCH
yJaCTHUKaMM McciienoBaHus ectectBeHHoro teueHust @OIT [9].
DTO MO3BOJISIET HAM C YBEPEHHOCTBIO UCIO0JIb30BaTh OMYOIUKO-
BaHHBIE JaHHbBIE YKa3aHHOTO HAOTIOMATETbHOTO MCCIIEIOBAHMS
JUTSI COTIOCTABJIEHUSI C TIOJTyYeHHBIMY HAMU pe3ybTaTaMU, OCO-

Puc. 3. Ouenka obueeo odsema I'0 no danuvim HIAKT ececo meaa na ghone mepanuu [I1BT
vy nauuenmog Ne 1, 2u 5 ucxodno (a, 8, d) u uepe3 12 mec (0, ¢, e).

Tayuenm Ne 1, 14 nem: a — 49,7 cm?, 6 — 53,79 em’. Ilayuenm Ne 2, 11 aem:
6—271,2cm’, e — 271,4 cm’. Hayuenm No 5, 10 aem: 0 — 56,69 cm?, e — 60,55 cm?.
Fig. 3. Assessment of total HO volume based on whole-body LDCT during PV'T therapy in
patients No 1, 2, and 5 at baseline (a, 6, d) and after 12 months (0, ¢, e). Patient No 1,

14 years: a — 49.7 cm?, 6 — 53.79 cm?. Patient N 2, 11 years: ¢ — 271.2cm?, e — 271.4 cm?.
Patient No 5, 10 years: d — 56.69 cm?, e — 60.55 cm’

OEHHO B YacTW MpPOrHo3upyeMoro rnpupocra oobema 'O 1o
nanaeiMm HIAKT.

Haiu npeasapurenbHbie pesynbratbl ipuMeHeHust [1BT
OKa3aJIMCh BechbMa OOHAIEKMBAIOIIMMU 1 B 1IEJIOM COTIOCTaBH-
MbIMHU ¢ TaHHbIMU uccaegoBanus MOVE. Tak, y ogHo# nmauu-
eHTKU 14 net, HauaBueit Tepanuio [1BT B 2023 1., npupoct 'O
cocTtaBui Beero 2,73 cm? (¢ 49,7 no 53,79 cm?) 3a 1,5 rona, a'y
npyroro mnamueHTta 4yepe3 10 Jier mocie Havajsa MpUMEHEHUS
IBT npupoct I'O paBHsiics 4,95 cm3/rof, 4To 0Ka3anoch 3HAYM-
TeJbHO HMXe TeMnoB npupocTa 'O no Havana Tepanuu (OYeHb
obIcTphIii pocT 00beMa 'O ¢ 1,234 1o 56,69 cm? 3a 9 mec). IIpo-
BeIEeHHBII aHaau3 rokasai, uro HaszHaueHue [1BT mo3Bossier
3aTOPMO3UTh CKOpocTh Ipupocta 'O y mauuenTos ¢ ®OII. Y
MMalMeHTOB ¢ MCXOIHBIM 00beMoM I'O <100 cM? oTMeuaach ux
CTaOUIBHOCTh UJIV YMEPEHHOE YBEJIMUEHUE 00beMa (B CpeIHEM
+7,5%), a y mauueHToB ¢ UCX0AHBIM 00beMom 'O >200 cm® —
MoJiHasl cTabuaM3anus mnpoiecca (OTCyTCTBUE mpupocTa). B
otanuune ot ucciaenoBaHusi MOVE, B KoTopoM olieHUBaJICS
MPUPOCT HOBOM TeTEPOTONMUYESCKONW OoccuduUKaIMu, B HAIIMX
HaOJTI0ICHUSIX aHAIU3UpoBasIcs oot oobeM 'O, a mosryyeHHbIe

Tabmmua 6. IunamMuka nokasarelieii iHeitHoro pocra y nanmentos ¢ ®OII, noxyyaomux I[1BT
Table 6. Changes in linear growth parameters in patients with FOP receiving PVT

Ne ITon Bospact Ha MOMEHT

NanueHTa nasHayenus [1BT, roast

1 KeH. 14,0 161,0
2 KeH. 10, 2 147,0
3 Myx. 17,9 180,0
4 KeH. 14,3 150,0
5 Myx. 10,2 144,0
6 KeH. 11,0 156,0
7 KeH. 13,6 150,0,
8 Myx. 12,9 155,0

PocT Ha MOMEHT
HasHauenus [1BT, cm

Poct noc.ie 24 mec
Tepanuu I1BT, cm

Poct nocie 12 mec
Tepamuu I[IBT, cm

161,0 161,0
153,0 155,0
182,0 182,0
152,0 152,0
149,6 =
159,0 =
150,0 =
161,0 =
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HaMM Pe3yJIbTaThl TTPOJIEMOHCTPUPOBAIN axe OoJbIIyI0 (-
(PEKTUBHOCTb B OTHOIIIEHUU CHUKEHUST TEMITOB MPOTPeCCUpo-
BaHus 'O, yuem B MexxayHapogHom uccienoBanuu MOVE. Mbi
rmoJjiaraeM, 4To 3TO MOXET OBITh CBSI3aHO ¢ KOMOMHMPOBAHHOM
Teparnueii, MpuMeHsIeMO Y BceX HalllnX MmarueHToB. CHHepru-
yecKuii 3(pheKT ABYX MpernapaToB, BO3ACHCTBYIOIINX HA pa3HbIe
atanbl nmaroreHe3a MOII (peruHouaHblil IyTh U JAK/STAT-
3aBUCHMOE BOCITaJIeHNE), BEpOsTHO, obecrneuynBaeT 6ojee Bbl-
paxkeHHOe TopMoXeHue mporpeccupoBaHust 'O, yTo HaBOAUT
Ha MBICJTb O TTOTeHIIMATBHBIX TIPEUMYIIECTBAX KOMOMHUPOBAHHOMN
tepanuu s nanreHToB ¢ MOI1. BaxHo otMeTuTh, 4TO HaM-
ooubiueit apdekTuBHOCTH [1BT 1 coxpaHeHus1 hyHKIIMOHATBHBIX
BO3MOXXHOCTEH MallMEHTOB 3aKOHOMEPHO MOXKHO TIOCTUYb ITPU
paHHeM Hayajie Tepanuu, Ha CTaausX, ornepexaroimnx Gopmu-
poBanue MaccuBHbIX I'O. [Iunamuueckuit ananu3 CAJIS nokasan
MPEUMYIIEeCTBEHHYIO CTaOMJIM3allMI0 ITOKa3aTeeil, OMHAKO Y
OTIETHHBIX MAIIMEHTOB (PUKCUPOBAINCH U3MEHEHUS B 00€ CTO-
POHBI — Kak cHmkeHue 3HaueHUit CAJIS (ynydmreHue), Tak u
nx noBbiieHue. [Mapamerpsr CHAQ mpu cTaOMIBHBIX TTOKAa3a-
Tensix 0o1iero oobema 'O y 00JIbIIMHCTBA MALIMEHTOB OCTABAJIUCH
HEM3MEHHBIMU, TIPU 3TOM B YaCTH CllyyaeB HAOJIOAAIUCh He-
GoJIbIIIe pa3HOHAIPABIeHHBIE CIBUTH (KaK yJIydIlIeHue, TaK U
YXYIIIIEHNE), YTO MOXKET OTPpaKaTh BIUSHUE 00JIU, aKTUBHOCTHU
®DOII, orpaHnYeHUS] TOIBUKHOCTA U OBITOBOM aKTUBHOCTU B
KOHKPETHBIC TTepUOIbI, HE BCErIa COBITaJaloIIe C MOMEHTaMK
3aIroJHEHUS OMPOCHUKA. B 11eJ0M MOXHO OTMETUTh, YTO TO-
kazatenun CAJIS/CHAQ neMOHCTpUPOBaJIM MPEUMYIIIECTBEHHO
CTaOWIBHBIN (DYHKIIMOHATBHBIN CTaTyC C yMEPEHHON MHINBU-
NMyaTbHOU BaprabeTbHOCTHIO.

OIHUM MX BaXXHBIX aCIIEKTOB O€30MTaCHOCTU TEPAITUU pe-
TUHOUIAMU, IIIUPOKO 0OCYKIaeMbIM B TUTEpaAType, SIBIIETCS
MOTEeHIMAIbHOE YCKOPEHHME 3aKPbITUSI 30H POCTAa B KOCTSIX.
B Hamux HaOMIOAEHUSIX HE BBISIBJIEHO 3HAYMUMOIO OTpMlia-
tenpHoOTO BausHus [1BT Ha nMHaMUKy TUHEHHOTO pocTa ma-
LIMEHTOB IOAPOCTKOBOro Bo3pacta. Y 7 (87,5%) u3 8 nauneHToB
B MEPUOJA TepallMyd COXPAHSJICSI TPUPOCT pocTa (CpeaHUiA
npupoct — 0,84+0,3 cM/ron), a y 0mIHOTO MaJlbuMKa, HayaBIIEro
neyeHue I1BT B Bo3dpacte 10 jer, B TeueHUe MepBOro rojaa
POCT yBeJIUYMJICS Ha 5 ¢M, a 3a 2 rojla — CyMMapHo Ha 8 cM.
DTO yKa3bIBaeT Ha OTCYTCTBHE BBIPAXKEHHOTO IMOIABIISIIONIETO
a(pdexra [IBT Ha pocTOBBIE 30HBI ITPU UCMOJIb3YEMbIX 103aX.
YHUKaJIbHBIN OMBIT HAIlleTO IEHTpPa, BKJIIOYAIOIIN HaOII0-
neHue 65 manueHToB ¢ MOII, GOIBIIMHCTBO U3 KOTOPBIX B
HacToslee BpeMs JOCTUTIN B3POCIOro Bo3pacTa, CBUACTEb-
CTBYET O TOM, UTO 3TO 3200JIeBaHUE HEPEAKO aCCOLMUPYETCS
C BBICOKOPOCJIOCTBIO, a TIepPHOIbI MAaKCMMaJbHOTO MPOrpec-
cupoBaHus 'O coBmnamaloT ¢ rnepuogamMu JMHEHHOro pocTa,
npu 3ToM KpynHble ['O, mopaxariire HeCKOJIbKO CETMEHTOB

OTOPHO-ABUTATEILHOTO arnapara, SBISIOTCS BeAylel mpu-
YUHOI rpyobIX AehopMalmii Tena.

HewmanoaxHoe 3HaueHMe [UIs1 UHTEPIIPETALMU PE3YyIBTaTOB
HaIlIeTo UCCIeI0BaHUS UMEET XapaKTep COMYTCTBYIONIEH TepaIu.
YV Bcex 6osibHbIX Hapsay ¢ [1BT npumMeHsiiack mpoTrBOBOCTIAIM -
TeJIbHAsT Teparus, 9YTO COOTBETCTBYET PeaTbHOU KIMHWUYECKON
MpaKTUKe BEICHUS MAlMeHTOB ¢ akTUBHBIM TeueHuem DOII.
C yyeToM naToreHesa 3abojieBaHus [11] uenecoodbpa3Ho paccmart-
pUBATh MOJTyYEHHBIE PE3YJIBTaThl KaK OTPAXKEHME KOMIUIEMEHTap-
HOTO BJIMSTHUS IBYX HarpaBiieHU# Tepanuu. [1pu aToM TapreTHast
TIPOTUBOBOCTIATIUTEILHAST TePAITHsl TIOTEHIIMATHFHO MOTJIa CTTIOCO0-
CTBOBATh CHVDKEHUIO YACTOTHI U/ VJTH BBIPAKEHHOCTH «BCTIBITIIEK»,
a [1BT 3a cuet Bo3aecTBUS Ha MO3IHUE ITAITbl SHAOXOHAPATBHOTO
KocTeoOpa3oBaHusl — crabuausauuu oobema 'O, uro U HaluIo
OTpakeHUe B MUHMMU3ALMK MPUPOCTa cyMMapHoro oobema 'O
no naHHbIM cepuiiHoit HKT y 6GosbiinHceTBa nanueHToB. [Tpu-
HUMasi BO BHUMaHUe IU3aiiH UCCIIeIOBAHNUsT, MAJIBIN pa3Mep BbI-
OOpKU M OTCYTCTBUE KOHTPOJBHOU TPYIIITHI, BBIACTUTH KOJIUIE-
CTBEHHBII BKJIAJl KaXX/IOTO KOMITOHEHTA Teparuu HEBO3MOXKHO,
HO CJIe/lyeT YYUThIBaTh, 4To mpuMeHeHne TOMA nouTtH y Beex ra-
LIMEHTOB Mpe/iiecTBoBaio HazHayeHuto [1BT 1 He mpoTuBopeunio
HEO0OXOIMMOCTH UCTIOJIb30BaHUS MOCeHEro. TeM He MeHee cama
CTpPYKTypa Habmomaemoro addekra (MperMylIecTBeHHas cTa-
OMIBHOCTE cyMMapHOTo o0beMa 'O rpu ymMepeHHOIM Bapradeb-
HOCTA (DYHKUIMOHAIBHBIX IIKAJ) MOIIEPKUBAET KIWHUIECKYIO
TUIOTE3Y, UCXOMSIIYIO U3 TOTO, YTO KOHTPOJb BOCHIATUTEIbHOMN
(asbl «BCIBIIEK» W OIOKMPOBAHUE SHAOXOHAPATBHOTO OKOCTE-
HEHUsI MOTYT B3aMMHO YCWJIMBATh JPYT JApyra, GopMUpysl MpaK-
TUYECKYIO CTPATETHIO BeleHUs TalieHToB ¢ akTuBHON DOIT.

3akimouenne. Pe3ynbraTsl HAOMIOAATETLHOTO UCCIEIOBAHNS,
noceseHHoro npuMeHenuio [1BT, mo3Bossiior cnenarh BHIBOL
0 BO3MOXXHOCTHY TOPMOXKEHUSI C €r0 MOMOLLbIO TPOTPECCUPOBAHUST
reTepoTonnueckoil occudukauuu y nmaumeHToB ¢ MOII.
C yuyeToMm maToreHe3a 3a0oJieBaHUS MPEJCTaBIsIeTCS 000CHO-
BaHHBIM PaccMaTPUBATh CTPATETHIO KOMOWHUPOBAHHOTO TIPH-
MeHeHMs [I1BT 1 TOMA Kak CMHEPTMUECKYI0 MYJIBTUTAPTETHYIO
MOJIeJTb Teparui.
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