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O6ocHoBaHue. [InppepeHumnanbHas AMarHoCTMKa aTTeHyMpoBaHHbIX Gopm MyKonoaucaxapuaosa (MI1C) ¢ toBeHUAbHbIM
uanonatTndeckum aptpmutom (FOUA) O0BOSIBHO 3aTpyAHUTEIbHa BCAeACTBUE UX cxoxecTu. Llenb nccnegoBaHmns — paspabo-
TaTh NPOCTble AUarHocTnyeckue Kputepuu ([K), kKotopble no3BosT aupoepeHumpoBate MIC v KOUA ana paHHen gnarHoc-
TMKM MIIC. MeToAabl. PeTpocreKTMBHOE MHOIOLIEHTPOBOE UCCIe40BaHNE, KOTOPOE BKIIKOYAI0 aHaIM3 KITMHUYECKUX AaHHbIX
(MmoparkeHne cycTaBoB, cepALa, opraHa 3peHusl, TYroyXoCTb, HalNMYue FPbiXK, 3a4epPKKa NMCUXOMOTOPHOIO0 Pa3BUTHS, LLYM-
Hoe AbixaHue, HapylueHHe OCaHKM, MaKpouedanus, renatomeranns, CrnieHoOMeraams, 3ajepKxKka pocra) n 1abopaTopHbIX
riokazartenen (ypoBeHb CO3, C-peaktuBHoro 6enka (CPb), remornobuHa, 1eMKoLUMTOB 1 TPOMOOLMTOB) y nalmneHToB ¢ MIC
(n =41) v naynmeHToB C NoaMapTUKYISPHbIM cepoHeratnBHbiM FOUA (n = 255). 3Tn nokasaTtesn no3Bonam gupoepeHumnpo-
BaTb 06a 3a60/1eBaHUsI M MCNOIb30BaAUCk 411 co3aaHus [JK. Pe3ynbtartsel. Y naymneHToB ¢ MIC oTmeyannch 6o1ee paHHUA
BO3pacT MaHudecTaLmn 3abosieBaHus, npeobiagaHne MyXCKOro rosa, 3afep)xka pocta U HU3Kasi Macca Tesa, HU3KUI
YPOBEHb MapKepoB BocraneHus (nerKoUmnTbl, Toom6oLmuTel 1 CO3), 60s1ee yacToe BoBIeYeHME B NaTo/IOMMYECKMI MpoLecc
cycTaBoB, 0COBEHHO LIENHOro 0T4€e/1a MO3BOHOYHMKA, CyCTaBOB BEPXHUX KOHEYHOCTEN, Ta306e4pEeHHbIX CYyCTaBoB, CyCTaBoB
cTonbl. PacnpocTpaHeHHOCTb MOPaXKeHUs a3 bblsia OAMHaKOBOM Mpu 06enx HO30J10MUAX, OAHAKO CTPYKTypa ropaxeHus
pas/snyanack. Y nayneHtos ¢ OMA oTMedyaninuch yBeUT U €ro OC/IOXKHEHUS, a y naumeHToB ¢ MINC — nomyTHeHue poroBuLibl
M KaTapakTta. B 60/blLUMHCTBE CaydaeB pa3nnimii B ypoBHsX CPB He Habaoganock. OCHOBHbLIM AMarHOCTUHYECKUM KPUTEPUEM
MIIC 6b110 Hann4me 6osiee YemM OAHOIr0 BHEAaPTUKYSPHOIO NPOSIBIEHUSI B COMETaHUM C MOANAPTUKYASIPHBIM NOpPaXKEeHNUEM.
B coctaB [IK 6bi1m BKAoYeHbI caeaytouime 5 kputepue: CO3 < 11 mm/y (38 6annoB), poct < —2,0 SD (20 6an10B), BO3-
pacT maHugecTalmumn cyctaBHbIX nposisaeHu < 1,1 roga (24 6anna), MyxcKoi nona (15 6annoB), CUMMETPUYHOE OrpaHm-
yeHune ABUIKEHWI B JIOKTEBbIX cycTaBax (29 6asnoB). Cymma > 38 6a/1710B CBMAETE/IbCTBOBA/A 0 Ha/mummn y naymeHta MIIC
n nososnna auppepeHuympoats MIMC v KOUA ¢ yyBcTBUTENBLHOCTBIO B 92,7 % U cneunduyHocTbio B 91,0%. 3aknovyeHme.
Pa3pa6otaHHble [JK MoryT ucrnonb3oBaTbCs Ans1 AnddepeHUmnanbHon anarHocTukmn nerkmux ¢opm MIIC v IOMA Hapsigy
C PYTUHHbIMMW AMarHoCcTM4yecKumm npoueaypamu. [AK no3BoasOT BbiAEANTb rpyry NauMeHTOB C CyCTaBHbIM MOPaKEeHUEM,
KOTOpbIM HEO6X0AMMO ncKatodeHne MIIC.
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OBOCHOBAHME

Mykononucaxapmaosbl (MIMNC) — 3710 rpynna peakux
JIM30COMHbIX 60M1E3HEN HAKOMIEHUS C TAXKENbIM NPOrPeccu-
PYIOLWMM TEYEHUEM U MYNIBTUCUCTEMHBIM NopaxkeHnem. MIC
BbI3blBAIOTCA MyTaLMAMM B FreHax, OTBETCTBEHHbIX 3a CUHTE3
JIN30COMHbIX GEePMEHTOB, OTBEYaloLMX 3a AerpajaLnio ru-
Ko3amuHornukaHos (FAlN) [1, 2].

Bce MIC xapaKkTepu3yloTcsi HenpepbiBHbIM Mporpec-
CUPYIOLWLMM TeYeHWeM, BOBSIEYEHUMEM B MNATOIOMMYECKUN
NpoLEeCC rofIOBHOMO MO3ra, NeYeHu, Cene3eHKW, OMopHO-
[ABWUraTeflbHOM CUCTEMbI, CEPAEYHO-COCYAUCTON CUCTEMBI,
pa3BUTMEM TYHHENIbHOIMO CMHAPOMA, 3a4epPXKOW MCUXOMO-
TOPHOIrO U WHTENNEeKTyaNbHOro pasButus. Bce Tunbl MIIC
CBfi3aHbl ¢ gedeKTamun crneumdPpuyeckmx NTM30COMHbIX dep-
MEeHTOB [3, 4].

LLInpokass pacnpocTpaHeHHOCTb CYCTaBHOI0O Mopaxe-
HMS NPUBOAMT K OWwKMBOYHOM anarHoctuke MIC B nonbay
FOMA, 0COBEHHO Yy NauMeHToB C¢ Nnerkumun dopmamu MIC
6e3 3Ha4YUTENbHOro orpybaeHuns YyepT nuua. Jlerkme dopmbl
MIC xapaKTepuayloTcs NO3aHMM HavanoM 3abofieBaHus
¢ npeobnagalowmMmMm BOBMEYEHUEM B MaTONOMMYECKUIA Mpo-
Liecc CycTaBOB U MeANEHHbIM MPOrpeccUpoBaHNEM CUCTEM-
HbIX nposiBneHun [5]. OWKNBOoYHas AMarHOCTUKa MaLueHToB
¢ MIC kak nauneHToB ¢ FOMA npuBoAUT K HEIDDEKTUBHOMY

N HEO60CHOBAHHOMY NMPUMEHEHUIO NMPOTUBOPEBMATUYECKUX
npenapaToB U No34HeMy Havyany GbepmMeHTO3aMeCTUTENIbHOM
Tepanun (P3T). PaHHee Havano P3T umMeeT peluatoliee
3HayYeHne ANA CHUXKEHUS TemMnoB nporpeccupoBaHus MIIC
N JOCTUMEHUSA XOPOLLIMX pe3yNibTaToB fieyeHus [4]. MauneHnTol
C NONMapPTUKYNSIPHBIM cepoHeratuBHbiM KOMA MOryT nmetb
MeaneHHoe Havano 3aboneBaHusl, NOCTEMNEHHOE MNporpec-
cupoBaHWe U npeobnagaHve GyHKLMOHaNbHbIX HapyLUEHWN
Hajg 601b0 U 0TEKOM [6]. [NoA06GHbBIN KIMHUYECKWUIA BapUaHT
C HW3KOW BOCNanuUTelbHOM aKTMBHOCTbIO U MATKUM [ypnep-
GEHOTUNOM MOMKET OblTb OCHOBHOM MPUYMHOM HEnpaBUb-
HoW amarHoctuku FOUA y naumnentos ¢ MIIC [5].

Llenb uccnepoBaHmna

PaspaboTtaTtb NpocTble AnarHoctu4yeckune Kputepuu (4K),
KoTopble no3BonsAT auddepeHumpoBats MIMC n HOUA anq
paHHen anarHocTnku MIIC.

METOAbI

B Xxoaoe peTpocneKTMBHOro HabnioaatenbHOro MHOro-
LLEeHTPOBOro OMNUCaTelbHOr0 KOTrOPTHOrO MCCNeaoBaHuUs
co6paHbl M NpoaHann3MpoBaHbl AaHHbIE MEAULIMHCKMX KapT
nauuneHToB ¢ nerkumun dopmamu MIIC |, Il n VI TMNoB, y KoTo-
pbiIX OTMEYanuCb M3MEHeHuUs B cycTaBax (o6s3aTefibHoe
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How to Distinguish Attenuated Forms of Mucopolysaccharidosis
and Articular Forms of Juvenile Arthritis: Development
of Diagnostic Algorithm Based on the Data from Multicenter

Retrospective Study

Background. Differential diagnosis of attenuated forms of mucopolysaccharidosis (MPS) and juvenile idiopathic arthritis (JIA) can be
challenging due to their similarities. Objective. The aim of the study is to create simple diagnostic criteria (DScore) that would allow to
differentiate MPS from JIA for earlier MPS diagnosis. Methods. The retrospective multicenter study included analysis of clinical (joint,
heart, eye involvement, hearing loss, hernias, psychomotor delay, noisy breathing, posture disorders, macrocephaly, hepatomegaly,
splenomegaly, and growth delay) and laboratory data (ESR, CRP, hemoglobin, WBC, and platelets) from MPS patients (n = 41) and from
rheumatoid factor-negative polyarticular category of JIA patients (n = 255). These variables allowed to differentiate both conditions and
were used to create DScore. Results. Patients with MPS had younger onset age, male predominance, height and weight delay, lower
inflammation markers (WBC, platelets, and ESR), and usually involved joints, especially cervical spine, upper limbs joints, hip, and small
foot joints. The prevalence of eye involvement was similar for both diseases, however, the type of involvement was different. JIA patients
had uveitis and its’ complications and MPS patients — corneal opacity and cataract. No differences in CRP levels were revealed in
most cases. The major diagnostic criterion of MPS was the presence of more than one extra-articular manifestation associated with
polyarticular involvement. DScore has included 5 following criteria: ESR < 11 mm/h (38 points), height < -2.0 SD (20 points), onset
age of articular manifestations < 1.1 year (24 points), male gender (15 points), and symmetrical limitation of movements in elbow joints
(29 points). The sum > 38 points allowed us to differentiate MPS and JIA with sensitivity of 92.7% and specificity of 91.0%. Conclusion.
This DScore can be used for differential diagnosis of mild MPS and JIA alongside with routine diagnostic procedures. DScore allows us
to identify a group of patients with joint involvement who require MPS exclusion.
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OpuruHanbHas cTaTbs

ycnosue) 6e3 rpybbix UBMEHEHUN YepT nuua, U NauneHToB
C MNoNnapTUKYNsapHbIM cepoHeratuBHboiM HOUWA. CBeaeHus
0 165 nauueHTax ¢ pa3nuyHbiMu Tunamu MIC 6binn B3AThI
M3 6a3 AaHHbIX YHUBEPCUTETCKUX KIMHUK Poccuun (MockBa,
CaHKrt-lMeTepbypr). bbinn otobpaHbl NaUMEHTbI C aTTEHyM-
poBaHHbiMK dopmamu MIC 1 nauneHTbl ¢ NOAMAPTUKYNSP-
HbIMK BapuaHTamu HOUA. [Inga npoBeaeHnss CpaBHUTENbHOIO
aHanu3a 6blIn UCNoNb30BaNM AaHHble MO NauueHTam ¢ Noau-
apTUKYNSapHbIM cepoHeratBHbiM HOWMA 13 6a3bl CaHKT-
MeTepbyprcKkoro rocyaapcTBEHHOMO NeanaTpPUyYeCcKoro Meau-
LUMHCKOro yHusepcuteta (n = 753) 3a 10 net. OctaNbHble
Kateropun HOWMA, a TakKe nauueHTbl C COMyTCTBYIOLWMMMU
3aboneBaHuaAMKU (Ncopunas, BocnanuTenbHble 3aboneBaHus
KULIEYHMKA), He OblNM BKAKOYEHblI B HacTosillee uccnepo-
BaHWe, 3a WCKIoYeHneM naumeHToB ¢ HOMA ¥ aKTUMBHbIM
YBEWUTOM WAW €ro OCNOXKHeHUaAMU. AunarHo3bl MIMC n HOUA
BbICTABNSA/IUCb COMNMACHO CYLLECTBYIOWMM KpuTepuam [1, 6].
OwnarHo3 MIC Tpe6oBan reHeTM4ecKoro U GMOXMMUYECKO-
ro MOATBEPXKAEHWUS (aKTMBHOCTb NIM30COMHbIX GepMeHTOB
n aKckpeuus Al ¢ moyon).

M3 nctopun 60ne3Hun Gbina otobpaHa cneayowas Meau-
LUMHCKas uWHbopMauusa: aemorpaduyeckme nokasartenu
(BO3pacT, non), KIMHMYECKas KapTuHa (NopaxeHwe cycTa-
BOB, cepaua, opraHa 3peHus, TyroyxocTb, Haluyue rpbix,
3aflepyKKa MCUMXOMOTOPHOIO PasBUTUSA, LIYMHOE [bIxaHue,
HapylleHne ocaHKW, Makpouedanus, renatocrnieHomera-
N, 3afepXKKKM pocTta) U nabopaTopHble AaHHble (06LMKM
aHanuM3 KpoBW, remorfiobuH, TPomM6ouuTbl, C-peakTUBHbIN
6enok (CPB)). Kaxabll KIAMHWUYECKMIA CUMMTOM paBHSANCA
oAHOMYy 6anny, cymMa BCeX BblLLEYNOMSHYTbIX BHECYCTaBHbIX
NposIBIEHUN CcOCTaBNsna YMCNO BHECYCTaBHbIX MposiBie-
Hui (4BIM) n Bapbuposana oT 1 go 10 6annoB. YBEUT u ero
OCNOXHeHUs y nauneHToB ¢ OMA paccmaTpmBanu Kak BHe-
CyCTaBHOE NPOosiB/IEHUE.

Aun3aiH uccnegoBaHus
PeTpocneKktMBHOE HabngatenbHOE MHOMOLEHTpoBOE
onucaTtenbHOe KOropTHoe UccneaoBaHue.

YcnoBus npoBeAeHUs uccnefoBaHusa

CBefeHus o 165 naumeHTax € pasnuyHbIMK TUNamu
MTIC 6binn B3ATbl U3 6a3 AaHHbIX YHUBEPCUTETCKUX KIMHUK
Poccun: TBOY BO CMN6IrMMy (Cankr-lNetep6ypr) u HUAU neau-
aTpuun 1 oxpanbl 3aopoBbs aeter HKLL N22 ®IBHY «PHLX
uMm. akag. b.B. MNetposckoro» (MockBa). bbinnv oTto6paHbl
Yy4aCTHWKK C aTTeHympoBaHHbIMM dopmamu MIMC (n = 41)
¢ mas 2020 no anpenb 2021 1. ¥ C NOANAPTUKYIAPHBIMU
BapmnaHTamu HONA (n = 255) ¢ aHBapsa 2007 no gekabpb
2016 r., nocnegHne — 13 6a3bl NALUMEHTOB C IOBEHWU/IbHbIM
nanonatnyeckum aptputom CaHKT-lNeTepbyprcKkoro rocyaap-
CTBEHHOr0 NeauaTpUyYecKoro MeauLMHCKOro YHUBepcuTeTa
(n=753)3a 10 nert.

Kputepum cootBeTcTBUA

MauneHTsbl ¢ aTTeHyMpoBaHHbIMK dopmamu MIC 1 naum-
€HTbl C NONNAPTUKYNAPHbIMK BapuaHTamu FOUA.

[ns npoBefeHns CPaBHUTENbHOIO aHann3a Mbl UCMOMb-
30Banu AaHHble MO NauueHTaM ¢ NOANAPTUKYISPHBIM CEpo-
HeratuBHbIM HOWA. OctanbHble KaTeropmn HOUA, a Takke
naumeHTbl C COMyTCTBYOLWMUMKU 3aboneBaHuasmMu (ncopuas,
BocrnanutesbHble 3a60neBaHUsA KULWEYHUKA) He Bbln BKIIO-
YeHbl B HacToslee UccnefoBaHne, 3a UCKIOYEHUEM Nauu-
eHToB ¢ OV 1 aKTUBHbBIM YBEUTOM WX €0 OCNOXKHEHUSMM.

OnucaHue KpUuTtepueB COOTBETCTBHUSA

(AamarHoctu4ecKne KpuTepmm)

OunarHo3bl MMNC n FOWNA BbicTaBNSINMCb COrNacHoO cylle-
CTBYIOLWMM KpuTepusam [1, 6]. AuarHo3d MIC Tpe6oBan reHe-
TMYECKOro U GMOXMMMUYECKOro NOATBEPHKAEHNUS (AKTUBHOCTb
JINB0COMHbIX PEPMEHTOB U aKCKpeLums Al ¢ moyon).

[aHHble 0 AnarHo3e v cBeAeHUs O NauMeHTax noayyeHbl
M3 MEAULIMHCKOM JOKYMEHTaLUK (MCTOPUN BONE3HM).

Moa6op y4acTHMKOB B rpynnbl

[pynnbl: NaLMeHTbl ¢ aTTeHynpoBaHHbiMU dopmamu MIC
(n = 41), nauMeHTbl C NONMapPTUKYNSPHLIMU BapuaHTaMu
HONA (n = 255).

LieneBble noKa3arenu uccnegoBaHus

OCHOBHOJ NMoKa3are/lb UCC/Ie40BaHUA

PaspaboTka gMarHoctTMyeckux Kputepues ([K), Kotopble
nossondat auddeperHuymposatb MIMC n FOUA ¢ Lenbio paHHewN
anarHoctuku MIIC.

MeTtoabl n3MepeHus LjesieBbiX MoKa3artesen

LleneBble noKasaTenu ycraHaBAMBaAM Ha OCHOBaHWU
[aHHbIX, NONYYEHHbIX U3 BTOPUYHbIX UCTOYHMKOB MHbOPMa-
LMK (M3 MEONLMHCKON JOKYMEHTaLMN).

CraTucTMyecKue npoueaypbl
lpuHUKNbI pacyeTa pa3aMepa BbIGOPKH
Paamep BbIGOPKM NpeaBapuUTENIbHO HE pacCYUTbIBaCS.

CTaTucTn4ecKue MeToabl

CTaTUCTUYECKUM aHanuM3 TMpoBOAMIACA C MOMOLLbO
nporpammHoro o6ecneyvenuns STATISTICA, Bepcua 10.0
(StatSoft Inc., CLUA). Bce KonuyecTBeHHble MepeMeHHble
NPOBEPSINCH C UCNONb30BaHMEM KpuTepusa Konmoroposa —
CMHWpPHOBA: HOpPManbHOrO pacnpefeneHus BbIIBIEHO He
6b1710. KonnyecTBeHHble NepeMeHHbIe NPeAcTaBieHbl Meana-
HOM (Me) n MeXKBapTUbHbIM pa3maxoM [25%; 75%]. Kaue-
CTBEHHblE MEepeMeHHble MnpeacTaBleHbl B BUAe [ONeNn.
YTepsiHHble [OaHHble He ObllM BKIOYEHbl B aHanu3. [Angd
CpaBHEHUS KayeCTBEHHbIX MEepPEeMEHHbIX MCMNoNb30BaanCh
KpuTepui cornacusa MnpcoHa Unn TOYHbIM KpuTepun duepa
ONa NPUM3HaAKOB € YactoTon < 5. CpaBHeHMe ABYX Konuye-
CTBEHHbIX MEPEMEHHbIX MPOBOAMAN C UCMONb30BAHUEM KPU-
Tepuss MaHHa — YWTHU. CNOCOGHOCTb KaXKaon nepemMeHHon
pasnuyatb MIMNC 1 KOUA oueHnBanacb ¢ NOMOLLbIO aHan13sa
YyBCTBUTENBHOCTU U cneunduyHoctu, ROC-aHanuza (nno-
waab noa ROC-KpuBOM) M C MOMOLLbIO pacyeTa OTHOLLEHUS
waHcoB (OLL) c 95% poBeputenbHbIM MHTEpBanom (95% N)
NS BbISIBJIEHHbIX MOPOroBblX 3HAYEHWUW [N HEnpepbiB-
HbIX NnepemMeHHbIX. Mbl BbliGMpanu Hawnbonee noaxoasuiee
cpefHee 3HayeHue, nonyvyeHHoe npu nomouwn ROC-aHannza
Ha OCHOBAHWW NapaMeTPOB YYBCTBUTEbHOCTM U cneuuduny-
HOoCTU. 3HadyeHne p < 0,05 cuymTanocb CTaTUCTUYECKM 3Ha-
YyumbiM. Tpn ogHOMAKTOPHOM aHanu3e Kaxaas U3 WUHTe-
PEeCyoLMX NEPEMEHHbIX, acCoLMMPOBaHHas C AWarHo3oM
MTMC, 6blna BKAOYEHA B MHOMXECTBEHHYIO NIOMMCTUYECKYIO
Mogenb. buHapHble nepemeHHble, BKIOYEHHbIE B MoAeSb
(Hanpumep, Non UKW NopaxKeHWe NOKTEBOro cycTasa), 6bliu
3aKOAMPOBaHbl KaK MPUCYTCTBYIOLWME WAU OTCYTCTBYIO-
uwme. lMoporoBoe 3Ha4YeHWe pacCHWUTbiBaAM C MOMOLLbIO
ROC-aHann3a, 3HayeHue, NpPU KOTOPOM 4YyBCTBUTENbHOCTb
M cneumdUyHoCTb GblIM MaKCHUMasbHbIMKW, COXPaHANOCh.
Ona Kaxgon nepeMeHHOM, KoTopas Oblla CTaTUCTUYECKM



3HAYMMO CBA3aHa C Pe3yNLTaToM JIOMMCTUYECKOM PErPECCUM,
AMArHOCTUYECKUM MPaBUIOM 6bifI0 YMHOMEHWe 6eTa-3Ha-
YeHUs ANA Kagoro avanasoHa Ha 100 W OKpyrieHwe o
GAMMKANLLEro LIEsoro Ynucna.

9THyecKan aKkcnepTusa

ABTOpaMu OblM NOMYYEHbI MUCbMEHHbIE COrnacus co-
rMacHO XenbCUHKCKOM [AeKnapauuu. ITUYECKUN KOMMUTET
CaHKT-MeTep6yprcKoro rocyaapCTBEHHOrO neanaTpUyecKo-
ro MeauUMHCKOro yHuBepcuTeTa (npotokon N 11/10 ot
23.11.2020) ytBEpAMA MPOTOKON A5 AaHHOMO PETPOCNneK-
TUBHOIO UccneaoBaHus. Bce nauueHTbl MM UX NpeacTaBu-
Tenu (ana nauyueHToB mnagwe 15 net) ganu cornacue Ha
aHOHMMHOE MCMNoJib30BaHne MHPOPMaLIUM.

PE3VJIbTATbI

dopmMmupoBaHue BbIGOPKU UCCNEef0BaHUS

dopmunpoBaHue BbIGOPKKU UCCNefoBaHKA NpeLcTaBaeHo
Ha puc. 1.

XapaKTepucTMKu BbIGOPKHU (Fpynmn) uccnegoBaHus

XapaKrepuctuka nauymeHToB ¢ MIIC

Moarpynna nauuneHToB ¢ MIC BKtovana B cebs 14 nauu-
eHToB ¢ MIC | Tuna, 15 — ¢ MMNC Il Tuna n 12 — ¢ MIC
VI Tuna. Cpeau nauueHTtoB ¢ MIC | Tna otmMevYanucb GpeHo-
Tvnbl [ypnep — Wene (n = 5) n Wewne (n = 9). B gebioTe 3a60-
neBaHusa y 58,3% y4yacTHUKOB (cpeaHui Bo3pacT 2,0 roaa)
oTMeYasiCb U3MEHEHUS B CycTaBax, YTo MPUBENO K OLIMOOY-
HoW anarHocTuke OMA'y TpeTn naumeHToB ¢ MIC. Y 35 nauu-
eHToB (85,4%) oTMe4anocb Kak MMHMMYM OAHO BHECYCTaBHOE
nposiefieHne, a y 6 (14,6%) He MMenocb Kakux-nnbo BHecyc-
TaBHbIX MPOSIBJEHWA HAa MOMEHT YCTaHOBJIEHWS AMarHo3a
MIIC. Tpu nauuneHTa (7,3%) 6bINU U3 CEMEN C YCTAHOB/IEHHBIM
avarHosom MIC y crapwero cubca. Jedopmauma no3so-
HOYHMKa 6blna eJMHCTBEHHbIM BHECYCTaBHbIM NPOSIBEHUEM
y 5 (12,2%) y4acTHMKOB. Bce KIMHMYECKUEe NpOosBAEHUS
y nauuneHToB ¢ MIC npeacTtaBneHbl B Tabn. 1.

OcHOBHbIle pe3ynbTaTbl UCCNIEA0BaAHUSA

KnunHnyeckue pasnmnyna mexgy MIC n IOUA

Y nauueHToB ¢ MIC oTmevanuch 6onee paHHWIA BO3-
pact MaHudecTauun 3aboneBaHus, npeobnajaHue Myx-
CcKoro nona, 6ofee HU3KUM POCT U Macca Tena ¢ 6Gonee

Puc. 1. dopmupoBaHune BbIGOPKU NCCNEAOBAHUS
Fig. 1. Study sampling

NauuneHTbl
C MyKoOmMonuncaxapuao3om
n=165

Tsxkenble Gopmbl
MyKononucaxapvaosa

MauneHTbl
C aTTeHyMpoBaHHbIMK GopMamu
MyKononucaxapuaosa
n=41

MpumevaHne. PO — peBmaToniHblit dakTop; BAK — BocnanutenbHble 3a60neBaHus KulievyHuKa; FOMA — oBEHWbHbIN MaMONaTUYECKUI

apTpUT.

BbICOKMM MHAEKCOM Macchl Tena (MMT). Y naunenTos ¢ MINC
oTMe4Yanocb 60/bllee KONMYECTBO MOPaXKEHHbIX CYCTaBOB,
yem y nauneHTtoB ¢ FOMA. Y nauneHtoB ¢ MINC oTmevanucb
CUMMETPUYHbIE OrPaHUYEHNS ABUKEHUIN NPEUMYLLECTBEHHO
B CyCTaBaXx BEPXHWX KOHEYHOCTeN. BoBneyeHne B NaTonoru-
YeCKMM NpoLLece LeNHOro otaena No3BOHOYHUKA, N1eYEBbIX,
NIOKTEBbIX, Nly4€3ansiCTHbIX, MACTHO-GanaHroBbix, Mexda-
NaHroBbIX (OCOGEHHO AMCTaNbHbIX), 6€0PEHHbIX, KOJIEHHbIX
CyCTaBOB M CyCTaBOB Ma/ibLEB CTOM BCTpevyanocb yalie
y naumeHToB ¢ MIC.

Y y4yacTHrKoB ¢ MIC oTMe4yanucb pasfiMyHble BHECYCTaB-
Hble NPOSABIEHUS, TOrAa KaK y nauuneHToB ¢ IONA BbiSBNEHO
TONbKO Mopa)keHue rmaa. Y naunentos u ¢ FOUA, n ¢ MIC
OblNN BbIABNEHbI CNy4an KaTapaKTbl, IayKoMbl, MOMYTHEHUS
POroBuLbl, HO TONIbKO Y Y4acTHMKOB ¢ KOMA aaHHble n3meHe-
HUS GblNN CBA3AHbI C yBEUTOM (Tabn. 2).

Pa3nn4ns B nabopaTtopHbIX NoOKa3aTensix

Y nauneHnToB ¢ MIC oTMevanuch 6o5iee HU3KUE MapKe-
pbl Bocnanenusa (CO3J, nenkouuTbl, TPOMOOLMTLI) U Bonee
BbICOKMI ypoBeHb remorfiobuHa. Pasnnunii B ypoBHax CPB
B MCCeayeMblX rpynnax BbiiBA€HO He Obli1o (CM. Tabn. 2).

CosgaHune mogenu auppepeHumnarbHON JUarHOCTUKHU

Ha cnepyiouwem atane otobpanM CTaTUCTUYECKWU 3Ha-
YUMblEe KONIMYECTBEHHbIE W KAYeCTBEHHbIE MNEepeMeHHble
W onpegennnu Ans HWX 4yBCTBUTENbHOCTb, cneundU4yHOCTb
n Ol (Tabn. 3). 3aTeM 6binM 0TOGPAHbl KIMHUYECKWU 3Ha-
YUMble NapaMeTpbl C CaMON BbICOKOM YyBCTBUTEbHOCTLIO,
cneunduryHocTbio U 3HavyeHneM OLL. Mbl uckao4mMnn Bce
noBTOpSIOLLIMECS NapaMeTpbl. B pedynbtate MHOrohaKTopHO-
ro aHanunsa 6binu BbigeneHbl 5 kputepues (CO3 < 11 MM/,
poct < —2,0 SD, Bo3pacT agebiota < 1,0 roga, MyxCKoM
nofl U CUMMMETPUYHOE MOPAXKEHWE JIOKTEBLIX CYCTaBOB),
nossossoWmx auddbepeHumMpoBaTb NIerkMe aTtTeHyMpoBaH-
Hble dopmbl MIIC oT cyctaBHbix ¢popm HOUA. K ana MIC
> 38 6annoB no3sonunu anddepeHuMpoBaTb NauMeHToB
¢ MIC n KOMA ¢ 4yBCTBUTENBHOCTbIO B 92,7% U crneunduryHo-
cTbto B 91,0% (nnowaab nog kpmusow (AUC) = 0,977 (95% AN
0,953; 0,991)) (tabn. 4, puc. 2). MceBao-R2 nokasaresnb
ans mogenu coctasun 0,884, p = 2 X 1020, MaxkcuMasnbHO
BO3MOXHble 6anfbl, NMPUCBOEHHbLIE KPUTEPUAM, BapbU-
poBann ot 15 (Mmyxckon non) go 38 (CO3 = 11 mm/4)

MaLuuneHTbl co Bcemu

MaLMEHTbI C CUCTEMHBIM bopmamu FOUA

0/IUroapTPUTOM, n=753
P®-M03nUTUBHbBIM NOMAPTPUTOM,
3HTE3UT-acCOLMUPOBAHHBLIM
apPTPUTOM, MCOPUATUHECKHUM
apTPUTOM, apTPHUTOM, MaLeHTb!

cBA3aHHbIM ¢ B3K,
HeanddepeHLMPOBaHHbIM
apTpuTOM

C MONMaPTUKYNAPHLIM
cepoHeratvHbiM FOMA
C yBEWUTOM Mnn 6e3

n=255

Note. RF (P®) — rheumatoid factor; IBD (B3K) — inflammatory bowel disease; JIA (OMA) — juvenile idiopathic arthritis.
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Ta6nuua 1. CvctemHble (BHEeCyCTaBHbIe) NPOSIBNEHNUS Y NaLUMEHTOB ¢ nerkumm dopmamu MIMNC B MOMEHT MaHUbecTaunm 3aboneBaHns

1 B MOMEHT NOCTaHOBKKW AnarHo3sa

Table 1. Systemic (extra-articular) manifestations in patients with attenuated forms of MPS at the disease onset and at the time of diagnosis

CUMNTOMBI YacTtota cumnTomMoB Yactota cMMNTOMOB B MOMEHT
B Ae6loTe 3a6oneBaHus, n (%) NOCTaHOBKM AuUarHosa, n (%)

BoapacT, rogbl, Me (25%; 75%) 2,0(0,6; 3,0) 7,6(4,6;11,9)
MoparxkeHune rnas, n (%) 8(19,5) 25 (61,0)
MopaxeHue cepaua: 5(12,2) 35(85,4)

® M3MeHeHue KnanaHos, n (%) - 34 (83,0)

* Kapauomuonatus, n (%) - 17 (41,5)
PUHUT/0TUT, N (%) 12 (29,3) 29(70,7)
Msrkui lypnep-deHotun, n (%) 8(19,5) 34(82,9)
fenatocnneHomeranus, n (%) 18 (43,9) 7(17,1)
CnneHomeranus, n (%) - 7(17,1)
[enatomeranus - 20 (48,8)
Makpouedanus, n (%) - 24 (58,5)
KopoTtkas wes, n (%) - 27 (65,9)
LLlymHoe fbixaHue, n (%) - 9(22,0)
[edopmauum NO3BOHOYHUKA W FPYAHOM KNETKK, N (%) 18 (43,9) 23 (56,1)
HapyweHue ocaHku, n (%) - 35(85,4)
[ucnnasus TasobeapeHHbIX CycTaBoB, N (%) - 17 (41,5)
Tyroyxoctb, n (%) 0 18 (43,9)
TPbiXKK, N (%) 12(29,3) 22(53,7)
M3meHeHusa cycTaBoB B Ae6loTe 3a6oneBaHus 24 (58,5) -
M3meHeHus cycTaBOB KUCTU B AebioTe 3abosieBaHUs 19 (46,3) -
[narHos tOWA B febtoTe 3a6oneBaHus 8(19,5) -

lMpumevaHune. ONA — 10BEHWUIbHBIN MOAMONATUYECKUI apTPUT.
Note. JIA (FOMA) — juvenile idiopathic arthritis.

(cm. Tabn. 4). HenonHbIM JaHHbIM NpucBanBanocb O 6annos.
[narHoctnyeckoe npasuio OblIO ONpeaeneHo creayowmm
06pa3oM: 6ONbWNMU KPUTEPUAMMU OblnM NOAMAPTUKYNAP-
HOE MnopaKeHWe U Hanuyme 6osee OAHOro BHECYCTaBHOMO
nposiBneHus. MNpu OTCYTCTBMM BHECYCTaBHbIX MPOSBAEHUM
TpebyeTtca HabpaTb 60nee 38 6annoB Mo BbilEeNepeynUcneH-
HbIM ManbiM Kputepusam: CO3 < 11 mm/4 (38 6annos), poct
< -2,0 SD (20 6annoB), Bo3pacT MaHudectaumm < 1,0 roga
(24 6anna), myxcKow non (15 6annos), CUMMETPUYHOE Nopa-
YEHKWe NIOKTEBbIX CycTaBoB (29 6annos).

OBCYXAEHME

Pe3ioMe 0CHOBHOro pe3ynbrata ucciefoBaHUA

B HacToslwem uccnefoBaHUKM Mbl pa3paboTanu guar-
HOCTUYECKUIN MHCTPYMEHT, KOTOPbIM MOXET MOMOYb B paH-
Hen anddepeHUManbHON AMArHOCTUKE aTTEHYMPOBaHHbIX
dopm MTIC 1 FOUA 1 paclunMpuTb NOKa3aHUs ANg CKPUHUHTa
Ha MTIC.

OrpaHuMYeHus UcciegoBaHusl

OrpaHUYeHUAMI ABAIOTCH PETPOCTIEKTUBHbIA BapuaHT
MCCNeAoBaHUA M OTCYTCTBME HEKOTOPbIX AaHHbIX B Meau-
LMHCKMX KapTax. PeBmatonorv He Bceraa npegoctasasior
MHOOPMALIMIO O HEKOTOPbIX (GEHOTUMUYECKUX MPU3HaKax
(TaKMx Kak aucmMopdua nuLa, KOpoTKasa Wes wuanm Kudos,
HanUuMe rpbixK) MAK NopaXeHUn BHYTPEHHUX OPraHoB (YNbT-

pa3ByKOBOE WUccnefoBaHWe cepaua, MeYeHU U CeneseHKu
He aBnaeTcs o6s3aTeNbHbIM AN HecucTemMHbIX dopm KOUA),
Torga Kak crneuuanucTbl, 3aHUMaloWwmnecs MeTabonnyecKu-
MW 3aboneBaHWUsIMKU, He BcCerga AeTanu3upyloT CycTaBHOEe
nopaxeHue. 06s3aTeNbHbIM B MNPaKTUKE BeAeHWs nauu-
eHTa ¢ OWA gBnaetcs ocMOTp peBMartosiora, YTO Hallo
OTpaXeHue B pacyeTe Yucna BHECYCTaBHbIX MPOSBAEHUN.
Bce 310 MOrno noBausTb Ha pesynbTaTbl NPOBEAEHHOrO
nccnefoBaHus.

UHTepnpeTauua pe3ynbratoB UCCNEef0BaHUA

3ageprKka anarHoctuku MIC 3a4acTylo 3aBWUCUT OT
TsecTn 3aboneBaHua. M. Beck u coaBT. (2014) nokasanu,
YTO 3afep)Ka AMarHoCTUKK cocTaBnsna oT 6 Mec ANs CUH-
npoma lypnep, oo 2—-4 net ansa cuHagpoma lypnep — Lewe,
no 4-8 net ana cuHapoma Lene. bonee paHHAsS agnarHoc-
TMKa nerknx ¢opm MIC no3BONUT n3bewaTb HEHYXHOro
Ha3Ha4yeHMs MPOTMBOPEBMATUYECKUX MpenapaToB W CHU-
3UTb CKOPOCTb MPOrpeccMpoBaHusa 3aboneBaHus, a TaK-
e YNyylWWTb MPOrHO3 M KayecTBO XW3HW NauueHToB [7].
ATTeHynpoBaHHble dpopMbl MIC TpebytoT Wrpokon andde-
peHLUManbHON AMArHOCTUKM C MpPUBJIEHEHUEM Pa3/IUYHbIX
cneuuanncToB, 0COGEHHO MNeanatpoB, AETCKUX peBMaTo-
IoroB 1 optonenoB. MMeHHO NoaTomy abPEKTUBHbIN Auar-
HOCTMYECKUM MHCTPYMEHT Oblnl 6bl OCOGEHHO MNosie3eH AN
3TUX CheunanncToB.




Ta6nuua 2. CpaBHeHMe nonnMapTuKynsapHbix dopm OUA v nerkux dopm MIMC

Table 2. Comparison of polyarticular forms of JIA and attenuated forms of MPS

lNMokasartenb MIC (n =41) OUA (n = 255) p
HAemorpagpuyeckne nokasarenun
BospacT maHudbecTaunu, net, Me (25%; 75%) 1,0 (0,6; 3,0) 4,7(2,1; 8,8) 0,0000001
Mon, »eHckun, n (%) 16 (39,0) 186 (72,9) 0,00002
AHTponomeTpuyeckue JaHHbie
PocT, SD, Me (25%; 75%) -1,0(-3,1;-0,6) 0,0(-0,9; -0,8) 0,001
Macca Tena, SD, Me (25%; 75%) -0,65(-2,5;0,3) 0,19 (-0,6; 1,0) 0,005
NMT, %, Me (25%; 75%) 107,6 (98,8; 113,9) 50,7 (20,4; 80,5) 0,0000001
MMT, SD, Me (25%; 75%) 1,0 (0,0; -2,0) 0,0(-0,9;0,8) 0,004
AKTMBHOCTb BOCNa/IMTE/IbHOrO npoLecca
CO3, Mm/4, Me (25%; 75%) 6,0(3,0; 8,0 8,0 (4,0;19,0) 0,030
CPB, mr/n, Me (25%; 75%) 1,4 (0,0; 3,2) 1,5(0,0; 6,6) 0,120
NefikounTsl X 10°/n, Me (25%; 75%) 6,1(5,3;7,7) 7,2(6,0;9,1) 0,018
Tpom6oumnThl X 109/1, Me (25%; 75%) 228 (1970; 293) 328 (275; 400) 0.0000001
femorno6uH, r/n, Me (25%; 75%) 129 (121; 138) 123(116; 130) 0.0000001
BoBneveHue cyctaBoB
BoBneyeHHble cycTaBbl, Me (25%; 75%) 39,0(10,0; 42,0) 11,0(7,0; 18,0) 0,0000001
LLlerHbIM OoTAEN NO3BOHOYHUKA, N (%) 15 (36,6) 48 (18,8) 0,01
BWCOYHO-HMXKHEYENtoCTHOM, N (%) 0(0) 24 (9,4) 0,108
[PyaAMHO-KNOUYUYHBIR, N (%) 0(0,0) 6(2,4) 0,44
MneyeBoMn, n (%) 28 (68,3) 27 (10,6) 0,000001
NokTeBo#, n (%) 37(90,2) 60 (23,6) 0,000001
JlyyesansicTHbld, n (%) 34(82,9) 114 (44,7) 0,000006
MNscTHO-banaHroBbIn, N (%) 30(73,2) 114 (44,7) 0,0007
MpoKcumanbHbIM MexdanaHroBbii, n (%) 30(73,2) 125 (49,0) 0,004
OuncTanbHbl MexxdanaHroBbii, n (%) 30(73,2) 41 (16,1) 0,0000001
Tazob6eapeHHbli, n (%) 24 (58,5) 49 (19,2) 0,0000001
OcTeoapTpuT TazobeapeHHoro cyctasa, h (%) 8/24 (32,0) 13/49 (26,5) 0,620
KpecTLoBo-noaB3A0LWHOE covneHeHmne, n (%) 0(0) 7(2,8) 0,283
KoneHHbii, n (%) 37(90,2) 200(78,4) 0,088
foneHocTonHbIN, N (%) 19/25 (76,0) 167 (65,5) 0,288
MoaTtapaHHbIn, N (%) 0/25 (0) 38(14,9) 0,038
MntocHe-npegnntocHeBsble, N (%) 0/25 (0) 26 (10,2) 0,094
MntocHe-banaHrosble, n (%) 10/25 (40,0) 53(20,8) 0,028
CyctaBbl NanbLes cTonbl, N (%) 10/25 (40,0) 51 (20,0) 0,021
BHecycTaBHble MPOosIB/IEHUSA
3aboneBaHus rnas npu MaHudectauuu, n (%) 7(17,1) 32(12,6) 0,432
Yucno BHecycTaBHbIX NpossneHui, Me (25%; 75%) 5(4;7) 0(0;0) 0,0000001

lMpnmeyvarHme. MINC — mykononucaxapuaos; FOMA — 1oBEHUNbHbIM nanonaTuyeckuin aptput. UMT — uHaekc maccbl Tena; CO9 — cKopocTb
ocefaHus apuTpounToB; CPB — C-peaKTUBHbIN 6Genok. SD — cTaHgapTHoe OTK/IoHeHue; Me — meanaHa.

Note. MPS (MI1C) — mucopolysaccharidosis; JIA (FOMA) — juvenile idiopathic arthritis. BMI (MMT) — body mass index; ESR (CO3) — erythrocyte
sedimentation rate; CRP (CPB) — C-reactive protein. SD — standard deviation; Me — median.

MoparkeHne cycTaBoOB U TYHHENbHbIA CUHAPOM ABASIOTCA
pacnpocTpaHeHHbIMK nposisneHuamu MIIC | Tuna, KoTopble
3HAYUTENBHO BAMSIOT Ha KayecTBO YKM3HWM NaLMEHTOB KaK
C TAXEeNbIMKU, TaK U ¢ Nerkumun dopmamu 3abonesaHuns [8].
Llenbto npeactaBneHHon paboTbl 66110 o6eryeHme paHHewn

AMArHOCTUKM He TONbKO Tsxkenbix dopm MIC, npu KOTopbIX
yXe Ha paHHUX CTaausxX BbISBASIOTCA U Apyrne BHeCycTaB-
Hble NPOSIBNEHUS, HO M nerkux dopm MIC, npu KOTOPbIX
[IMarHoCTMKa 3a4acTylo 3aTpyaHUTENbHA U BCIeACTBUE 3TOMO
HeCBOEBpPEMEHHa.
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Ta6nuuya 3. HyBCTBUTENLHOCTb, cneuuduyHocTb U OLL Kputepres ana anbodepeHumaumm nerkux dopm MIMC 1 nonnapTukynspHbix dopm KOUA*

Table 3. Sensitivity, specificity, and OR values of criteria for differentiating of attenuated forms of MPS and polyarticular JIA*

MNMokasarenb Se Sp oLl (95% AN) p
HAemorpadmyeckmne nokasarenun
My>KUnHBI 61,0 72,9 4,2(2,1;8,4) 0,000015
Bospact maHudbectaunn < 1 roga 56,7 95,7 28,2 (10,5; 76,3) 0,000001
AHTponomeTpn4ecKne gaHHble
Poct < -2,0SD 45,2 95,4 17,2 (6,3; 46,8) 0,0000001
Macca Tena < -1,0 SD 48,4 85,2 5,4(2,2;13,0) 0,00008
MHaeke maccebl Tena = 1 SD 61,3 78,9 2,7(1,1;6,3) 0,000004
JlaGopaTopHble gaHHble
CO3 <11 MM/ 96,6 38,5 182(22,2;1490,5) 0,0000001
BoBsieyeHne cycTaBoB
LLleiHbIM oTaen No3BOHOYHMKA 36,6 81,2 2,5(1,2;5,1) 0,01
Mneyeson 70,0 89,4 19,7 (9,0;43,2) 0,000001
JNokTeBoi 90,2 76,4 29,9 (10,2; 87,3) 0,000001
Jly4e3ansicTHbIv 90,2 55,3 6,0 (2,6;14,1) 0,000006
MNsacTHo-danaHrosble 73,2 55,3 2,8(1,4;5,9) 0,0007
lNpoKcrManbHble MexxdanaHroBblie 73,2 51,0 2,8(1,4;5,9) 0,004
[OucTanbHbii MexdanaHroBbin 73,2 83,9 14,2 (6,6; 30,7) 0,0000001
Ta3o6esnpeHHbIi 58,5 80,8 5,9(3,0;11,9) 0,0000001
TapaHHO-NATOYHbIN - 85,1 5,9(3,0;11,9) 0,038
MntocHe-banaHroBble 40,0 79,2 2,5(1,1;6,0) 0,028
CycTaBbl NanbLeB CTOMbl 40,0 80,0 2,7(1,1;6,3) 0,021
Yucno nopaxeHHbIX cyctaBoB > 33 100 100 - -
BHecycTaBHble NPOsIB/IEHUS
BHecycTaBHble NposiBieHUs, aa 100 87,5 - 0,00000
Yucno BHeCyCTaBHbIX MPOABAEHUI > 1 95,1 100 - 0,000001
MNMoparkeHune rnasa 17,4 87,4 1,4 (0,6; 3,5) 0,434

lpumevaHue. <*> — B MOMEHT NOCTaHOBKKU anarHoda MIC. CO3 — cKopocTb ocefaHus apuTpountoB. SD — cTaHAAPTHOE OTKJIOHEHME,
Se (sensitivity) — 4yBCcTBUTENBHOCTL, Sp (specifity) — cneumdunyHocTb, Ol — oTHoweHMe waHcoB, 95% AN — 95% foBepuTenbHbIA MHTEPBaN.

Note. <*> — at the time of MPS diagnosis. ESR (CO3) — erythrocyte sedimentation rate. SD — standard deviation, Se — sensitivity, Sp — specifity,
OR (OLW) — odds ratio, 95% CI (A1) — 95% confidence interval.

Ta6nuua 4. Kputepuu, BKIIOYEHHbIE B pa3paboTKy AMarHoCTMYecKon moaenu u pacyet DScore

Table 4. Criteria included in the development of the diagnostic model and DScore calculation

Bonbluue Kputepumn MonnapTuKynsapHoe nopaxeHue U Haau4me 6onee oAHOro BHECyCTaBHOro NPOSIBJIEHUA

Manbie Kputepumn B Se p Bannbi*
CO3 = 11 mm/u 0,38 0,07 0,000002 38 (=11 mm/4) unn O (> 11 Mmm/y)
Poct < -2,0SD 0,20 0,07 0,003 20 (< -2,0SD) unn 0 (> —2,0 SD)
Bospact ge6iota < 1,0 roga 0,24 0,08 0,002 24 (= 1,0roga) unn O (> 1,0 roga)
My>KcKoM non 0,15 0,06 0,015 15 (My>KcKor non) nnmn O (KeHCKu nos)
CUMMETPUYHOE MOPaXKEHNE NOKTEBbIX 0.29 0,07 0.00003 29 (ga) wnw O (HeT)
CycTaBoB

lpumedanune. Ana auddepeHumpoBaHua attreHynpoBaHHbix dopm MIC 1 FOUMA Heo6X0AMMO Hannyme 60bLIOro KpUTEPUS UK CyMMa MasiblX
KpuTepues > 38 6annoB. <*> — oTpes3Has TouKa [K > 38 6annoB ans cyMmbl MasibiXx KpUTEPUEB.

Note. Differentiation of attenuated forms of MPS and JIA requires major criterion or sum of minor criteria > 38 points. <*> — DScore cut-off
> 38 points for minor criteria sum.



Puc. 2. ROC-aHanu3 ana avarHoctTuky nerkmx dpopm MIMC y aeter ¢ ucnonb3oBaHnem K, paccunTaHHbIM ¢ NOMOLLbIO pa3paboTaHHOro

Habopa AaHHbIX

Fig. 2. ROC-analysis for the diagnosis of attenuated forms of MPS in children via DScore calculated with the developed dataset
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lpumeyvaHme. NMoporoBoe 3Ha4yeHne, KOToOpoe AaBasio MaKCUMasibHYI YyBCTBUTEIbHOCTb U CNELUPUYHOCTb, Obl10 BbIGPAHO B KayecTse
onTUManbHOM OTPe3HOM ToYKu. Mnowaab noa Kpueoin (AUC) = 0,977 (95% AW 0,953; 0,991) n K ans MINC > 38 6annoB ¢ 4yBCTBUTENIbHOCTbIO

B 92,7% v cneunduyHocTbio B 91,0%.

Note. The threshold value that gave the maximal sensitivity and specificity was selected as the optimal cut-off. Area under the curve (AUC) =
0,977 (95% Cl 0,953; 0,991) and DScore for MPS > 38 points with the sensitivity of 92.7% and the specificity of 91.0%.

B nuTepatype B KayecTBe AOMONHUTENbHbLIX KPUTEPUEB
ansa auarHoctuku MIC 6bin NpeanoXeHbl cneaylowme BHe-
CyCTaBHble MPOSIBIEHUS: IPbIXK, MOpaxeHue cepaua, 3a6o-
NeBaHus rnas, TYHHeNbHbI CUHAPOM, 3ajeprKKa pocTa [9].
3afepyKa pocTa ABASeTCH KIMHUYECKUM MPU3HAKOM BCeEX
TMnoB MIC BHe 3aBUCUMOCTH OT UX TAKECTU. CHUMKEHME CKO-
pOCTK pocTa U/uUnn OTCyTCTBME POCTOBOrO CKavKa BO BpeMs
ny6epTtaTHOro nep1oaa, a TakXKe TyronoBWKHOCTb CyCTaBOB
Npu OTCYTCTBUM BOCMaNeHUs GblsIM OCHOBHbIMW KPUTEPUSIMHU
AN MPUMEHEHUs AMarHoCTMYECKOro anroputma, paspabo-
TaHHoro N. Guffon u coaBrt. [10].

Hanbonee 4yacto B NaToONOMMYECKUK MpoLecc y nauu-
eHToB ¢ MIC (B TOM 4yucne ¢ NO3AHUM Ha4vasoM) BOB/EKaA-
IOTCA KOCTHO-CyCTaBHas CUCTeEMa, CEpALE U opraH 3peHus.
KocTHO-cycTaBHasi cuctema nopakaetcs npu Bcex BuAax
MMC [14, 12]. Mpn 3TOM CUMNTOMbI €€ NopaxKeHua nporpec-
cUpYIOT ¥ Bcex nauuneHtoB ¢ MIIC, gaxe y Tex, KoMy 6bina
BbIMOMIHEHA TPAHCNNAHTALMSA FEMONO3TUYECKUX KIIETOK.

Mpn MIMC B naTONOMMY4ECKUM npouecc MOryT BOBJe-
KaTbCsl BCE CYyCTaBbl, HO MPEWMYLLECTBEHHO MOpaXkatoTcs
CyCcTaBbl BEPXHMX KOHEYHOCTEW, Ta3006eApeHHble CycTaBbl
W cycTaBbl nanbuleB cton. [pyron obuwen oCOOEHHOCTbIO
Bcex TMnoB MIC ¢aBnsetca TyronoBUHOCTb CyCTaBOB,
3a uckmodeHnem MIC IV Tuna, ana KOTOPOro xapakTepHa
rMnepMobuibHOCTb CycTaBoB. [lopakeHue cycTaBoOB Mpo-
MUCXOAMT CUMMETPUYHO M B TSXKENbIX CAyYasx HayuHaeTtcs
yKe B MNlaleH4ecTBe, OHAKO Npu Nerkmx dopmax o06bI4HO
Ha4yMHaeTCs HECKOMbKO No3xe [13].

A. Borgo u coaBT. (2018) npepoctaBuaIn aHanus
CYyCTaBHOIO NoOpaeHus y AeTer ¢ pasdinyHbiMW TUNamu
MTIC: WwenHbIM 0TAeN NO3BOHOYHMKA — pPa3BUTUE CTEHO-
3a U HecTabuNbHOCTK, AUCMNa31a Ta300e4peHHbIX CycTa-
BOB (BOBJ/IEYEHUE TONIOBKM U LWENKKM GeapeHHOW KOCTH,

BEPTNYKHOW BNaAWHbI), BanbrycHasa gebopmMaums rofieHu,
3p0O3UK cycTaBHOro xpswa. Y 6onbHbix MIC nopaxeHue
CyCTaBOB MpeAcTaBieHo NaTtoiorM4eckon MHOUNbTpaLmen
KnetoK AT [14].

Ha gaHHbIM MOMEHT cyllecTByeT 6a30Bbl UHCTPYMEHT
AN MEePBUYHON OLIEHKW OMOPHO-ABUraTeNbHOM CUCTEMBI
y Oetew noa HazBaHMeM PGALS (oueHKa MOXOAKM, OCMOTP
BEPXHUX, HUKHUX KOHEYHOCTEW M MO3BOHOYHWKA B neauar-
puun). bnarogaps emy neauatpbl MOryT ObICTPO (B CpeaHeM
B Te4eHMEe 2 MUH) OLE€HUTb COCTOSIHWE CYCTaBOB U C BbICOKOM
YyBCTBUTESIbHOCTbIO BbISIBUTb Nt0Oble HapyweHus [15, 16].
pPGALS urpaeTr OorpomHyto posnb npu obecnefoBaHun aeten
C HapyweHusmMKn pocta. Ha ocHoBe pGALS 6bin co3aaH Kiu-
HUYECKMW anropuTm AMarHocTMKKM nerknx ¢opm MIC [15].
Mcnonb3oBaHue n060ro yqobHOro AMarHOCTUYECKOro WH-
CTpyMeHTa 06fer4yuMT AuarHoCTUKY, Y4TO npuBeaeT K 6onee
paHHeMy Havany ®3T u, B CBOIO oYepeab, YIyyWnT Ucxoabl
3abo0eBaHNa y NaLMEHTOB U CHU3UT PUCKKU Pa3BUTUSA HEOOD-
paTUMbIX NATONOrMYECKUX n3MeHeHUM [17]. APDEKTUBHOCTb
paHHero Havana ®3T 6bla NOATBEPXKAEHA UCCNea0BaHMS-
MW CUOCOB C OAMHAKOBbIMM NATOrE€HHbIMW BapuaHTaMu reHa
IDUA. MexayHapoJHOe MHOrOLLEHTPOBOE MUccnefoBaHue,
BKNoYyaBlee 20 6paTbeB M cectep ¢ cMHApPomMOoM lypnep —
LLene (7 nap 6paTbeB n cectep, 2 CEMbU U3 Tpex bpaTbeB
W cectep), NPOAEMOHCTPUPOBaANO 60/iee BbICOKYD ahdek-
TUBHOCTb paHHero Havana ®3T.

Y 6paTbeB M cecTep, KOTOpble POANSINCH MOCNE YCTaHOB-
Ku AMarHosa y ctapuwero cubca, 3T HaymHanach B cpegHem
3a 1,9 roga OO Hayana MyNbTUCUCTEMHbBIX KIMHUYECKMX
NPOSIB/IEHUM NO CPaABHEHWUIO CO CTaplMMK cMbcamu, KOTo-
pble Havyanu P3T no3xe (cpeaHun Bo3pacT Havana P3T
coctaBun 7,9 ropa). Ctrabunusauns unu yny4dleHme cocTo-
AHUA cepaua, 6onee BbICOKME NoKalaTenu ABUraTesbHoro,
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OpuruHanbHas cTaTbs

Puc. 3. Cxema AnarHoCTM4ecKoro anroputma
Fig. 3. Diagnostic algorithm

BOJIbLIOW KPUTEPUM: MOSIMAPTUKY/IAPHOE NOPAXKEHUE

Het

Manble KpuTepun

3aAepKa neuxoMoTopHoro Makpouedanus CO3 =< 11 MM/ (38 6annos.)
pas3BuTUS
JIOKTEBbIX CyCTaBOB (29 6aJ'|J'|OB)
[ynoyHble/naxoBble rPbixu LLlymHOe abixaHne Bospact manmudectauun < 1 roa
4 P ymMHOE A (24 Ganna)
MopaeHue rnas / yseut Poct < -2 SD (20 6annoB)
MopaxeHue cepaua 3agepKa pocta Myxckon non (15 6annoB)

EcTb 2 ManbIx Kputepus
nnu 6onee

NMCUXOMOTOPHOTO U GU3UYECKOr0 pa3BUTUSA, a TaKxe Gosee
Me[NleHHoe NPOorpeccupoBaHne U3MEHEeHW ONOpPHO-LABUra-
Te/IbHOW CUCTEMBI Yy MTaALWKMX CMOCOB ObININ CBA3aHbI € 6oJiee
paHHMM Havanom P3T [18].
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KOHLEENLUSA PUCK-KOMMYHUKALUIA
NO OBECNEYEHUIO NPUBEPXKEHHOCTU
BAKUMHOMNPODPUNTAKTUKE

ABTOpbI: Bpuko H. U., Penbabniom U. B., AnbleBa M. X. u ap., 2021

YKOBOJCTBO MOCBSLLEHO BOMPOCY MPUBEPKEHHOCTU HaceneHus npodpunak-
TUYECKUM NpUBMBKaM. [lpuBedeHHble pe3ynbraTbl OTeYeCTBEHHbIX COLMO-
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NIOTUYECKMX WCCNefoBaHWi NO3BONUAM OMPEAeNUTL Beayllue MPUYUHbl 0TKa30B
U «HEPELIUTENIHOCTH» B chepe NMPUHATUS PELiEHUs O BaKLMHALIMK, Yepes Nnpuamy
KOTOPbIX U3/I0MEHbI OCHOBHbIE METOAMYECKME MOAXOAbI K MPEOLONEHNIO He0BEPUS
MMMYHU3aLMK cpean HaceneHns. 0603Ha4YeHbl OTNPaBHbIE TOYKU U LiefeBble yeTa-
HOBKM, @ TaKXe Heo6X0oMMble MEepOMNPUATUS, HanpaBlieHHble Ha bopMUpoBaHue
NPUBEPKEHHOCTH 06LlecTBa BaKUMHONPoduiakTuke. Ocoboe BHUMaHWe yaene-
HO npuMemMam ycrnewHon KOMMYHUKaLMK C LeNblo BbICTpaMBaHWA auanora Bpaya
C NaLMEHTOM 0 NPOGUIAKTUYECKUX NPUBHUBKAX.

PyKOBOACTBO NpefHasHa4yeHo ANs Bpayen Bcex crneunanbHocTen, npeacraBuTenen
opraHoB 3aKOHOAATENbHOM U UCMONHUTENbHOW BAaCTK, NpenoaaBaTenei MeauLmnH-
CKUX 1 dapMaLLeBTUYECKUX 06pa30BaTeNbHbIX YYPEXAEHUI, HayYHbIX PAaGOTHUKOB
MEAMLMHCKUX OpraHn3aLmi, CTy1eHTOB-MeMKOB, OPAMHATOPOB W acrnpaHToB.
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