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Diagnostic signs of hypermobility spectrum disorders
in adults and children
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PaccTtpolictBa runepmobunsHoro crnektpa (HSD) BcTpeyaloTcs 4acTo B NONy sy U XapakTepuayoTcst HeCTabunbHO-
CTblO CYCTaBOB, NOSIBJIEHNEM XPOHMYECKOro 60NEBOro CUHAPOMA, PAHHEr0 OCTE0APTPUTA N APYIMX CUMMATOMOB, BIIUSIIOLLUX
Ha Ka4yeCcTBO Xn3Hn. OnpegeneHuve kputepmes TMNOB HSD BaxxHO ang auddepeHumnanbHOM AUarHoOCTUKM 1 BbIIBNEHUSA OPY-
IMX CUCTEMHbIX MPOSBAEHNI, BCTPEYAIOLMNXCS NMPU HACEACTBEHHbIX HAPYLLUEHUAX COEANHUTENBHOM TKaHW, HabnaeHns 1

neyeHnsa nauneHToB.
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Hypermobility spectrum disorders (HSD) are common in the population and are characterized by joint instability, chronic
pain, early osteoarthritis and other symptoms that affect quality of life. Determining the criteria for HSD types is important for
differential diagnosis and identification of other systemic manifestations occurring in hereditary connective tissue disorders,

monitoring and treatment of patients.
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EDS - cuHapoM Dnepca - [JaHno

G-HSD - reHepanunsoBaHHasi rMnepMobuIbHOCTb

hEDS - runepmobunbHbIi TMN cMHApOMa Jnepca — [aHno
H-HSD - uctopuueckas (aHaMHecTu4eckast) rmnepMobunbHOCTb

HSD - paccTpoicTBa runepmobunbHOro cnekTpa
L-HSD - nokanusoBaHHas rmnepmobunbHOCTb
P-HSD - nepudepuyeckas runepmobunbHOCTb

BOB — rmnepMoOGusibHOCTb, 4acTO BCTpe4YaeTcs

B pa3HbIX BO3PACTHbIX rpynnax joaein u xapak-
Tepu3dyeTcs HecTabuJIbHOCTbIO CYCTaBOB U XPOHM-
yeckum GoneBbiM cuHapomom. MMnepmMoGUNIbHOCTb
CYCTaBOB SIBJISETCH NMPU3HAKOM, HO He CaMOCTOS-
TeJNIbHbIM AUArHO30M, XapaKTe pu3yioLnum cnocooHo-
CTU cycTaBa (unu rpynnbl CycTaBoOB) NepemMeLLaTbCs
MacCUBHO U/WUJIN aKTUBHO 3a npepesibl HOPpMalibHbIX
rpaHuy Baonb dpusmonornyeckux ocem [1].

BnepBble CMHOPOM rMNepMoOUILHOCTN CYCTaBOB,
NPUBOAALLMIA K peuuamnBmpyoieMy 601eBoMy CUHAPOMY
1 NEPUOAMNYECKOMY BbINOTY B MOSOCTWN CYCTaBOB, OMMUCaH
B koHLe 1960-x ropoB [2]. MTMnepMobunbHOCTL CyCTaBOB
CUMUTaIM CaMOCTOSATENbHbIM, U30JIMPOBAHHBLIM CUHAPO-
MOM, He CBSI3aHHbIM C HACNEeACTBEHHbIMWU HAPYLLUEHVSAMN
COEOMHUTESNIbHOM TKaHW, BCTPeYalowmuMcs Yy 340P0BbIX
nogen. OgHako B ganbHenwem Oblin nokasaHbl CUCTEM-

Bpoxqq,eHHan n30bITOYHas MOABUXXHOCTb CyCTa-

Hble MPOSIBAEHUS TMNEPMOOUNBLHOCTM, COBNajamwme ¢
cuHgpomMom dnepca — JaHno v opyrMmn HacnencTBeH-
HbIMWU HapPYLIEHNSMN COEOUHUTENIbHOM TKaHW y AeTei n
noger Monoaoro Bo3pacTa, 4To 00ycnoBmio Heobxoam-
MOCTb AJINTENbHOrO HaboaeHns 3a nauyeHTamum [3].

B 2017 rony nepecmoTpeHa knaccudukauus, onpe-
[eneHnss n KpUTepun CUHAPOMa rMnepmMobuNibHOCTU
CYCTaBOB W NpeacTaBieHa HoBas knaccudbukaumns CuH-
opoma 9nepca — Hanno, roe tvn lll neperMmeHoBaH B
runepmobunsHbii Tn — hEDS [4]. CuHapom 3nepca —
JaHno onpepenvnu kak reteporeHHylo rpynny 3abone-
BaHUI COEOUHUTENIbHOM TKaHU C PasfinyHbIMU NposiBNe-
HUSIMW, XapaKTEPUIYIOLLMMUCSA TUNEPPaCTIXUMOCTbIO
KOXW, rMnepMoOuIbHOCTbIO CYCTaBOB, MOABbLIBMXaMMU,
BbIBMXaMM B CYyCTaBaXx, XPYNKOCTbIO KOXW 1 COCynO0B [4].
N3 onucaHHbix 13 TMNOB runepMoOuibHbIA TUM COCTaB-
naet 6onee 90 % OMarHOCTUPOBAHHbIX Clly4aeB CUHAPO-
Ma Anepca — [daxno.
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B HacTosilee BpeMsi TEPMUH «CUHAPOM (Lobpoka-
4YeCTBEHHOWN) rMNepmMobUILHOCTN CYCTaBOB» HE UCMOJb-
3yeTcsl, NPUMEHSIETCA TEPMUH «PaCCTPOMCTBA runep-
MobunbHoro cnekrtpa» (HSD) ¢ BblaeneHnemMm 4eTbipex
TUMNOB: reHepanmM3oBaHHasa rmnepmobunbHocTb — G-HSD,
nepudepunyeckast runepmobunbHocTb — P-HSD, nokanu-
30BaHHas rmnepmobunbHocTb — L-HSD, nctopuyeckas
(aHamHecTu4yeckas) runepmobunbHocte — H-HSD [5,
6]. Ona kaxaoro Turna paccTPOCTB rMnepMoOusbHO-
ro crnekTpa onpefenieHbl Kputepumn c/6e3 nopaxeHus
KOXW, OMMUCaHbl NaToONOrMyeckme CUMMMNTOMbl U NMPU3Ha-
K1, BCTpeyatoLmecs y nauneHTos. PaccTponcTtea runep-
MOOUNBHOIrO CrnekTpa COMPOBOXAATCH M3MEHEHUSAMU
KOXW 1N OCNOXHEHUSAMWN CO CTOPOHbI OMOPHO-ABUraTesb-
HOro annapara, nogoOHbIMU TUNEPMOOUNIBLHOMY TUMy
cuHgpoma dnepca — [aHno, HO He COOTBETCTBYIOLLMMM
OMarHoCTMYeCckUM KputepusiMm cuHgpoma. Hoeas 060-
CHOBaHHas KJIMHUYECKUMWN HabNaeHUAMU CUMCTEMATU-
3aumsl 36bITOYHOW MOLABMXHOCTM CYCTaBOB MO3BONISIET
andodepeHUMpoBaTb ee C HaCNeLCTBEHHbIMU HapyLue-
HUAMW COEANHUTENBbHOM TKaHW 1 ONPeAensaTb TUM Hapy-
WeHnn ong peanusaumn ganbHenLWwen TakTuKu Be4eHns
naumeHTa.

Anuaemuonorus

TpyoHOCTU OLLEHKM PacnpoOCTPaHEHHOCTU rMNepMo-
OUNBHOCTN CYCTABOB BbI3BaHbl pa3HbiMU dakTopamu.
Bo-nepBbiXx, nameHeHa knaccudukauma u MNoSABUIOCH
HoBOe onpepgeneHne HSD; BO-BTOPbIX, AWAarHOCTUKA
rmnepmMobunbLHOCTU CYCTaBOB B Pa3HbIX UCCe0BaHU-
AX NpoBoAMNachb ¢ oueHko nubo no wkane Beighton,
nmbo no BoMnpocHuKy (5PQ); B-TPETbUX, KOHTUHIEHTbI
nccnenoBaHs OTIMYANUCbL HEOOHOPOAHOCTbIO. Cne-
AyeT OTMETUTb, YTO PAHAOMUINPOBAHHbBIX KIIMHUYECKUX
MHOIMOLLEHTPOBbIX WCCNEAOBaHUIA rMNepmMoOunnbHOCTH
CYCTaBOB He NMPOBOAMIIOCE. B eAMHNYHBIX MCCNnenoBaHu-
SIX €€ PpacnpPOCTPAHEHHOCTN B PA3HbIX BO3PACTHbIX FPyn-
nax HaceneHus CTpaH Mupa NpeacTaBfieHbl HEOAHOPO/ -
Hble OAHHbIE.

Jo6pokavyeCcTBEHHYIO MNEPMOOUNIBHOCTL CYCTaBOB
onpepensanu y 3-4 % HaceneHus (KeHWwwuHbl — 3,3 %,
MYX4nHbl — 0,6 %); y AeTen, NoapPOCTKOB, XEHLIMH, KO-
PEHHbIX XUTEJIEN a3naTCKMUX permoHoB, adpoamepunkaH-
LeB rmnepmMobunbHOCTb cycTaBoB BoisiBnsanm B 10-20 %
cnyyaeB [5, 7, 8]. BMmecTe ¢ TeM 13-3a HEKOHKPETHOro
NPeacTaBfieHns O KPUTEPUSX Y MHOMMX NaLMEHTOB M-
nepMobuNbLHOCTb He Oblna AMarHoCcTMpoBaHa.

Ha cerogHaLWwWHMM AeHb ONnCbIBalOT COBOKYMHYIO pac-
npocTtpaHeHHocTb HSD n hEDS kak 1 cny4yan Ha 600 un
1 cnyyain Ha 900 yenoBek cooTBeTcTBEHHO [9]. B Me-
TaaHanmae 20 nccneposanuii ¢ yyactmem 15 097 manb-
4ynkoB 1 6048 pesouek (Bo3pacT 3—-19 neTt) reHepannao-
BaHHasa rmnepmMobunbLHOCTbL CycTaBoB cocTaBuna 32,5 %
onsa nesoyvek n 18,1 % — gna manbuukos [10]. Mpwu uc-
cnefoBaHMM MONOAbIX nogen B Bodpacte 18-24 net
oTMeveHa bonee HM3Kas pPacnpoCTPaHEHHOCTb reHepa-
JNIN30BAHHOW rmnepmMobunbHOCTM cycTtaBoB — 11-12,5 %
[11,12].

Takum obpasom, y geten n nogen Monoaoro Bos-
pacTa runepMoOunibHOCTL CYyCTaBOB BCTPEYAETCSH valle
NO CPaBHEHUIO C NIIOAbMW CPeAHEro BO3pacTa, Y XeH-
LUMH — Yalle No CPaBHEHUIO C MyX4nHamu. PacnpocTtpa-
HEHHOCTb CMHAPOMA B HEKOTOPbIX STHUYECKUX rpynnax
TakXe BblCOKA.

PaccTpoiicTBa runepmMoo6usibHOro cnekTpa
Y B3POCIbIX

Hanbonee 4acto ucnosib3yemble MeToabl ANS Bbl-
SABNIEHNS TMNEePMOBUIBHOCTM CYCTaBOB — BOMPOCHUKU U
dn3nyeckoe nccnenoBaHme ¢ onpegeneHem 6annos no
wkane Beighton. B lumpoko ncnonb3yemMom BONPOCHMKE
M3 5 BOMPOCOB A1 AMArHOCTUKW reHepasnn3oBaHHOM
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rmnepmMobunbLHOCTU CYCTaBOB [OCTATO4YHO 2 M Gonee
YTBEPOUTENbHBLIX OTBETOB HA BOMPOCHI, YTO COOTBET-
CTBYET 4YyBCTBUTENBHOCTU 84 % 1 cneundunyHoctn 80 %
(tabn. 1) [13].

Tabnmuya 1
BONPOCHUK aNnsg AMarHoCTUKU runepmMoounsibHOCTHU
cycTtaBoB (5PQ)

1 | MoxeTe nun Bbl cenyac (unm mornu korga-nubo) npu
HaK/oHe Bnepej Ty/oBuWa, He crnbas KoseHu, Koc-
HYTbCSl NaZ0HAMKU nona?

2 | MoxeTe nun Bbl cenvac (unm mornu korga-nmbo), cru-
6aa K1CTb B Ny4ve3anssCTHOM CycTase, npuxaTtb 60/b-
LIOW nanew pyku K npeanseybto?

3| B metctBe Bbl M3rnbanuch, npuaasas CBOEMY Teny
pasHble hopMbl, AN CAAUANCHL Ha LinaraT?

4 | B oeTckoM mnu noapoCTKOBOM Bo3pacTe y Bac 6bin
BbIBMX KOJIEHHOrO CycTaBa wau njeda 6onee oaHoro
pasa?

5 | Bbl cunMTaeTe, 4YTO y Bac CycTaBbl M36bITOYHO NOABMXK-
Hble (KaK Ha wWapHupax)?

®dunsmyeckoe mnccnenoBaHne NPOBOAMTCS C BbIMNOJ-
HEHMEM MPOCTbIX AENCTBUM, OUEHMBAEMbIX MO LKase
Beighton, ¢ makcumanbHbiM KonuyectBom 6GannoB 9
(tabn. 2) [14].

Tabnvuya 2
OueHKa runepmo6uIbHOCTU CYCTaBOB
no wkane Beighton

OenctBus Bannebl
KacaHve nagoHAMM nona, HarHysLWUCb 1
TyNOBULLEM Brnepes, He crubas KoneHu
Mpa- Ne-
BbI BblIl
MaccuBHoe crnbaHue nAcTHo-danaHro- 1 1
BOro cyctaBa 5-ro nanbua KUCTU B CTO-
pOHY Tbina nagoHu ao 90° n 6onee
MaccmBHOe crmbaHme 1-ro nanbua KUCTm 1 1
K BHYTPEHHEW CTOpOHe npeanneybs rnpum
crnbaHunn B nyyesansiCTHOM cycTaBe
MNepepasrnbaHne B NOKTEBOM CycCTaBe 1 1
6onee 10°
MNepepasrnbaHne B KOJIEHHOM CycCTaBe 1 1
6onee 10°

Ona oueHkn rmnepmMobunbHOCTM CYCTaBOB MOACHU-
ThIBAETCH KONMMYECTBO 6annioB, COOTBETCTBYIOLLEE Bbl-
NOJIHEHHbIM AENCcTBUAM, Oonbliee KonmyecTtso 6annoB
COOTBETCTBYET KOJIMYECTBY BOBIEYEHHbIX CyCTABOB, a HE
CTeneHn rmnepMoBunbLHOCTU.

PacnosHaBaHue TUMOB PacCTPOMCTB rMNepmMobusb-
HOro cnekTpa NPOBOAUTCS MO KONNYECTBY BOBIEYEHHbIX
cycTaBsoB [15]:

— reHepanMa3oBaHHas rmunepmobunbHocTs — G-HSD -
rMnepmMobubHOCTbL BCTPEYaeTCsl BO MHOMMX CcycTaBax, B
naTy 1 6onee 1 B OCEBOM CKENETE;

— nepudepunyeckasa rmnepmMmobumnbHocTb — P-HSD —
rMnepMoOuIbHOCTL OrpaHnYeHa cycTaBamMu BEPXHUX
VAN HUXXHUX KOHEYHOCTEN, BOBIEYEHbI BCE YETbIPE KO-
HEYHOCTU, OTCYTCTBYIOT USMEHEHNS OCEBOr0 CKENeTa;

— JlokanuaoBaHHas runepmobunbHocTb — L-HSD -
rMnepMoOuIbHOCTbL ONPeaensioT B OAHOM CycTaBe nnm
B HECKOJIbKMX (0ObIMHO MeHee NATU) Tok Xe obnacTu;
NPM3HaK OAHOCTOPOHHUIM NN OBYCTOPOHHUIA, HEPEOKO B
OZLHOM KPYMHOM Wi MEJSIKOM CYCTaBE;
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— ucTopuyeckass runepmobunbHocte — H-HSD -
aHaMHeCTUYecKne OaHHble yKasblBaloT Ha reHepanmns3o-
BaHHYIO rMnepMobuIbHOCTb, HO B HACTOSILLLEE BPEMS HE
onpenensieTcs reHepann3oBaHHas rmnepMoOuIbHOCTb.

MomMmMMO BONpOCHMKA U nccnenoBaHus obbema aBu-
XEHWUI B CyCcTaBax C OLEeHKOoM o wkane Beighton B gna-
FHOCTUKE Y4YMTbIBAIOT CUMMTOMbI MOPaXEeHUs OMOpHO-
OBUraTenbHOro annapara U BO3HMKaoLWME OCTOXHEHUS,
KOTOPblE OTHOCHAT K BTOPUYHbBIM NMPOSIBEHUSIM TMNEPMO-
6unbHocTM cycTaBos [1]:

1. TpaBMaTnyeckoe noBpexaeHne — MakpoTpasma —
Aucnokauusa cycTtaBa, MOAOBLIBUXW WM MNOBPEXAEHWEe
MbILLL,, CBSI30K, CYXOXWJINIA, CUHOBMANbHbLIX 0OO0NOYEK,
Xpsila B pe3ysbTate OBUXEHUI CYCTaBOB BAOJb HEDU-
31OJIOFMYECKMX OCEN; MUKPOTPABMa — MaslioCUMMNTOMHO
npoTekaloLwasa npegpacnonaraeT K peunansmpyoemy
WM XpOoHMYeckomy 60n1eBoMy cuHApomy nnbo aereHe-
pPaTMBHbLIM N3MEHEHMUSIM CYCTaBa.

2. XpoHuyeckunin 601eBO CUHOPOM — PeUUaANBUPYIO-
as/XpoHnyeckasa 60/ib B MOPaXeHHOM CyCcTaBe, rune-
panres3us, pa3BuUTe HEBPOMATUM MESIKUX BOJTIOKOH.

3. HapylweHusa nponpuouenumm — CHUXEHNE NPonpu-
ouenuUn B OTAENbHbBIX CyCcTaBax M MblleyHas cnabocTb,
BAMSIIOLLME APYT HA ApYyra U CO3AAI0LLME «MOPOYHbIN KPYT».

4. lpyrne npmu3aHakm nopaxeHns OnopHO-ABuraTeb-
HOro annapara — HapyLeHUs ero CTPYKTYpbl U QYHKLMN
B pe3ysibTate «cnaboCcTu» OKONOCYCTaBHbIX TKAHEN B Nne-
punop, pocTa n pa3BmuTus: pes planus, BanbrycHas nedop-
MaLms NIOKTEBbLIX CYCTaBOB, Hor, hallux valgus, ckonmos
HEBPOXAEHHbLIV NIErkom U CpefHen CTeneHw, rpyaHon
KNPO3 U NOSICHUYHBIN 10pA03, AedOopMaLMOHHasa nnarn-
ouedanus; Npu HEKOTOPbIX FEHETUYECKUX CUHOPOMAXxX —
CHMXEHME KOCTHOW MacCChbl, CKJIOHHOCTb K MepeniomMam,
nedopmaumm TpybyaTbix KOCTEN.

Ona pasnnyHbix TNoB HSD xapakTepHbIMUY ABASIOT-
CS1 BTOPUYHbIE NPOSIBAIEHUS CO CTOPOHbI OMOPHO-ABUra-
TenbHOro annapara, 06yCroBJIeHHblIE TMNEePMOBUTbHO-
CTblO cycTaBoB [6]:

— G-HSD - 6annbl no Beighton >4/9, oanH n 6onee
CYMMTOMOB M OCNOXHEHWI CO CTOPOHbI OMOPHO-ABUra-
TeNbHOro annapara;

— P-HSD - 6annbl no Beighton <4/9, oanH n 6onee
CYMMTOMOB M OCNOXHEHWI CO CTOPOHbI OMOPHO-ABUra-
TeNbHOro annapara;

— L-HSD - 6annbl no Beighton <4/9, oguH nnu He-
CKOJIbKO PErMOHAJIbHbIX CUMNTOMOB U OC/IOXHEHWI, CBSA-
3aHHbIX C r’MNepMoOuIIbHbIM CYCTaBOM,;

— H-HSD - 6annbl no Beighton <4/9, oanH nnn He-
CKOJIbKO CMMMATOMOB N OCJIOXXHEHWIA CO CTOPOHbI OMOp-
HO-ABUraTenbHOro annapara.

Haunbonee pacnpocTpaHeHHOW xanoboli y nauyeHToB
C paccTpoONCTBOM rmnepmMobunbHOro cnekTpa siBnseTcs
6onb B 06N1acT CyCcTaBOB, MPUYMHbBI U MEXAHWU3Mbl KOTO-
poli HepocTaTo4HO M3y4deHbl. K dakTopam, obycnosnu-
BaOLLMM MOSIBNIEHNE XPOHUYECKOrOo 6GONEeBOro CUHOPO-
Ma, OTHOCHT HOUMLIENTUBHYIO O0Nb M3-32 CTPYKTYPHbIX
HapPYLUIEHN B M3MEHEHHbIX CyCTaBax 1 OKOJIOCYCTABHbIX
TKaHaX, HEBpOMaTMyeckylo OO0Sb, HapyLleHUs nponpu-
ouenuMn M MblleYyHylo cnabocTtb. HeBponoruyeckue
HapyLeHns ¢ CUMMNTOMaMn rmnepanresnn NosABISIOTCS
KaK aganTauMoHHasa peakuusa onsg npenynpexaeHns He-
cTabunbHOCTM cycTaBoB. lNpun obcnenoBaHuM napenka
BbISIBNAIOT HEBOCNANUTENbHbIA BbINOT B MOMOCTU Cy-
cTaBa, 60Ne3HeHHOCTb, Aedopmaumio. BoamoxHo pas-
BUTME CKOMMO3a, MIOCKOCTOMNUS, BbIBUX WX MOABbLIBUX
Ha[KOJNIEHHMKA, BaJlbl'yCHasa nnn BapycHas nedopmaumm
KOJNIEHHbIX CyCTaBoB [5]. BoBneyeHne gpyrmux cuctem op-
raHn3ma y naumeHToB ¢ HSD o6ycnoBnmBaeT nosiBnieHne
MHOXECTBEHHbIX Xanob CO CTOPOHbI MULLLEBAPUTENBHON,
pPenpoayKTUBHOW, LEHTPaIbHOM HEPBHOW CUCTEMBI, MO-

ABJIEHNE CUHAPOMA XPOHUYECKOM YCTanoCTu, MOXO0n
nepeHocuMocTn GU3NYecKMUx Harpysok, 3aboneBaHui
BNCOYHO-HMXHEYENIOCTHOrO CycTaBa.
PaccTpoiicTBa runepmMo6unbHOro cnekTpa
y aeten

Kputepun hEDS n HSD pa3paboTaHbl HA OCHOBaHWM
1nccnefoBaHnin B3pOCbIX l0Aen, Y AeTen OHN MOryT no-
ABNATLCHA HE OAHOBPEMEHHO, a NOCNeoBaTeNbHO B Ne-
prvoae B3pOCNEHUS U ONPeaensioTcsa B NOAPOCTKOBOM
BO3pacTe UM y B3pOocCbIX. HECMOTPS Ha TO 4TO NpuU3Ha-
KV rMnepMoOunbHOCTN CYCTaBOB Yy AETEN BCTPeYaloTCs
yailie No CpPaBHEHUIO CO B3POC/bIMU, MO3OHEE NosiBNE-
HME CUCTEMHbIX MPU3HAKOB, XapakKTepHbIX 4SS Hacnen-
CTBEHHbIX HAPYLLEHUI COEANHUTENbHON TKaHW, Bbl3blBa-
€T TPYOHOCTM AnarHocTmku [16].

YynTbiBasg 0CO6EHHOCTM AETCKOro Bo3pacTa, negua-
Tpuyeckaa paboyas rpynna MexayHapoaoHOro KOHCOp-
umyma no cuHgpomy 9nepca — Oanno (EDS) n HSD B
2020-2022 rr. pazpaboTtana rmbkyo AMarHOCTUHECKYIO
MOZEeNb, B KOTOPOM NO Mepe M3MEHEHUS CUMMATOMOB U
NOABUXHOCTM CYyCTaBOB Yy pebeHka MeHSIeTCs MoaTmn
paccTpOMNCTB rmnepMobunbHOro cnekTpa. B npeanoxeH-
HOV MoAenun NpencTaBfieHbl YeTbIPpe OCHOBHbIX BapmaHTa
HSD c nopaxeHnem 1 6e3 NopaxeHUsi KOXN C yka3aHNeM
OCJIOXKHEHMIN CO CTOPOHbLI ONOPHO-ABUIraTeNbHOro anna-
parta n conyTcTBylOLMX 3aboneBaHuii [10, 17].

CornacoBaHHbIi MUHUMAaNbHbLIN BO3pacT, MpU KO-
TOPOM cllefyeT OueHMBaTb reHepann3oBaHHy runep-
MOOUNBHOCTbL CYCTaBOB, COCTaBNsAeT 5 NeT, NOCKONbKy
[0 9TOro BO3pacta OTMEeYaeTCs HemocTatovyHoe Aangd
KJIMHNYECKON OLEHKN (POPMUPOBAHME KOCTHOW TKaHMU.
eHepann3oBaHHYO r’MNepMobuibHOCTbL CYCTaBOB C MO-
pPaxeHNeM KOXU, ONOPHO-ABUIraTeIbHOro annapara nm
C KoMOp6UaHbIMYK 3aboneBaHuaMN y aeTen oT 5 neTt oo
OGuonorvyeckn 3pesioro Bo3pacTta AMarHOCTUPYKT Mpu
cuyeTe no Beighton He MeHee 6 6annoB 1 Npu HanMyUn
cneaywmx NSMeHeHun:

— aHOMaJInUM KOXN U TKaHEN Npu MUHUMANIbHOM KO-
nnyecTBe 3 NPU3HAKOB: MsArkas unn 6apxaTucras Koxa;
M30bITOYHAS PACTAXKMMOCTb KOXW; CTPUU Ha CNnHe, be-
Opax, rpyaou, B naxoBoi obnacty 6e3 3Ha4YUTEeNbHOro
YBENNYEHNSA NN CHUXEHUS BECA B aHaMHe3e; atpodu-
yeckme pyobLbl, BKOYaoLmMe no KkparHen mepe 1 yyac-
TOK, 6€3 06pasoBaHNsA NaNMPOCHbLIX PyoLOB v 6e3 30H
reMocmaeposa; OBYCTOPOHHWE Mbe30reHHble nany’bl
Ha NATKax; PeunanBupyoLWasa rpbixa Uam rpebxa 6onee
4yeM OJHOWM Nnokanusaumn (3a UCKIIKYEHUEM MYNOYHOMN
rpbXKn);

— TMOpaxeHUn OMNOopPHO-ABUraTENbHOrO annapara,
npv MUHMMaNIbHOM KONM4YecTBe 2 Mnpu3HakoB: 06O0Jb,
06ycnoBneHHas ann304N4eCKON akTUBHOCTbIO, HE COOT-
BETCTBYIOLLAA KPUTEPUAM HYaCTOThl U NPOLAOIIKUTENBHO-
CTW XPOHUYECKOM 60nK; peunanBmpyoLmne BbIBUXM UIN
NnoOABbIBUXM CYCTaBOB MNpU OTCYTCTBMW TpPaBMbl WU/Mnn
noAaBbiBUX B 6osiee 4emM OOHOM CyCTaBe Mpu OCMOTpe
(3a ncki4eHeM TpaBMbl FOJI0OBKM paananbHOM KOCTH,
KOTOpOM <2 NeT); TPaBMbl MArKMUX TKAHEN: O4HA Cepbes-
Hasl, HYXAAILWasaCcsa B XUPYPruyeckom nevyeHuu, n/mnm
MHOXECTBEHHbIE HE3HAYUTENbHbIE MOBPEXAEHUST CyXO-
KUAUA N/Nnn pa3pbliBbl CBA30K;

— KOMOpPOUAHbLIX 3aboneBaHusx, NP HaIU4yMKn Ka-
Koro-nnb6o 3abonieBaHus, BbI3bIBAOLWLEro HEeTPyOoCrno-
COOHOCTb: XpOHMYeckas nepBuyHas 60b; XpOHMYecKas
yCTanocTb; GYHKUNOHANbHbIE HAPYLUEHUS XEeNnyn04YHO-
KMLLIEYHOro TpakTa; GYHKUNOHANbHBIE HAPYLLIEHNSA MOYe-
BOr0O MNy3blpsi; NEPBUYHOE HapyLlleHne GyHKUUK BereTa-
TUBHOW HEPBHOM CUCTEMBI; TPEBOTA.

AnarHoctnyeckme npmsHaku reHepanm3oBaHHON rv-
nepMobuILHOCTM CYCTaBOB B AETCKOM Bo3pacTte 0600-
weHbl B Tabnmue 3 [17].
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Tabnvua 3

Hanunuwme (+) KOXHbIX NPOSABNEHNA, OCJIOXKHEHUI CO CTOPOHBbI ONMOPHO-ABUraTesIbHOro annapara
n KOMOpPOUAHLIX 3a6oneBaHUii Npu reHepann3oBaHHOM runepmoounsHocTu (G-HSD)
U paccTponcTBax rmnepmMoonbLHOro crnekTpa B A,eTCKOM Bo3pacTe (0T 5 neTt) Ao 6Monoruyeckoi apenoctun

AHoManuu | OcnoxHeHus co cto- | Komopbua-
G-HSD KOXMU 1 pPOHbI OMOpHO-ABUra- | Hble 3abone-
TKaHemn TenbHOro annapara BaHUA
BeccumnToMHas
[eTckas reHepanm3oBaHHas rmnepmMobunbHOCTb CyCTaBoOB + - - -
[eTckas reHepanuM3oBaHHas rmnepMobunbHOCTb CyCTaBoB n i _ _
C NMOpPaXeHneM KOXmn
CuMnTOoMHas
[eTckas reHepanM3oBaHHas rMNepMobubHOCTbL CyCTaBOB n _ _ i
Cc KoMopbunaHbiMK 3aboneBaHnsIMn
[eTckas reHepann3oBaHHas rMNepMobuIbHOCTb CyCTaBOB + 4 _ 4
Cc KoMopbnaHbiMM 3a60NeBaHMSMN N MOPAXEHNEM KOXU
PaccTporictBo cnekTpa runepMobunbHOCTU y AeTeN, " _ + _
OMOpHO-ABUraTesbHbIA NOATUN
PaccTporictBo cnekTpa runepMobunbHOCTU y AeTeN, + 4 + _
OMOpPHO-ABUraTesIbHbIA NOATUM C MOPaXeHMeM KOXU
PacctporicTBo cnekTpa runepMobunbHOCTM y AeTen, cu- + _ + +
CTEMHbIN moATMN
PaccTporictBo cnekTpa runepMobunbHOCTM y AeTen, cu- + + " +
CTEMHbIN NOATMMN C MOPAXeHNEM KOXU
Brnonormnyeckasa 3penoctb onpeaenseTcs Kak ckener- — cepae4yHo-cocyomcTtas cucteMa — aopTtalibHas

Has 3penoCTb CO CKOPOCTbIO pocTa MeHee 1,0 cM B rof, ¢
NCMOJIb30BaHMEM OBYX U3MEPEHUIN C UHTEPBASIOM HE Me-
Hee 3 MeCSLEB UM pPe3y/ibTaTOB PEHTIEHONIOIMYECKOrO
nccnenoBaHvs, CBUAETENbCTBYIOLMX O 3PESIOM KOCTHOM
Bo3pacTe [10]. MogpocTkn, gocTurwine 6UoNornyeckomn
3penoctn oo 18 net, n monoaele noav B Bo3pacTte 18 net
M CTapLUe OLEHMBAIOTCS MO CYLLECTBYIOLLMM KPUTEPUAM
rMnepMoOuIbHOCT CYCTaBOB AJ151 B3POC/IbIX.

MepuwaTtpuueckaa paboyas rpynna oTMeTuna npy-
rme conyTtcTBylolme 3abonesaHua y geteirr ¢ HSD un
hEDS, nmetowme HM3kyto (MeHee 10 %) yacToTy BCcTpe-
4aemMoOCTM W HeAOoCTaTO4YHYI0 [JokasaTefbHyto 6a3dy:
BOCMaJINTENIbHBIV apTpUT/apTpanrum, gucnpakcmsa (3a-
JepXKa pasBuTus, HapylleHve KoopAuHauuu), CWUH-
OPOM TMMEPAKTUBHOCTU U AedULMTA BHUMAHUS, pac-
CTPOMCTBA ayTUCTUHECKOrO CMEeKTpa, MeHopparus wu
AuCcMeHopes, NOAPOCTKOBbIM MOAWOMNATUYECKUA CKO-
nnog [17].

Kputepuu runepmo6unsHoro tuna
cuHppoma Anepca — aHno

[MockonbKy reHepanM3oBaHHYK TMNEPMOBUIBHOCTb
CycTaBoB Heobxooumo AnddepeHumpoBaTb C runep-
MOOWUbHLIM TUNOM cUHApoMa Anepca — AaHno (hEDS),
€ONHCTBEHHOro 13 13 ONMCaHHbIX, HE UMEIOLLEro reHe-
TUYECKOro NMOATBEPXAEHUS, OPUEHTUPYIOTCS HA KpUTe-
pun, npeanoxeHHole B 2017 roay (tabn. 4) [4, 18].

3HaunTenbHass USMEHYMBOCTb MPU3HAKOB 1 BO3PACT-
Hoe M3MeHeHne deHoTuna nobyxaalT K ANUTENbHO-
My MPOCMEKTUBHOMY HabnioAeHWIO 3a NauMeHTamm gas
ondodepeHumanbHOM ANArHOCTUKUM C PEBMATUYECKUMM
3a60n1eBaHNSIMN U CBOEBPEMEHHOIO 0BHapPYXeHUsI BO3-
MOXHOW 3BOJIOLMM  PACCTPOUCTB rMNepMoBOUIbLHOro
cnekTpa B rmnepmMoOuibHbIA TN CMHAPOMA dnepca —
Janno.

MoMnMO pekoMeHO0BaHHbIX TPEX KPUTEPUER B Ana-
FHOCTUKE MUCMONb3YIOT KIIMHUYECKNE NPU3HAKU CUCTEM-
HOrO MOpPaxXeHWs, XxapakTepHble O/ rMNepMobuIbHO-
ro Tuna cuHgpoma dnepca — JaHno, kak u gns opyrmx
HaCNeACTBEHHbIX HapyleHWN COeOUMHUTENbHOW TKa-
H1 [19]:
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peryprutaumsi, paclvpeHue KOPHS aopTbl, nponanc
MUTPaNbHOro KnanaHa, MuTpaNibHas peryprutaums,
TpUKycnuganbHasa peryprutauus, cuHapom PenHo, Ba-
PUKO3HOE pacCLUMPEHNE BEH HUXHUX KOHEYHOCTEN 1 Ma-
J10ro Tasa;

— BereTaTuBHasi HepBHasi cuctema — cepauebureHme,
rONIOBOKPY>XEHME, NMANOTUMUS, CUHKOME;

— NuweBapuTeNnbHas cuctema — ractpoasodareasb-
HbI pednioke, Aucnencus, raCTpuT, ractponapes, CUH-
OPOM pasgapaxeHHOro KuweyHuka, 3anopbl, nposanc
NPAMOM KNLLKW;

— KPOBETBOPEHUE — Nierkoe 06pa3oBaHne KPOBOMOA -
TEKOB, CKJIOHHOCTb K KDOBOTEYEHUSAM, ANNTENbHbIE KPO-
BOTEYEHUS, NNerkas PaHMMOCTb CAM3UCTOM POTOBOW MO-
N10CTN, MEHO-METPOPpPArus;

— OpraHbl 3peHns — Mrmonus, cTpabuswm;
penpoaykTMBHAs cuctemMa — AUCMEHOpes, Me-
HOopparug, AucnapeyHus, npofanc MaTku, Ta30Bble
6onu;

— MOYEBLIAENNTENbHAA CUCTEMA — MHDEKLIMN MOYe-
BbIBOASALLMX MyTEN, HeaepXaHne Mouu, BbinageHne Mo-
4eBOro ny3bIps;

— 6epeMeHHOCTb — HEBbIHALLMBAHNE BEPEMEHHOCTHU,
npexaeBpPeMeHHbI pa3pblB MI0AHbLIX 060504eK, Ta3o-
Bble 601, NOCNepoaoBble OCIOXHEHUS, pa3pbiBbl NPO-
MEXHOCTU;

— HepBHas cucTemMa — rosloBHble 60SM, HapyLleHUs
MECTHOW YyBCTBUTENIbHOCTU, NMOCTypasibHas HecTtabusb-
HOCTb, MOBbLILIEHWE YACTOTbl NAAEHWNN, CHUXEHNE Bone-
BOro nopora, aHomanus Kuapwm 1;

— NCcUXMYeckre paccTporcTea — KuHeanodobus, Tpe-
BOXHOCTb, Aernpeccus.

OcHoBbIBasiCb Ha pa3paboTaHHbIX MeTOAMKaX OLLEH-
KU rMnepmMoOuibHOCTM CYCTaBOB, U3MEHEHMUSX KOXU U
OMOPHO-ABUraTeNbHOro annaparta, CUCTEMHbIX Hapy-
weHusax, npegnonaratoT Hanmdme HSD mnm hEDS. Mo-
0O6HbIE CyCTaBHble MPOSIBNIEHUS, OCNOXHEHWSs, BO3HU-
KaloLMe CO CTOPOHbI OMOPHO-ABUraTENbHOro annapara,
TpeObyloT ONUTeNbHOro HabnaeHns, HeMeoMKaMmeHTOo3-
HOM N MeANKAMEHTO3HOM KOPPEKLMN.



MEAULUHCKUA BECTHUK CEBEPHOTO KABKA3A MEDICAL NEWS OF NORTH CAUCASUS
2024.7.19.Ne 1 2024. Vol. 19.Iss. 1

Tabnvua 4
AnarHocTnyeckue KpuTepum runepmMoounibHOro Tuna cuHgpoma dnepca — Aauvno

KpuTtepmii 1 — reHepanuM3oBaHHas rMNepMo6UIbHOCTb CyCTaBOB

Mo wkane Beighton n3 9 6annos

e >6 ANs AeTen U NOAPOCTKOB A0 BMONOrMYecKor 3penocTu

e >5 /19 B3pOC/bIX MY>XUUH W XXEHLWWH B Bo3pacTe Ao 50 net

o >4 AN MYXUYUH U XEHLWMUH cTapwe 50 net

B cnyyae oueHku o wkane Beighton Ha 1 6a/i1 HUXe BO3pacTHOM HOPMbI, YyTBEPANUTEIbHbIN OTBET Ha 2 U3 CEAYIOLMNX
BOIMpPoCcoB 6yAeT COOTBETCTBOBATL KPUTEPUIO 1.

e MoxeTe nun Bbl cenyac (unn Mornu koraa-nmbo) Npm HakIoHe TynoBuULa Bnepes, He crnbas KoseHn, KOCHYTbCA
nagoHsMu nona?

e MoxeTe 51 Bbl cenvac (uam mornm korga-nmbo), crmbasi KUCTb B ly4ye3ansiCTHOM CycTaBe, npuxaTb 60MbLlLIoN naney
PYKM K Npeanneybto?

e B geTtcTBe Bbl M3rnbanvch, npuaaBas CBOeMy Tesny pasHble GOpMbl, AN CAAWUIUCL Ha WwnaraT?

e B [IeTCKOM WM NOAPOCTKOBOM BO3pacTe y Bac 6bll BbIBUX KOJIEHHOrO CycTaBa WUau nnedva 6osee ogHoro pasa?

e Bbl cuMTaeTe, UTO y BacC CycTaBbl U36bITOYHO MOABUXKHbIE?

Kputepuii 2 — fo/MKHbI NPUCYTCTBOBaTb 2 Uiau 6onee us cnegyrowmux (A, B unu C) yrBep>kaeHUin

A - ob6sa3aTenbHO 5 1 6onee npusHakos n3 12

e HeobblualiHO Markas nnu bapxaTucras Koxa

e Jlerkas rmnepanacTtuYHOCTb KOXU

e HeobbsicCHMMbIE CTpun Ha CnuHe, 6ep,pax, B MaxoBOW 06ﬂaCTVI, rpyav nnn Ha nepep,HeVl CTEHKE XWNBOTa
Y NOAPOCTKOB, MYX4YUNH NN HEPOXaBLUNX XEHLWHNH 6e3 3HaunTesNbHbIX KonebaHnii Beca

e [IBYCTOPOHHME Mbe30reHHble nanysbl Ha NaTKax

e PeunavBupytoLMe UM MHOXECTBEHHble abAOMUHaNbHbIe (MynoYHasi, NaxoBas) rpbiku

o ATpoduyeckne pybubl MO MeHbLUen Mepe Ha ABYX y4yacTkax, 6e3 obpa3oBaHMa NannpocHbIX pybLoB n/mnm
Yy4acTKOB reMocunaeposa, Kak npu KnaccM4eckom Tune cMHApomMa dnepca — [aHno

e [NponabupoBaHMe Ta3oBOro AHa, NPSIMOM KULIKK UM MaTKK Y AeTeN, My>XUYUH WU XEHLMH 6e3 OXMpeHus
W Apyrux npeapacnonaralllimx COCTOSHUI

e CKy4yeHHOCTb 3y60B M BbICOKOE Unu y3Koe Hebo

e ApaxHOoAaKTUMS, BbiiBIEHHAs Npu NONOXUTeNbHOM TecTe Steinberg n TecTe 3anacTbs ¢ 06emx CTOPOH

e OTHOWeEHMe pa3maxa pyk K pocty =1,05

o I'Iponanc MUTPanbHOro KnanaHa yMepeHHbIVI WN 3HAYUTENbHbIN NO 3x0|<ap,cmorpaqw|ueCKV|M Nnpn3HakaMm

e [lnnaTtaums KopHs aopTbl Z =2

B - ceMelHbIn aHaMHe3

e Y oaHOro nnun 6onee 4neHOB CeMbM NEPBOW CTeNeHW PoACTBa 3aboneBaHMe COOTBETCTBYET ANArHOCTUYECKNM
kputepuam hEDS 2017 r.

C - Hannume 1 xapakTtep 6011, BTOPUYHbIE MbILLIEYHO-CKENTIETHbIE OC/TOXHEHUS «CnabocTn» CycTaBoB

e ExxeHEBHas MblleYHO-CcKeneTHas 60/1b B KOHEYHOCTAX B TedeHue 3 1 6onee mMecsaues

e XpoHWyeckas reHepanm3oBaHHas 6onb B TeyeHne 3 n 6onee mMecsues

e PeunamBupytowmin BbIBUX B CyCTaBe, BblpaXKeHHas HecTabunbHOCTb B CycTaBe, He 0bycnoBeHHas TpaBMo

KpuTtepuit 3 — Bce npeabiayLime ycnoBus A0/HKHbI 6biTb co6nt0aeHbl

o OTCyTCTBME HEOOBLIYHOM XPYMNKOCTM KOXW, KOTOpasi MHULMMPYET pacCMOTPEHNE APYTUX TUMOB CUMHAPOMa
Snepca - JaHno

e VcknoueHune apyrnx NnpnobpeTeHHbIX 1 BPOXAEHHbIX 3a601€BaHNN COEANHUTENBHOM TKaHW, BKIOYas ayTOMMMYHHble
peBMaTunyeckne 6one3Hu. Y naumeHToB C CUCTEMHbIMU 3a60N1eBaHNAMN COEANHUTENBHOM TKaHW (CUCTEMHas KpacHas
BO/YaHKa, peBMaTOWMAHbIA apTpuT M Ap.) AOMOSHUTENbHas AuarHoctuka hEDS OCHOBbIBaeTCS Ha HalMuyum BCeX
npusHakoB A n B kputepus 2. XapakTepuctuka C kputepusi 2 (XpoHuyeckast 601b M/UnM HecTabunbHOCTb) He
yunTbiBaeTcs B AgnarHoctmke hEDS B 3Toln cuTyauum

e VickntoueHne anbTepHATUBHbIX AMArHO30B, KOTOpble TakKXe MOryT BKYaTb FMNepMo6UIbHOCTb CyCTaBOB W3-3a
rUMNOTOHUMN U/UNK APSGIIOCTU COEAMHUTENBHON TKaHW. ANlbTEPHATUBHbIE AUArHO3bI M ANArHOCTUYECKME KaTeropum BKII0-
YaT, MOMUMO NMpPOYEro, HEPBHO-MbILLIEYHbIE PAacCTPolicTBa (HanpuMep, MuonaTuio betnema), Apyrve HacneacTBEHHbIE
paccTpoiicTBa COEAVNHUTENbHOW TKaHu (HanpuMep, Apyrue Tunbl cMHAPoMa dnepca — [aHno, cuHapom Jloiteca - AuT-
ua, cuHApoM MapdaHa) u ckeneTHble aAucnnasum (HanpuMep, HECOBEPLLEHHbIN OCcTeoreHes). MckitoyeHune 3Tmux 3abo-
JIeBaHWUI OCHOBbIBAETCS Ha aHaMHe3e, hM3MUYeckoM 06cnefoBaHUN U/ UK MONEKYNISIPHO-FreHETUYECKOM TECTMPOBAHUU

3aknouyeHue. [AnarHOCTUKY rUMNepmMoOUMIbHOCTM  ClefoBaHWe MO3BONUT aHann3vMpoBaTb B OAHOPOLHbIX
CyCTaBOB cnefyeT MpoBOAUTb, MPUMEHSAA CYLLEeCTBYO- rpynnax nauveHToOB pesysbTaTbl NPOCMNEKTUBHOIO Ha-
e KpUTepUn N OPUEHTUPYSCh HA PeKoMeHOOoBaHHylo  6aoaeHus, 3bGbEKTMBHOCTL MNPOBOAMMOIO  Jie4YeHus
HOMeHkNaTypy 3aboneBaHuii. YHubuumpoBaHHoe 006- U paspabaTtbiBaTb Mepbl MNPOPUIAKTUKM CEPbE3HbIX

75



AEKUHUA. B TOMOLLDb MPAKTUMECKOMY BPAYY

LECTURE. FOR MEDICAL PRACTITIONER

OCJOXHEHUN.

3Ha4ynTenbHOE CXOACTBO BbISIBASEMbIX

cumntomoB npu HSD mn hEDS, cyuwiectBoBaHue B OA-
HOM EHOTUNMUYECKOM KOHTUHYyMe, o0ycrioBnvBaeT
HeoOXoAMMOCTb OJIMTENbHOro HabnogeHua 3a na-
UMeHTaMn 51 CBOEBPEMEHHOIM [AMarHOCTUKU  CUH-
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