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Pesiome

CTaThsl COAEPXXUT AQHAAU3 KAMHMYECKNX ¢peHOTUNOB Hanboree
3HAYMMbIX HO30OAOTMHECKHUX (POPM CcnoHAMAoAPTpuTa (CnA),
QAHKHAO3MPYIOLLLEro CMOoHAMANTA (AC), AKCHAABHOTO CIOHAMAOQP-
Tputa (akcCnA), ncopuatuyeckoro aptputa (McA). NpeacTas-
AeH noanmopgnsm CnA ¢ no3nuum MHOroobpasmns KAMHU4e CKMx
NPOABAEHUH, CTPYKTYPHbIX U3MEHEHNH, PEHTT€HOAOTMYECKOM,
MMMYHOAOTMHECKOM U reHeTUHECKOM XapaKkTep1cTuK. MokasaH
BKAQA OTAEAbHbIX MEAMATOPOB BOCNAAEHMUSA, MPEXAE BCEro
UHTEpPAEHKHHA-17, B pa3BUTHE CTPYKTYPHbIX nopaxeHui. Mpu-
BeAEHbl COBPEMEHHbIe AQHHbIE, KACAIOLMeCs acCoLUaLmm
OTAEAbHbIX ¢peHoTHMnoB CNA ¢ TKAHeBbIM AHTUreHom HLA-B27,
BO3PACTHbIMM M TEHAEPHBIMU PA3AMYNAMM, BOAE3Hb-CNeLugmuye-
CKOI KOMOPOHAHOCTbIO. OTPAXKE€HbI COBPEMEHHbIE QATOPUTMbI
capmakoTepanum CnA c yHeToM 3¢ppeKTUBHOCTU 6A3UCHbIX
npenapaToB AM60 Pe3uCTEHTHOCTH K HUM NPU PA3HbIX hopmax
Cn A. lloAYepKHYTA BAXHOCTb AHAAM3A ¢heHOTUNA 3a60AeBaHUSA
AAS pa3paboTku 060CHOBAHHOM TAKTUKU BEAEHMA B COOTBET-
CTBMM C NPHHLMNAMM NEPCOHUHULMPOBAHHON MEAMLIUHBI.

KatoyeBble CAOBQ: CMOHAMAOAPTPUT, PEHOTHUMN, HHTEPAEHKUH-17.

Summary

The article contents the analysis of different clinical
phenotypes in the most common spondyloarthritis
(SpA): ankylosing spondylitis (AS), axial spondylarthritis
(axSpA) and psoriatic arthritis (PsA). SpA polymorphism
has been discussed on the basis of multiple clinical
presentations, structural lesions, radiological, immuno-
logical and genetic characteristics. Role of pro-inflam-
matory agents especially IL-17 in structural progression
has been pointed out. Recent data regarding the link
between HLA-B27 antigen, gender and age specificity
and different clinical manifestation of SpA are present-
ed. Current algorithms for SpA management based
on evidence of efficacy sDMARD and/or biologics in
separate phenotypes of SpA as well as resistance to
DMARD are highlighted. Authors have concluded that
meticulous analysis of SpA manifestation and patient’s
individual profile is critical in rational SpA management
according fo personified medicine strategy.

Key words: spondyloarthritis, phenotype, interleukin 17.

M.B. Koctpiokosa

CHOHI[I/IJ'IoaprI/ITBI (CnA) — sro re-
TEpOTeHHAsI TPyIIIa PeBMaTHYECKIX
3a00JIeBaHUM, XapaKTepU3yIOIascst mo-
paxkeHHeM I03BOHOYHHKA, Neprdeprye-
CKHX CYCTaBOB M 3HTE3UCOB. B rpymnmy
CnA BximtoueHsl HequddepeHurpoBan-
sl CnA (HCnA), akcnanbHbiii CnA
(axcCrA), aHKHIIO3UPYIOIINH CIIOH -
mut (AC), CnA npu BoCHaIUTEIBHBIX
3aboneBanusx kumeynnka (B3K), CnA
nipu Oone3nu Peiitepa n apyrux peak-
THUBHBIX apTpUTax (acCOUMHUPOBAHHBIX
C ypOTeHTHAIILHON, KUILIEYHOH JTOO0 pe-
CHUPATOPHON MH(pEKIUEH), ICOpHaTH-
yeckuit aprpur (IIcA) [1, 3, 6].
OO0beIUHSIOT 3TH 3a00JIEBaHUA 00-
e KIMHAYECKHE MPOSIBIICHUS, pSHTTe-
HOJIOTUYECKHUE NTPU3HAKH, TCHETHYECKHE
W UMMYHOJIOTHYECKHE 0COOEHHOCTH.
ITpu CnA pasnuuyHOro resesa NpucyT-
CTBYIOT TaKue oOuiue KINHUYECKHe

MpU3HAKH, KaK XpOHHWYECKasi BOcTa-
JIUTeNbHas 00Ib B ClIMHE, Iepudepu-
YEeCKHUH apTpUT C MIPEUMYILECTBEHHBIM
MOpPaXEHUEM CYCTaBOB HIDKHHUX KOHEU-
HOCTEH 110 TUITY OJIMTOAPTPUTA, YACTOE
BOBJICUEHHUE TTEPHAPTUKY/IIPHBIX TKaHEH
1 DHTE3MCOB, HAJMYHE BHECYCTABHBIX
MIPOSIBJICHUH B BHJIE MTOPAKEHUS I1a3
(epeqHU YBEUT, SIUCKIEPHT), KOXKH
(mepmomnarus, copuas), KHIIEYHUKA
(3pO3MBHO-5I3BEHHOE TIOPAKCHHUE CITH-
3UCTON). PeHTreHonorn4eckas kapruia
CnA xapakTepu3yeTcsl CaKpOHIIEUTOM,
occuduKayen CyXoXUIbHO-CBI304HOTO
amnmapara, oOpa3oBaHHEM CHHIECMO-
¢utoB B mo3BoHouHuKe [7]. [Ipm pasz-
HBIX Gopmax CITA OTCYTCTBYET Takoi
MMMYHOJIOTHYECKUH (PeHOMEH, KaK
peBMaTOHUIHBIN QaKTop, IPeaCTaBIs-
tomuii coboit anturena k Fe-gparmenry
nmmyHornooynuHa G. Hapsiny ¢ atum

YCTAHOBJICHA acCOLMAIUS MEXIY Ha-
nuneM TkaHeBoro anturena HLA-B27
u passuteM Cn A. I'eHeTuueckas npea-
pacnonoxeHHOCTh kK CITA noaTBepokga-
€TCsI ¥ 4aCTBIM CEMEHHBIM aHaAMHE30M
TIPU 3TOM 3a00JICBaHUH.

CxopHble KIMHUYECKHE, PEHTTEHO-
JIOTHYECKHUE ¥ TeHETHYECKNE IPU3HAKN
CBSI3aHBI C OOIIMMH MEXaHU3MaMH HM-
MYHOINATOJIOTNYECKOTO ¥ BOCIIAIUTENb-
HOTO IPOIIECCOB IPHU Pa3HbIX hopMax
Cu A. Tlo coBpeMeHHBIM NpeACTaBIIe-
Husiv, CD 4" T-xennepst (Th) urpator
Ba)KHYIO PETyISITOPHYIO POJIb B MHH-
LUAUHU U TOAEeP)KaHUH HMMYHHOTO
orseta [4, 21]. Paznuunble cyOmnomyss-
nuu T-XennepoB OTBEYAIOT 3a OTHEIIb-
HbIC MEXaHHU3Mbl IMMYHOIIETOT'€HE3a
IIpY peBMaTHYECKUX Mpoleccax. Taxk,
aktuBupoBanHsie NJI-12 Thl-knerkn
CHHTE3UpYIoT nHTepdhepoH-y (MPH-y)
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U ONOCPEAYIOT KJIETOUHbIE UIMMYHHBIE
peaxiuu. Th2-kJIeTKH CeKpEeTHPYIOT
NJI-4 u NJI-13 u B Gomblueii creneHu
BIMAIOT HA peau3aliio TyMOPaJIBHOIO
UMMyHHOTO oTBeTa. OCco0BIi HHTEpEeC
npezacTasiser cyonomysinus Thl7, ko-
TOpast BbIpabaThIBacT IUPOKUH CIIEKTP
murokuHoB: NJI-17A, NJI-17F, NWJI-21,
WJI-22. YcTaHOBIEHO, YTO aKTUBAIUS
9TOH CyONONYIISIIINY UTPAeT BaXKHYIO
poJIb B MaTOre€HEe3€ UMMYHOBOCHIAIH-
TEJBHOTO IIpoliecca, MPEeXke BCEro Ipu
CrA. B nocnennue roasl ocoboe BHU-
MaHHe yAeJsieTcs N3yYeHHIO0 OMOJIOTH-
yeckoid ponu NJI-17A. Beiio nokaszaHo,
YTO 3TOT LUTOKHUH YCUIIUBAET HKCIPEC-
CHUIO IPYTHX MEIUAaTOPOB BOCHAJICHUS
U XeMOKHHOB. OH yCUIIUBAE€T CUHTE3
MAaTPUKCHBIX METAJIIONPOTEa3, a TakK-
ke nuddepeHINPOBKY OCTEOKIIACTOB
3a cueT akTuBauuu cuHTe3a RANKL
unu skcnpeccur RANK nHa npenmre-
CTBEHHHKAX OCTEOKJIACTOB. YKa3aHHBII
MeXaHHu3M o0bsicHseT BiusHue NJI-17A
Ha MPOLECCHl CyCTaBHON JECTPYKIHUU
IIpY peBMaTHYECKUX 3a00JIEBaHUIX,
npexae Bcero npu IIcA [2]. Bmecte
C TeM MHOTOYMCIIEHHBIE HCCIEI0BaHUS
JIEMOHCTPUPYIOT MATOr€HETUYECKYIO
poxns NJI-17A B ocreonponudepannu
u ocreorenese npu CnA [19, 20]. Ho-
kazaHo, uto MJI-17A ctumynupyer
ocTeoreHes IyTeM ycuieHus T depeH-
LIUPOBKH OCTEOOIACTOB M3 CTBOJIOBBIX
ME3E€HXHMMAJbHBIX KIETOK C HOCIEeTyI0-
Ie akTuBaryei 1udpepeHIpoBaHHbIX
0cTe0IIacTOB O] BIUSHUEM CHCTEMBI
JAK2 / STAT3 [21].

st Bcex popm CrA xapakTepHa
TUNEepaKTUBAIUS UUTOKMHOBOH OCH
«J1-23 — WJI-17», XOTs pa3nuuHbIe
tdhenoTunsl CIA 1eMOHCTPUPYIOT He-
OJIMHAKOBBII OTBET HAa MHTMONPOBAaHUE
JTaHHBIX TUTOKUHOB [4, 20]. {okazaHo,
yro WJI-17A — 370 KIt04EBOI MeaAnarop,
ONPEIENSIOIINI MaHU(ECTALMIO KOKHBIX,
CYCTaBHBIX U NEPUAPTUKYIIAPHBIX ITPOSIB-
neHuit (3uTe3uToB) npu Crt A. IIpu sTom
YBEIIMUYEHUE KOHIIEHTPALUK UPKYIUPY-
romero NJI-17A xoppenupyer ¢ akTUB-
HOCTBIO U TSDKECTBIO NATOJIOTUYECKOr0
IpoLECCa, a XOPOLIUII OTBET Ha JICUEHHUE,
B TOM YHCJI€ C IPUMEHEHNEM HHTUOUTO-
poB ®HO-a, coueraeTcs co CHIKEHHEM
YPOBHSI 3TOr0 LIUTOKKUHA B KpoBu. Ha-
MPOTHUB, Y NALUEHTOB, PE3UCTEHTHBIX
k uaruouropam ®HO-0, 0OHApYKEHO
yBenudeHue nupkyaupyrommux Thl7-

kieTtok u yposHs UJI-17A. Cnenyer
MOIYEPKHYTh, YTO €AUHCTBEHHBIM J0-
Ka3aHHBIM [PEAUKTOPOM PE3UCTEHTHOCTH
k naruouropam ®HO o sBIIsIEeTCS BBICO-
Kuit 6azanbHbIN ypoBens NJI-17 (Gonee
40 mir/mn, o maraeM Chen ef al.) Bmecte
C TeM, HECMOTPS Ha THIIEPIKCIPECCUI0
NJI-17 B nopa’keHHBIX TKAHSX IPH BOC-
MAJIUTENIBHBIX 3200J1€BaHMAX KUILICYHHU-
Ka ¥ yBeHTe, IPIMEHEHNUE HHTHOUTOPOB
WJI-17 He npuUBOAMT K CYLIECTBEHHOMY
YIIYYIIEHHIO TIPU YKa3aHHBIX KIUHU-
yeckux nposiBiaeHusx CnA [20]. Yka-
3aHHOE HECOOTBETCTBUE T'OBOPUT O TOM,
410 OMoIornuecKue APPEKTHI KITFOYEBBIX
IIPOBOCHAIHUTENIBHBIX IUTOKUHOB HEJI0-
CTaTOYHO PACKPBITHL, 0COOCHHO B IIaHE
UX BIIUSTHUS HAa TKAHEBOE MOBPEXICHUE
npH pasHbeIX perorunax CrA.

C npyro#i cTOpoHBI, 00mHE KIIH-
HUYECKHE U UMMYHOJIOTHYECKUE MPO-
SIBIICHUSI 1€J1al0T 000CHOBaHHBIMU
YHUGHUIMPOBaHHBIE TOAXOABI K HEME-
JUKaMEHTO3HON U MeANKaMEHTO3HOM
tepanuu CnA [1].

BwMmecTe ¢ TeM cylecTBYIOT IPUHIU-
NUaJIbHbIC PA3JINYMsl B MaHU(ECTANN
otaenbHbIX popM CIA, B UX KITMHHUKO-
71a00paTOPHBIX M PEHTICHOJIIOTHYECKUX
0COOEHHOCTSIX, YTO U IOCITY>KHIIO OC-
HOBaHMEM K paszaeneHuro CnA Ha ca-
MOCTOSITEJIBHBIE HO30JIOTHUECKUE EA1-
Hunel. Kpome toro, kaxnas u3z gopm
CHA xapakTepH3yeTcst TonIMophH3MOM
KJIMHUYECKOW KapTHHBI, Pa3InIHbBIMU
TeMIIaMU NIPOrPECCUPOBAHUS CYCTaB-
HBIX MOPaXeHUH, HEOJUHAKOBBIM OT-
BETOM Ha 00JIe3Hb-MOAUPUITHPYIOIIYIO
U IPOTHUBOBOCHATIUTEIBHYIO TEPAIHIO.
BaxHbIil BKJIag B peanu3alnuio 3TOro
nonmMopQu3Ma Hapsiy ¢ TeHETHYECKUM
npoduiIeM BHOCST SK30TeHHBIE (haKTo-
PBl, KOHCTUTYLIMOHAJIBHBIE OCOOCHHO-
CTH NaIMeHTa, KOMOPOHIHAS MTaTOJOT UL
B cBsi3u ¢ 3TUM 0COOBII HHTEpEC TPe-
craBisieT aHanu3 ¢peHorunos AC, akc-
CnA, IIcA xak Hanbosee 4acThIx hopm
CrA, uMerommux 00JbIIoe METUIIMHCKOE
U COLIMAJILHOE 3HAUCHHUE.

®enorunbl AC. AHKUITO3UPYIOMIUIA
cnonamut (AC) npexacrasinsier coOon
XPOHHYECKOE BOCTIAJINTENBHOE 3a00Ie-
BaHHUE U3 TPYIIBI CIIOHAWIOAPTPUTOB
(CnA), xotopoe xapakrepusyercs 00s-
3aTelbHBIM OPaXEHUEM KPECTIIOBO-
none3otHbIX cycraoB (KIIC) u (vm)
MTO3BOHOYHHKA, IIPUBOASIINM K pa3Bu-

THIO aHKmI030B. [Ipn AC Habmrogaercst
4acToe BOBJICUEHNE B MATOJIOIMUECKUI

HPOLIECC YHTE3UCOB U MepreprHIeCKUX

cycraBos. [IporpeccupoBanue 3a00eBa-

HHS 00yCIIOBIICHO MTposndepanueit Koct-

HOI TKaHU, YTO MPOSIBISIETCS POCTOM

CHHIECMO]HUTOB U (WJIN) SHTE30(HUTOB
C NOCNIEIyIOUUM aHKUIIO3UPOBAHUEM
no3BoHouHuka u KIIC [5, 6]. Cnenyer

HOJ4YEepKHYTh, uTo ¢ 2019 roxa Tepmu-

HBI «PEHTI€HOJIOTHUECKUH aKCHATIbHBIN

CIIOHJUTIOAPTPUT» U «aHKHIIO3UPYIO-

MIUAN CIOHJWIUT» CUYMTAIOTCS B3aUMO-

3aMeHseMbIMH [3].

HocroBepHslii 1uarno3 AC MOXeT
OBITH yCTAaHOBJIEH B COOTBETCTBUH C MO-
JuunrpoBaHHBIME HbIo-HOpKeKMHI
kpurepusimu (van der Linden, 1984),
KOTOpPBI€ BKJIIOUAOT TP KIIMHUUECKHUX
KPUTEPHsI U OJUH PEHTICHOIOINYECKUIL.
K knmuHMUecKuM OTHOCSTCS:

1. 6oab B HUKHEN YaCTH CIIMHBI JUIN-
TEJIBbHOCTHIO Oojee 3 MecsIes,
yMeHbIIaroasics nocie Gpu3nueckux
YIOPaKHEHUHN, HO COXpaHAOLAsAC
B IIOKOE;

2. orpaHUYEHUE NBUXKEHUH B IO-
SICHUYHOM OTJeJIe T0O3BOHOYHUKA
B CaruTaJIbHOW M BO ()pOHTAIBHOM
IIOCKOCTSIX;

3. orpaHUYEHHE ABIXATEIbHOM IKCKYP-
CUU I'PYAHOMN KJIETKH B CPAaBHEHUU
C MOKa3aTesIMH y 310POBBIX JIUL.

OnuH peHTreHONOTUYECKUI KpuTe-
puil — HaJIUYUe CaKpOUJICUTa JBYXCTO-
ponrero [I-1V craguu, onrHOCTOpOHHETO
M-IV cragumu.

IIpaBuiio noiap30BaHUs: OAUH KJIU-
HUYECKHH TUIIOC OJJUH PEHTI€HOJIOTHYe-
CKUH KpUTEPUH MTO3BOJISIIOT YCTAHOBUTH
noctoBepHbld AC; TOJIBKO KJIMHUYECKUE
KPUTEPUH JIUOO TONBKO PEHTTCHOJIOTHYC-
ckuil kputepuil — BepoaTHsiil AC. Ak-
tuBHOCTh AC 1 ackCHA crienyeT OLeHu-
Bath no uHaekcam BASDAI u ASDAS
(moceqHeMy OTHACTCS MPEIIOYTCHUE,
TaK KaK OH BKJIIOYACT JIabOpaTOpHEIC
noka3zarenu CPIT wim COD), koTopeie
TIO3BOJISIOT BEPHMUIIMPOBATH HE TOIBKO
TSDKECTh 3a00NIeBaHus, HO U 3 (HeKTHB-
HOCTb IIPOBOAUMOM Tepanuu [5, 17].

B nHacrosiiee Bpemst HAKOILIEHO MHO-
r0 KIIMHUYECKHUX JAHHBIX, KACAIOLLIUXCS
ocobenHocteit TedueHuss AC B 3aBHCUMO-
CTH OT I0J1a, BO3pacTa JiebroTa 3a00ieBa-
HUS, TCHETHYECKOTO TIPOQUIIS MAIHCH-
ta. Kak u3BectHo, AC yaiie rnopaxaet
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MYXYHH, YeM JKCHIMH (COOTHOILICHHUE
1:3), muk 3a00eBaeMOCTH HalOIOaeTCs
B Bo3pacte oT 20-30 neT, 3xcnpeccus
anturesa HLA-B27 y nuu ¢ AC noctu-
raet 90 %. YcTaHoBII€HA CBSI3b MEXIY
TSOKECTHIO 3a00JIEBaHUS U TEMIIOM
IIPOTPECCUPOBAHMUSI, C OTHON CTOPOHBHI,
u (peHOTHUIIOM MannenTa, ¢ Ipyro. Tax,
y JIMII MY>KCKOTO T10J1a — HOCHTeJeH
anturena HLA-B27 yvame pa3BuBa-
eTcsl akcHallbHasi hopMa MOpa>keHus,
MIpUYeM paHHHH 1e0I0T 3a00IeBaHms
ACCOILIMHAPOBAH ¢ OoJiee OBICTPHIM IPO-
TPECCHPOBaHUEM U HEOIAronpHUsITHBIM
TEYEeHHEM, YaCThIM OPaKEHNEM BHECY-
CTaBHBIX TKaHEH. Y JKECHILH, HAlIPOTHUB,
yarie, 4eM y MY>KUUH, peTUCTPUPYETCs
AC c BoBieueHHEM nepupepruIecKux
cycraBos. [Ipu 3ToM Hepeako UMEIOT Me-
CTO BBICOKasi aKTUBHOCTH 3a00JICBaHUs,
SHTE3UTHI ¥ IAKTUINTBI, HO TEMIIBI IIPO-
TPECCHPOBAHHUS CaKpOMJICUTA U CIIOH-
JIITITA MOTYT OBITh HEBBIP)KEHHBIMH.
Heo0xomiMo Mot4epKHy Th, YTO YaCTHIM
ocnoxHeHreM AC sBJISETCsl 0CTEONOPO3
TEJI TO3BOHKOB C Pa3BUTHEM KOMIIpec-
CHOHHBIX ITEPEIOMOB.

OcoOwbIil BapuaHT apTpUTa IpHU
AC — 3TO KOKCUT, KOTOPBII Hapsaay
C DHTE3UTAaMH W JaKTHJIUTAMHU pac-
cMarpuBaeTcs Kak (pakTop akTUBHOCTH
u HeOnaronpusiTHoro nporuosa AC.
Crnenyer nNom4epKHYTh, YTO PEHTTEHO-
JIOTUYECKHE MTPU3HAKU KokcuTa pu AC
CXOJIHBI C TAKOBBIMH IIPH OCTEOAPTPUTE:
9TO Cy’KE€HUE CYCTaBHOM ILEIH, 0CTEO-
(UTHI, KHCTHI TOJIOBKH Oepa n (1im)
BEPTIYXHOH BraauHbI. Penko Habiro-
JIAIOTCS 3PO3UH, HEKPO3bl M aHKUIIO03 [7].
B nenom BHeakcHanbHBIE IPOSBICHUS
(xokcuT, npyrue nepudepudeckue ap-
TPUTHI, SHTE3UTHI, TaKTHIIUTHI) Yalle
Bo3HUKaOT y HLA-B27-n103uTUBHBIX
MAIMEHTOB M aCCOLMMPOBaHbI ¢ Oosee
BBICOKOH aKTHBHOCTBIO ¥ IPOTPECCUPY-
IOLIMM cakpowsienToM. Hapsny ¢ atum
AC xapakTepu3yeTcsi BHECKEIETHBIMHU
MPOSIBJICHUSIMH, HaNOO0JIEe YaCThIM
13 KOTOPBIX SIBJISICTCS TIEPEIHUI YBEUT
(MpUIOLUKIINT), KOTOPBIA UarHOCTHPY-
€TCsl y TPETH NAIMEHTOB — KaK MPaBHIIO,
Hocutenel anturena HLA-B27. U3 cuc-
TEMHBIX POSIBJICHUH CJICyEeT OTMETHTD
BOCIMAJIUTEIBHOE ITOPAKEHUE Cepaa
1 a0pPTHI, KOTOPOE MPOSIBIISIETCS KITMHHU-
YECKH Pa3BUTHEM aTPUOBEHTPHUKYIISP-
HOH OJIOKaJIbl ¥ a0pPTaIBLHOM peryprura-
LM BCIIEJICTBUE Aa0PTUTA C BOBJICYEHUEM

A0PTAJILHOTO KJIANaHa, pexe JUarHOCTH-
pyercs aare3suBHbIN nepukapaut. K BHe-
ckeneTHsIM IposiBieHusM AC caexyer
OTHECTH U MOPaXEHHUE KOKU — IICOpHa3,
a TaKKe BOCHAJIMTENIbHBIC 3a00JIeBaHUs
KHUIIICYHHKA (S3BCHHBIN KOJIUT, O0JIE3Hb
Kpona). [IpucyrcrBre 3THx (heHOMEHOB
TOBOPUT O NMEPEKPECTE MEKAY pas3Iny-
HeIMH (popMamu CIIA ¥ TTOATBEPKIAET
UX TIATOTCHETUYECKYIO OI30CTh [5, 24].

Accoumanus mexny CrnA-cBs3aHHON
KoMopOugHOCTRIO U popMmoii CA,
a umeHHO Hanmuuem AC, Henudde-
permupoanHoro CnA u IIcA, Oputa
n3y4eHa B OOJIBIIOM KOTOPTHOM HCCIIe-
JIOBaHWW Ha OCHOBAHWH JIaHHBIX IIIBEJI-
ckoro peructpa CnA (6omnee 14 Teicsy
MalMeHTOB). ABTOPBI YYUTHIBAJIN Ha-
JIM4Ue BHECKJIETHBIX MIPOSBICHUI: BOC-
MAJIMTENIBHBIX 3a00JIeBaHN KUIICYHHUKA,
rcopuasa, yBeura, a Takxe cepJed-
HO-COCYZIMCTBIX IPOsIBICHUI (aTpuro-
BETPUKYJISIPHOH OJIOKabl, a0pTaIbHOM
peryprurtanun). beino nmokaszano, 4to
y HaIlMeHToB ¢ pa3HbIMu opmamu CiA
CrnA-o0ycnoBieHHas: KOMOPOUIAHOCTD
HaOIo1anach 3HaYMTEIBHO Yalle, 4eM
B rpynne koHTposst. HanGonee gyacto
BHECKEJICTHBIE POSBICHUS PETUCTPUPO-
Banuch B rpynne AC, 3aTeM 0 4yacToTe
MOpaXCHUI BHYTPEHHUX OPraHOB Clie-
noBan HemuddepeHuuposanublii CriA,
torna kak IIcA oka3zaincs Ha nocnen-
HEM MecTe 110 YacToTe MaHupecTaunu
yKa3aHHBIX IposBieHuH. [lonydyeHHbIe
JIaHHBIE TIO3BOJIMIIA aBTOPaM CHENaTh
3akirodeHue o ToMm, uto AC u aaCroA
(heHOTHTIMUECKH OJNMIKE IPYT K APYTY,
nexenu I1cA [10].

Brlnenenre pa3iandHbIX KIMHHAKO-
reHeTnyeckux ¢peHorunos AC nMeer
BaYKHOE IIPAKTUYECKOE 3HAUEHUE, TaK
KaK I103BOJISIET OOBEKTHBH3UPOBAThH PHCK
HeOIaronpHUATHBIX HCXOJ0B ITPH 3TOM
3a00JIeBaHNN, a TaK)Ke IPUMEHUTH pa-
LHOHAJILHYIO TEPaIUIo YK€ Ha paHHUX
craausax 3aboseBanus. Tak, cornacHo
COBPEMEHHBIM PEKOMEHAIUsIM, HaU-
4yye YHTE3UTOB, NAKTUIIUTOB, KOKCHUTA,
MopaXkeHus 1a3 TpedyeT aKTUBHOM
6one3Hp-MoauduIUpyOIIei Tepauu
C IpUMEHEHHEM OMOJIOTUYECKHX arcH-
TOB, IIPEATIOYTUTEIHFHO HHTHOUTOPOB
NJI-17. Ilpn Hanuuuu nepudepude-
CKHX apTpHUTOB 3(PPEKTUBHO JICUCHHE
cynbdacalla3nHOM, HO pEKOMEHI0BaHbI
BBICOKHE 1036 — HE MEHEe 3 I' B CYTKH.
ITo MHeHHUIO psAa SKCIIEPTOB, HAa3HA-

YyeHHe cynb(dacanaasuHa Ha CTaJnuu He-
T depeHIMPOBAaHHOTO apTPHUTA ONPaB-
JIAaHHO €TO TTOJIOKUTETBHBIM BIHSIHHEM
Ha aKTMBHOCTH 3a00JICBaHMUs, a TAKKE
Ha IIPeAyNpeKIeHUE Pa3BUTHS YBEHTA.
BaskHO 1TO4EpKHYTh, YTO COBPEMEHHbIE
PEKOMEHIAllK PacCMaTpUBAIOT CyIbda-
cayia3uH B 0a3MCHOM Tepanuy NCKITIOYH-
TeJIbHO nepudepuueckoit popmer AC.

Takum 0Opazom, BEIOOp MeANKaMeH-
TO3HOW TepaInuy 3aBUCUT OT (PEHOTUIIA
AC. Ananu3 KIMHUYECKHX 0COOCHHO-
CcTeii 3a00s1eBaHMs HAPSLY C BO3PACTHOM,
T€H/IEPHOM U TeHEeTHYECKOH XapaKTepu-
CTHKaMH TaI[UeHTa JI0JDKEH OBITH 0JIO-
’KEH B OCHOBY IE€PCOHU(HUIIMPOBAHHOTO
neuenus AC.

®enorunsl HPCHA. [onarue «He-
perrredonormnyeckoro CnA» (HpCnA)
OBLIO BBEJEHO I'PYIIION 3KCIIEPTOB
ASAS B cBsI3u ¢ TEM, YTO 3HAYUTEIIbHAS
4acTh MAIlEHTOB C XPOHUYECKOH BOC-
MAJIMTEIBHON OOJIBIO B CIIMHE U IPYTH-
MU npusHakamu CIA He COOTBETCTBYET
MoaudumpoBaHHbIM Hbro-HOpKCKUM
kputepusM AC, Tak Kak y 3THUX MalH-
€HTOB HeT 00s3aTeJIbHBIX PEHTTEHO-
JIOTUYECKHX MPHU3HAKOB CAaKPOUJICUTA
u (wn) cnorauiuta [17]. BaxHoCcTh
TAKOTO PELIEHUs 3aKJIF0UaeTCs B TOM,
y10 HpCIA MOXET OBITh paHHEH cTa-
nmueit AC (mpumepHo B 60 % cirydaes)
U CBOEBPEMEHHOE JICUEHUE TI03BOSET
3aMETUTh ITPOrPECCHIO 3a00JICBaHMUS.
B Tex ciryuasx, koraa He HaOmogaercs
tpancopmannu HpCnA B AC, HpCnA
paccMarpHrBaeTCs Kak CaMOCTOSTEIbHAs
Ho30JI0TNYeCcKas (opma, Tpedyromas
HE MEHee Cepbe3HOro BHUMaHus [24].
Crnenyer oTMETUTh, uTO HpCHA Tpaiu-
IIUOHHO NOJPA3AENAeTCs HAa aKCUAIbHbIH
(axcCnA) u nepudepuueckuii (MCnA)
B 3aBUCHMOCTH OT HAJIMYMS ITOPAKEHUS
neprudepuyeckux cyctaBoB. [ kax-
JIOTO U3 3TUX (PEHOTHIIOB IPEUIOKEHBI
YeTKHE KIaCCU(HUKAMOHHBIC KPUTEPUH
ASAS B 2011 rogy [23].

®enorun akcCnA nabmromaercs
y 70-80 % manneHToB, 0OBIYHO Y MYX-
YHH — HOCHTEJIEH F'eHa TUCTOCOBMECTH-
MocTH yenoBeka HLA-B27. OcobeHno-
CTBIO AaKCHATBHON (YOPMBI TOPAKCHUS
SIBIIIEOTCS O0JIee YITOPHBIC U BBIPAXKCH-
Hble 00 U (MJIM) CKOBAHHOCTbH B MO3BO-
HOYHHKE, CHMMETPHYHBIH CaKPOUJIICHT,
o gauHeIM MPT, Hanu4yme CUCTEeMHBIX
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nposiBiIeHUH (c1aboCTh, MOBBIIIEHUE
TeMIeparypsl Tejla, CHUKEHUE Beca,
yckopenre COD, NOBBIIIEHNE YPOBHS
C-peakTuBHOTO 0O€JKa), BEIpAKCHHOE
JIOKJILHOE BOCTIAJICHHUE B TKaHAX OMOP-
HO-/IBUTaTeNIBHOTO artnapara (00Jib, OTeK,
TUIEpTepMUs, HapyleHne (QyHKIHNN),
yare GOpMUPYIOTCS aHKHIIO3BI TI03BO-
HOYHHKA M CYyCTaBOB, & TAK)Ke IK30CTO3BL.
Yarie Bcero repexoiuT B peHTErHOJIOTH-
YEeCKHH aKCHAJIbHBIH CIIOHANIOApTPUT.
[TanueHTHl ¢ CUCTEMHBIMHU IPOSIBIIC-
HUSIMH XOPOILIO OTBEYAIOT Ha JICYCHHE
HIIBC, a raxxe HIIBII B coueranun
¢ uarnouropamu ®HO-a.

®enorun akcuaabHoro CnA
0e3 CHCTEMHBIX NPOSIBJICHUI MOXET
ObITh quarHoctupoBad B 20—30 % ciy-
yaes, vanie y skeHuH u 'y HLA-B27-
HeraTuBHBIX JiuIl. OCOOCHHOCTBIO (Op-
MBI SIBJISIETCS] BBIPAXKEHHOE JIOKAJIbHOE
BOCIAJICHUE B OTCYTCTBUE IPU3HAKOB
CUCTEMHOTO BOCHAIUTENIBHOTO MPpoLec-
ca. Ectb paboThl, cCBUAETENLCTBYIOIIHE
0 TOM, 4TO MAI[UEHTHI IIJI0XO OTBEYAOT
Ha jeyeHue HIIBII u uarnbutopamu
®OHO-0, HO NPHU 3TOM y HUX PEXe pas-
BHBAIOTCS aHKHMJIO3BI M «PEHTETEHOIIO-
ruueckuin» Cr A.

Ilepudepuueckuii cnonanioap-
TPUT cunTactcs BapuaHToM CITA B TOM
cilydJae, €CJId y IanueHTa He ObUIO B a-
HaMHe3€ U HEeT B HAacTOosIIee BpeMs TH-
MTUYHOHN BOCTIANUTEIBHOW OOJH B CIIMHE
Y JIOKa3aHHOTO CIOHAMINTA. 3a00JeBa-
HUE MPOTEKAET C MPEUMYIIECTBEHHBIM
MMOpaKeHUEM TepruepHUICCKUX CyCTa-
BOB, OJIHAKO, COTIACHO KJTaCCHU(UKAIIH-
OHHBIM KPUTECPUSAM MEPUPEPUICCKOTO
CnA, nomyckaeTcsi HAIMYUE CaKpouie-
uta [23]. Haubosee yacTeiM BapHaHTOM
nepudepudeckoro CA sBisieTcs mco-
puarndeckuii aprput (IIcA) — xponu-
YECKOE BOCIAUTEIEHOE 3a00ICBaHHE
W3 TPYIIEI CIIOHAUIOAPTPUTOB, XapaK-
TepU3yolleecs NOPaKEHUEM CYCTaBOB,
[I03BOHOYHUKA, SHTE3UCOB U aCCOLUUPO-
BaHHOE C IICOPUA30M WK €TO HATHYHEM
Y KPOBHBIX POJICTBEHHUKOB. [TopaskeHue
nepu)epUIECKAX CYCTaBOB (KOJICHHEIC,
TOJIEHOCTOIHBIE, JIOKTEBBIE, JTy4e3arsicT-
HBIC, CYCTaBBbI CTOI M KHCTEH) IIPH aKcC-
CIA BXOJUT COCTaBJISIOUIEH YaCThIO
B 3TOT BapuaHT CHA U XapakTepu3yer
PacrpoCTpaHEeHHOCTh MATOJIOTMYECKOTO
npotuecca [2, 5].

3nauenne HLA-B27 B xnuHuKe U Xa-
pakrepuctuke CA n3ydeHo B padbote
J. Paramatra ef al. ABTOpBI MOCTaBUIN
3aauy HalTHU KJIMHUYECKHUE Pa3iu-
yus Mmexay HLA-B27-no3uTuBHBIMU
n HLA-B27-HeraruBHbIMH HallIEHTaMU
C IOCTOBEPHBIM IMArHO30M aKCHalb-
Horo U nnepudepuyeckoro CnA (xpu-
tepun ASAS, 2011). beuto nokasaHo,
yto HLA-B27-1103UTHBHEIEC TTAI[UEHTHI
OBLTH MOJIOKE, Yallle MMeJIN XpOHUYEeC-
KYIO BOCIJIUTENIbHYIO 00JIb B CIIUHE,
CEeMEHHBII aHaMHEe3, CAKPOWIEUT IIPU
peHTreHorpaduu, SHTE3UTHl M YBEHTHI,
HO perke — nepudeprudecKie apTpUTHI.
ABTOpBI OTMEYAIOT, YTO HCHONb30BAHUE
Ki1accu(UKAIMOHHBIX KpuTeprueB ASAS
st iepugepudeckoro CiA nmpuBoauT
K MCKaKEHUIO KIIMHUYECKUX JIAHHBIX,
a UMEHHO K MapOJOKCAIIbHOMY YMEHb-
HIEHUIO YaCTOTHI PEHTTEHOJIOTHYECKOTO
CaKpOUJIEUTA U YaCTOThI BOCHIATUTENb-
Holi 6o B ciinHe B rpynne HLA-B27-
MMO3UTUBHBIX MAIMEHTOB [22].

OT 4ero 3aBUCAT TSKECTb U IIPOTrpec-
cust akcCITA, MOXHO JIM BBIICITUTH (e-
HOTUII C HEOJIaronpusATHBIM TIpoduiiem?
Taxyto 3amaay nocrasmu F. Constantino
u coasT. (2019), KoTopsle MpoBeNx Kia-
CTEpHBII aHAIN3 KIIMHUYECKNX JaHHBIX
¢panirysckoro perucrpa DESIR 3a 5 ner.
586 marueHToB ¢ AUarHo3oM «ackCrAy
ObUTH pa3zesieHbl Ha JIBa KjlacTepa B 3a-
BHCHUMOCTH OT KJIMHUYECKON KapTUHBI
3aboneBaHMs: KiacTep A BKITFOYAI JINL]
C M30JIMPOBAaHHOW aKCHaJIbHOM (popmoit
nopaxxeHust (A — Axial), kinactep B
00BEeIMHSIT TAlMEHTOB C COYCTAHNEM
aKCHaJIbHOW U nepudeprudeckoit Gopm
(B — Both). Okazanoch, 4To B THHAMHKE
HaOmroneHus kiacrep B nemoncTpupoan
ycToitunBoe rnpeobiagaHue YacToThl Me-
puheprIecKHX MPOsBICHHH (SHTE3UTOB,
JAKTHUIIMTOB), O0Jiee BHICOKYIO aKTHB-
HOCTb 3a00JIeBaHusI, XyALINE [T0Ka3aTenn
HCXOJIOB IT0 OIIEHKE MAIMEeHTOB, Ooiee
4acToe IPUMEHEHUE TPaJULIHOHHBIX Oa-
3UCHBIX CPEJICTB ¥ OMOJIOTMUECKUX areH-
TOB, B TO BpeMs KaK KJacTep A Xxapakxre-
pu30BasIcs OoJee YacThIM OOHApYKEHHEM
cakpounenTa no gaHaeIM MPT u pent-
resorpaduu B rocieayomume 2—5 yer.
ITony4yenHsle pe3yabTaTsl HO3BOJIUIN
aBTOPaM CZeaTh BAKHOE 3aKIIIOUYEHUE,
YTO, HECMOTPS HA MEHEE BBIPAKEHHYIO
AKTUBHOCTb, U30JIMPOBaHHBIN akcCA
MPUBOIMT K OoJiee OBICTPOI MPOrpeccun
CaKpOMJIENTA, TOTA KaK MALUEHTHI C I1e-

pudeprnIecKuMH IPOSIBICHUSIMU TPEOyIOT
0oJiee aKTUBHOW 0O0JIe3HB-MOTUDUIIH-
pyIolei Tepanuy 1 IeMOHCTPUPYIOT
xyauue uexoast [13].

I'pynna uccnenosareneit uz Kanu-
(hopHUIICKOTrO yHHBEPCUTETA IIPOBEIIA
HCCIIeI0BaHNE 3aBUCUMOCTH MopdoTrma
CaKpOMJICUTA M IIOPaKEHUs YIJIOB T10-
3BOHKOB, 110 JaHHbIM MPT, ot xinHu-
yeckoro BapuanTta CrA (repBUYHBIN
akcCnA min CrA xak ¢opma IIcA).
Y4auTHIBaIM CHUMMETPUYHOCTH TIOpaXKke-
HHS, CTEIIEHb CTPYKTYPHBIX H3MEHEHUH
Y BBIPQKCHHOCTb BOCTIAIIUTEIBHBIX TTPH-
3HaKoB. Pe3ynbrarsl HccienoBaHus MoKa-
3aJI1, YTO aCUMMETPUYHBIH CAaKPOUJICHT
HaOJroaICst 3HAYUTEIILHO PeKe MPH
nepBUYHOM akcCIA HEXeJn B TpyTie
nauueHToB ¢ [IcA, mpu 3ToM B rpyIime
akcCA acMMMETpHs B TIOPAKEHUH HJIe-
OCaKpaJbHBIX COWICHEHUH HalIonanach
yame y keHIuH. Hapsiay ¢ aTum oOHa-
pyxeHns! paznuuaus no cuery SPARCC,
oTpaxkaroleMy TsbkecTh CA, a Taxke
10 BEIPKEHHOCTH NMPU3HAKOB OTEKA
KOCTHOTO MO3T'a MEXKAY yKa3aHHBIMH
IpyTIaMu, KOTOpbIE OKa3aJINCh BBIIIE
y NallMeHToB ¢ nepBUuUHbIM akcCHA [9].

CoBpeMeHHbIE MEXAyHapOIHbIC
W HallMOHAaJIbHBIE KIIMHUYECKUE PEKO-
MEHJalM1 NOoAYEepKUBaIOT, uTo CnA,
B TOM 4YHCJIe HEPEHTI€HOJIOTHYECKUH,
SIBJISIETCS TIOTEHIIMAIIBHO TSDKENBIM 3a00-
JieBaHUEM, TPEOYIOIINM MYJIBTHINCIIH-
TUTMHAPHOTO BeieHUs nanuenTa. Kinnuu-
KO-aHAaTOMUYEeCKUE (PEHOTHITBI, HATMIHE
(hakTOpOB HEOMArONPUATHOTO MTPOTHO3A,
OTBET NalMEHTa Ha JICYCHHE — Ba)KHbIE
(aKTOpBI, KOTOPBIE ONPEAEISIIOT HEOO-
XOIMMOCTB 3CKaJIalMOHHOH Teparuu
C IpUMeHeHHEeM Oostee I3PPEKTUBHBIX
CXEM MHHOBAlIMOHHOM Tepamuy, a TakxKe
HepCOHN(HUIPOBAHHOTO TTOX0/1a K T1a-
TOr€HEeTHUECKOMY JieueHuto [6, 12, 17].

Icopnarnyecknii aprput (IIcA) —
9TO XPOHHUUYECKOE MPOTPECCUPYIOIEE
3a00JIeBaHUE U3 TPYIIIHI CIIOHIMIIOAP-
TPUTOB, BO3BHUKHOBEHUE KOTOPOTO ac-
COLIMUPOBAHO ¢ ncopuasoM. Ilaromoru-
YECKH poLIece MPHU ATOM IPOSIBISIETCS
B BHJIE DPO3UBHOIO apTPUTa, SHTE3UTA,
BHYTPHUCYCTaBHOTO OCTEOJIM3a U CIIOH-
munoaptputa. [lupokuii tuamna3oH mpo-
SIBJIEHUH CYCTaBHOTO cuHApoma ripu [IcA
CIIOCOOCTBOBAJ BBIJICIICHUIO OTICIBHBIX
KIIMHUKO-aHATOMUYECKHX BApUAHTOB
3aboJIeBaHUsL.
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Knaunn4yeckne ¢penorunsl IlcA
TIPEeICTaBIICHBI CIIEIYIOIMMH (pOpMaMHu:
JICTAIBHBIN apTPHUT, aCHMMETPUYHBINA
OJIUToapTpuT (MOHOAPTPHT), CIIOHTMIIUT
(cakpousent), peBMaTou10I0A00Has
¢dopma, MyTHIIMpYIOIHI apTpUT (0CTEO-
nmutryeckuil Bapuant [IcA) [5, 6].

Jucranbubrii [IcA (nokamu3anus
apTPUTa TOJIBKO B JIUCTAIBHBIX Mexda-
JIAHTOBBIX CyCTaBax), MO JAaHHBIM pa3-
HBIX aBTOpOB, Habmonaercs y 40-73 %
6onpHBIX. OH Xapakrepusyercs Oonee
J0OpOKa4eCTBEHHBIM TEUEHUEM IO CPaB-
HEHUIO C IPyTMMH KIIMHIYECKUMH BapH-
antamu. bonu B cycraBax oOBIYHO cita-
00 BBIpaXKEHBI, yTPEHHSISI CKOBAHHOCTb
KpaTKOBpeMeHHasl, (yHKIMOHAJIbHAas
HEJI0CTaTOYHOCTh MTPAaKTHYECKH HE pas-
BuBaerci. llmeer MecTo nopaxkeHue
JPYTHX MEJIKHX CyCTaBOB KHCTEH 1 CTOI
0e3 TeH/ICHIINN K BOBJICUEHHIO KPYITHBIX
cycraBoB. O01ee cOCTOSHUE OOTHHBIX
1 (PYHKIHOHAIILHBIE BO3MOXKHOCTH CTpa-
JlaroT Maiio. JlecTpyKTHBHBIH ITpoliece
B JIM® cycraBax pko BBIPaKEH U BCTpe-
yaeTcs Yalle, YeM B IPYTHX CyCTaBax.
Dpo3un HaOIAAI0TCA B 2—3 pasa Jailge,
YeM B IPOKCHMAJIBHBIX MEK(aTaHTOBBIX
cycragax (IIM®), nsicTHO-(anaHroBEIX
(ITn®) n mmocHehaIaHTOBBIX CycTaBax
(ITn®). Yacrora ankmino3oB JJM® cy-
CTaBOB KHCTEH M CTOIT B HECKOJIBKO Pa3
BBIIIIC YACTOTHI AHKIJIO30B JTFO0O0H JAPYTOit
JIOKaJIM3aluu. XapakTepHa B3auMOCBsI3b
aprputa IM® ¢ gucrpodueit HorreBbIx
miacTuHOK. [copuariieckast oHUXOmaTHs
T10 THITY HAallePCTKOBHHBIX BIABJICHUI
Ha MOBEPXHOCTH HOTI'TEBOH IIJIACTHHKH,
OHHUXOJIM3UCA ¥ OHMXOTIpH(03a HEpEeIKo
TIPEAIIECTBYET IOSBICHHUIO apTPUTa 3TN
JIOKAJIM3AIMH WM HApacTaeT B CBOCH MH-
TEHCHBHOCTH IIPH €T0 000CTPEHHUH.

OnuroapTpuTH4ecKkuii BApMAHT
yaie HaOmoxaer y OOJbHBIX BYJIbIap-
HBIM ncopuasoM. Jlokanuzanus Bocna-
JIUTEJIHOTO MPOLECCa B OTPAHUUCHHOM
ylcJe CyCTaBOB SBISIETCS XapaKTEPHOU
yeproii [IcA Ha npoTshkeHun Beero 3a00-
neBanus. Hanboiee yacto nopaxaemble
CYCTaBbl — TOJICHOCTOIIHBIE, KOJICHHBIE.
Her BbIpa)xeHHBIX 7a00paTOPHBIX H3MEHE-
Huit — nokazarenu COJ, C-peakTUBHOTO
Oenka HOpMaJIbHBIE. APTPUT OTIIMYAETCS
TOPIHUAHOCTBIO K aHTUBOCHAIUTEILHON Te-
paruy, BKII0Yast TOKaIbHYH0 TEPAITHIO IIPO-
JIOHTMPOBAHHBIMU ITTIOKOKOPTHUKOMIAMH.

OcTeoINTHYECKHN BADHAHT —
MHO)KECTBEHHBIN U IPKO BBIPaYKCHHBII
BHYTPUCYCTaBHOHW OCTEOJIU3, JTOKa-
JIN3yeTcs B MEIKHUX CyCTaBax KUCTEH
u crort, Bkiaw4das M, IIMD, MD
MEePBBIX NajblieB KUCTeH U ctom, ITn @.
BuyTpucycraBHON ocTeonus ABaseTCs
OJTHUM M3 HamboJee 3HaYMMBbIX CHMII-
tomoB [IcA, oH npunaer aTomy 3a60-
JIEBaHHIO CTOJIb XapaKTepHYIO KapTHHY,
KOTOpasl He BCTPEYaeTcs MpU APYyrux
3aboneBaHusX. BHyTpHcycraBHoi ocTe-
0JIM3 OOBIYHO JIOKAJHM3YETCS B MEIIKUX
cycTaBax KUCTeH u ctor, Bkitoyas MO,
[IM®, M® cycTaBsl EpBBIX NaJIbLEB
kuctei u croi, I[1nd. JIusuc Oonbimx
Y4aCTKOB KOCTHOHM TKaHU IIPUBOJUT
K 00e300pakuBaoIeMy (MyTHIHPYIO-
IIEMY) apTPHUTY C YKOPOUCHHUEM TAJIBLIEB,
pa3HOHAIPABIEHHBIMH ITO/IBEIBUXaMH,
CUMITOMaMH pa300JTaHHOTO Mabla.
XapaKkTepHO COYETAHUE BBIPAXKEHHOTO
OCTEOJIM3a C PEMOAYJIALMEN KOCTHON
TKaHH, KOTOpasi IPOSIBIIIETCS aHKUIIO-
3aMU CyCTaBOB U IepUocTUTaMu. Mo-
KeT OBITh aKpaJIbHBII 0CTEO0JIH3, KOTa
JeCTPYKIUU MTOABEPTAETCS HOITEBAsI
OyrpucTocTh IHMCTAIbHOW (allanTH,
B pe3yJbTaTe yMEHbIIAEeTCs IIOoMaahb
HOTTEBOH IUIACTUHKU U IPOUCXOAUT H3-
MEHEHHE MaJIbIIEB, IPUHUMAIOIINX BUJT
0apabaHHBIX HaJIOYEK.

HosmapTpuTnyeckuii (peBmMaro-
unonogod6ubiii) IlcA nporekaer c Bo-
BJIEYEHHEM OOJIBILIOTO YKCIa KPYIHBIX
1 MEJIKHX CyCTaBOB M OoJiee, YeM JIpyTHe
BapuaHThl, commkaercs ¢ PA. [Tonumap-
TPUT MOXKET HOCUTh T€HEPaTN30BaHHBII
xapakrep. Cpeau MeJIKUX CycTaBOB Hau-
OOJIBIIYIO TPOITHOCTH UMEIOT AUCTAIIb-
HBIE MEX(aTaHTOBBIE CYCTaBbl, 3aTEM
ISICTHO-(paJIaHTOBBIE U TUTIOCHE(asIaHTO-
BBIE CyCTaBbI, a CPEIU KPYIMHBIX — KO-
JICHHbIE U ToJeHOCTONHbIE. C BBICOKOM
YacTOTOW HaOJII0aeTCsl apTPUT MexKpa-
JIAHTOBBIX CYCTaBOB IE€PBBIX NaIbIEB
kucreil u cron. Hepenko BoBnekarorces
BUCOYHO-HUXXHEUENIOCTHBIE, TPYyIU-
HO-KJIIOYWYHBIE ¥ TPYJUHO-peOepHbIE
CYCTaBBI, YTO OOBIYHO acCCOLMUPYETCS
C MIOpaXXCHUEM NTO3BOHOUHUKA.

IlcopnaTuyeckuii CAKPOMJICHT Xa-
paKTepHu3yeTcsi NOpaXEHUEM KpPeCTLO-
BO-IIOZIB3/JIOIIHBIX COYJIEHEHUI U MO3BO-
HOYHUKA. YacToTa peHTTeHOIOrHYECKH
JI0Ka3aHHOT'O CaKpOMJIEHUTA, 110 pa3HbIM

IaHHEIM, KoJjiebnercsa ot 19 mo 85 %.
CrnenyeTr NOAYEPKHYTh, UTO CAKPOUIEUT
IpH NICOPHA3€e YaCTO NPOTEKAET JIATEHTHO,
He /1aBasi THIIUYHOM KapTUHBI BOCTIAJIH-
TEJILHOM OOJIM B HIDKHEH YacTH CIIMHBL
Icopuarnueckuii CakpOUIEHT, B OTIIYUE
ot AC, 00BIYHO SIBIISICTCS aCHMMETPUY-
HBIM, YTO MPOSBISIETCS HE TONBKO OJHO-
CTOPOHHUM HOPAKEHHUEM, HO U PA3HOI
PEHTTEHOJIOTHYECKON CTafiuel IpU JBYX-
cTopoHHeM mporecce. OH yalre SBIseTcst
€VHCTBEHHBIM IIPOSIBIICHUEM TOPAXKeE-
HUSI OCEBOTO cKeJieTa 0e3 TeHICHIIUN
K pacipOCTPAHEHUIO MaTOJIOTUYECKUX
M3MEHEHHUH Ha BBIIIENEKAIIUE ero OT-
Jiensl (M30JIMPOBAHHBIN IIcOopHaTnye-
ckuit cakpownsient). [Ipu TspxeoM pac-
MPOCTPAHEHHOM IICOpUa3e CaKPOUJIEUT
BBISIBJIIETCSI HAMHOTO 4alle, 4YeM MpuU
OTpaHMYEHHOM KOKHOM cuHIpoMe. Tak,
KpECTLOBO-MIOAB3IOUIHbIN aHKKU103 B 20
pa3 yaile BCTPEYaeTcs pU MyCTYIE3HOM
[ICOpHA3e WIN FeHepan30BaHHOM JKC-
cynaTuBHOM ncopuase. Hapsay ¢ atum
HEeoOX0IMMO TTOUepKHYTh, 4To IV cra-
JIWst cakpomienTa (TIOTHbIN aHKUII03) IpH
IIcA nabmonaercs pexe, yeM npu AC,
U, KaK MPABUIIO, TOJIBKO y MYXKUMH.

IlcopuaTtnyecKkuii CIOHIMIIMT, Yac-
TOTa OOHAPYKEHHUsI KOTOPOTO KoJieOJeTcst
ot 9 no 50-60 %, xapakrepuzyercs 60-
JIbIO, PUTUTHOCTBIO U OTPaHUYEHHEM TOJI-
BIDKHOCTHU B IO3BOHOYHHUKE, KaK MPAaBUJIO,
6e3 BeIpakeHHOH ero nedopmarn. Bos-
MOYHO M30JIMPOBAHHOE TIOPAXKEHUE I10-
3BOHOYHMKA B OTCYTCTBHE CaKpOUIIEUTA
u nepudepryeckoro aprpura. He Bcerna
TSKECTh PEHTTCHOJIOTUYECKUX U3MEHe-
HUH KOPPENUPYeET ¢ KIMHUIECKUMU IIPO-
SIBIICHHSIMH: Y HEKOTOPBIX OOJBHBIX JaKe
IIPY HATMYMH MHOKECTBEHHBIX CHHJEC-
MO(UTOB He HaOMOnaNoCh Ooel naxe
NP JUTUTENIBHO TEKyIEM 3a00JICBaHHH.
[Tpu 3TOM, KaK N3BECTHO, CHHIECMO(HUTHI
nipu [1cC Gonee rpyObie, HEXeETH TPU
nauonarudeckoM AC. BeipaxeHHOCTH
otznensHbIx npossnenui IcC TecHo cBs-
3aHa ¢ BapHaHTOM J1e0roTa 3a00J1eBaHus.
Jeotor IIcA ¢ cyctaBHOTO CHHIpPOMA WIH
TeM OoJiee ¢ Iopa)KeH!s II03BOHOYHUKA
B JJAJIbHEUIIIEM MPUBOIUT K SIPKOM CUM-
NITOMAaTHKE U OBICTPOMY TIPOrPECCHPOBa-
Huto e C. HampoTus, Havano ¢ KOXKHOTO
CHUHJpOMa COIPOBOXKAAECTCS, KaK Ipa-
BIJIO, IOOPOKaYeCTBEHHBIM TE€UCHUEM
aHKuJo3upymolero cnonauuta. IIcC
y MY>K4HH BCTPEUAeTCs B IIECTh Pa3 Yallle,
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YeM Y JKEHILUH, a SIPKO BbIpaskeHHbIH AC
Ha (hoHe rcopuasza BCTpevaeTcst TOIBKO
y my>xunH. Tspkenble GopMbl ricoprasza
paccMaTpuBarOTCs Kak (akToOpbl prcKa
passurus [1cC, npuuem melHslil otaen
TI03BOHOYHUKA SIBISIETCS M3IFO0ICHHOM
nokanuzaueit I1cC, pexe pazBuBaercs
TeHEPaIN30BaHHOE MTOPAKEHUE OCEBOTO
ckenera [2, 5].

JleTanbHbI aHAIU3 KIMHUYECKUX
U paanorpapuiuecKkux 0CoOEHHOCTEH
ncopuarudeckoro CriA B conocranie-
HuM ¢ AC npoBeJieH ClieluaIucTaMu
n3 Bemuko6puranuu (D.R. Jadon et al.,
2017). IlpocrieKTHBHOE CpaBHUTEIIHLHOE
HCCclleoBaHue, BKitouasiuee 402 mau-
entoB (201 ¢ I[IcA u 201 ¢ AC), mokazaio,
YTO MOYTU MOJIOBHUHA MAlUEHTOB ¢ IIcA
(42,9%) nmeny yeTKrEe PeHTTEHOIOTHYe-
CKH€ MPU3HAKH AKCHAIIBHOTO TTOPAXKEHUS
Jla)ke B OTCYTCTBUE KIMHUYECKUX MPH-
3HaKkoB CnA. CienyeT nog4epkHyTb, 4TO
MoauduuupoBaHHEIM Hbi0-HOpKCKUM
kputepusm AC coorBercTBoBao 23,8 %
nareHToB u3 rpymisl [IcA, a knaccudu-
kauroHHBIM KputepusiMm CASPAR st
IIcA — 24,4 % nanueHToB U3 rpymnibl
AC. TIpu 3TOM aKTHBHOCTH 3a00JICBaHUS,
METpOoJIOTHYECKHE U (PyHKIIMOHAJIbHBIC
WH/IEKCHI OBIJIM CXOIHBIMH B COITOCTaB-
JIieMBbIX Ipynmnax. Y nanueHTos ¢ [IcA
JIOCTOBEPHO pexe ONPEAEIISIICS aHTUIeH
HLA-B27. 3HaunTenpHas 4acTh HalieH-
TOB 13 3TOH rpynisl (33 %), npenmy1ie-
crBenHo HLA-B27-HeratuBHas, umena
CHOHIMIHUT 6e3 cakpowtenta. [1onHbIH
AQHKIJIO3 WJIEOCAKPAIIbHBIX COWICHEHUIT
U TpyOBIe CHHAECMOMUTHI JOCTOBEPHO
yare HaOIIIamuch y nanueHToB ¢ AC.
B nenom AC xapakrtepusoBaiics Oosee
TSDKEJIBIM aKCHAIbHBIM MOPaKEHHUEM,
10 JAHHBIM PEHTI€HOJIOIMYECKOT0 HC-
cnenoBanusl. [lodydeHHbIe pe3yabTaThl
MOATBEP>KIAIOT BEICOKYIO UacTOTY Iepe-
kpecra Mexay AC u Ilc A. Kpome toro,
OHU JIEMOHCTPHUPYIOT CBSI3b MEXY KIIU-
HHUKO-MOP(OJIOrHYeCKUMH (hEHOTUNIAMHU
ncopuarnyeckoro CiA ¥ reHOTHIIOM Ia-
LIMEHTOB, NO3BOJIAIOT 00CY)KAATh 3THOMA-
TOTEHETHUECKYIO PA3HOPOJHOCTH CIOH-
qunura u cakpouneuta npu IcA [16].

Hogele acniekTsl TapreTHO Tepanuu
CIIA akTUBHO 00CYXaI0TCs B ITOCIIE]I-
Hue rofpl. B uucno npenaparos, npume-
HSIEMBIX JUISl JICYEHUS] ICOPUATUUECKOTO

CuA, Hapsiny ¢ uarnouropamu MJ1-23/-12
u Vn-17 BKIIIOYEHBI MHTHOUTOPHI SIHYC-
HBIX KMHa3 (ToaruTHHNG) M MHTHOUTOPBI
¢docdonmacrepassl (arpemunacr). Cire-
JyeT OTMETUTB, YTO B HACTOSIIIIEE BpEMsI
MIPOAOJDKAIOTCS NCCIIEA0BaHMs, HAIIPaB-
JICHHBIE Ha OLIEHKY 3((eKTHBHOCTH 1 Oe3-
OIIACHOCTH MaJIbIX MOJIEKYI B JICUEHUN
akcuanbHoro CnA u AC. B wactHoCTH,
B pabote van der Heijede et al. [18] npen-
CTaBJIeHbI 00HA/IE)KMBAIOLINE PE3YIIBTAThI
11 pass! ucnbiTanus TodamTHHIOA B JI€-
yennu nanuenToB ¢ AC. Ha ceromnsi-
HUH JIeHb NOJTy4eHa yoenuTenbHas 10-
KazarelsbHas 0a3a 3(h(heKTHBHOCTH 3TOTO
Tperapara B JIYEHNH KOXXHOTO TICOpHasa,
IIcA, a raxxxe CnA Ha oHe ncopuasza
[8, 11, 14].

[IpomomkaroTcs TOKIMHUYECKHE UC-
CIICTIOBAaHNUS Y KIIMHUYECKUE UCTIBITAHUS
HOBBIX MPEMNapaToB U3 IPYIIBl HHTUOU-
topoB WUJI-17, naruduropos NJI-12/-23,
CEJIEKTUBHBIX U HECEJICKTUBHBIX MHTH-
outopoB JAK-kuna3. OHU MPOBOIATCS
B KOHTEKCTE aHaJIM3a N30MpPaTeIbHOCTH
BIIMSTHHS TOTO MJIM MHOTO TapreTHOTO
rpenapara Ha OTJeJIbHbIe KIMHIYEC-
kue nposinenus CIA, a clieZJoBaTelibHo,
Ha 3(QEKTUBHOCTH JICUCHHSI OIIPE/ICIICH-
Horo (eHoTHma 3aboneBanus. Takon
TIOIXOJT TIO3BOJIUT IOBBICUTH KaueCTBO
JICYCHHMsI TAIlIEHTOB, PEAOTBPATUTh
MIEPBUYHYIO ¥ BTOPHUHYIO pedpakTep-
HocTh K Tepanuu ['MBII, coxpaTtuts
(mHAHCOBBIE 3aTpaThl, MOBBICUTH IPHU-
BEPIKEHHOCTH IAlUEHTOB K JICYCHUIO
1 B KOHEYHOM HMTOTE YITyUIIUTh HCXOJbI
npu passbix popmax CriA. Bosspamasics
K TIOBCEIHEBHON KIIMHUYECKOH MpaK-
THKE, HEOOXOIMMO ITOAYEPKHYTh, YTO
muddepeHnpoBaHHas TakKTHKa dap-
MakoTeparu ¢ yuetoM penoruna CnA
Ype3BBIYaliHO BaXKHA VISl PeaTU3aLiH
COBPEMEHHOM CTpaTerny JICYEHHs 10 J10-
CTHKEHUS LeIIH.
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