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OCOBEHHOCTH KJIMHUYECKOM XAPAKTEPUCTHUKHU BOJIbHBIX
IOBEHW/IBHBIM UIMONTATUYECKUM APTPUTOM CPEJAU JETEH IIIKOJILHOTO
BO3PACTA

MuppaxumoBa MakTy6a Xa6uoy/islaeBHa
Kandudam meduyuHcKux Hayk, npogeccop
Jdpxkururosa Xyskap lllyxpaT-kusu
cmydenmka Tawkenmckol MeduyuHcKol akademuu
JloHa6oeBa Map>koHa XaMUAYJ/IJI0O KM3U
cmydenumka TawkeHmckoll meduyuHckoll akademuu TawkeHmckasi MeOUYUHCKas
akademus, TauwkeHm, Y3b6ekucma

AKTyasbHOCTB: [J8eHU/bHbLIU uduonamuveckuli apmpum s851emcsi 00HOU
pacnpocmpaHeHHblx 3a60/1e8aHull cpedu demell pas/auvyHozo go3pacma. K)geHubHbIL
uduonamuyveckuti apmpum — 00HO U3 Haub60/1ee 4YacmbwvlX U CAMbIX UHBAAUOUIUPYIOWUX
pesmamuyeckux 3abosesaHull, scmpevarnujuxcsi y demel. 3abosesaemocmsb HHA
cocmasssiem 2-16 Ha 100 000 demckozo HaceseHusi 8 o3pacme do 16 1em [3]. FOseHubHLIT
uduonamuveckuli apmpum — MyJAbmMu@aKkmopHoe noJjuceHHoe 3a60J/e8aHue,
MeXAaHU3Mbl pa3gumMusi KOmopo20 0omau4armcs Npu pasHsulX 8apuUaHmMax 601€3Hu.

Lenp uccaeaoBaHus: H3yyums 0c06eHHOCMU KAUHUYECKOU Xapakmepucmuku
00/IbHbIX HBEHU/AbHbIM UuduonamuyeckumM apmpumom cpedu demell WKO/NbHO20
go3pacma.

3agauu:

1. O3HaKOMUTBLCS C JIMTEPATYPOH O IOBEHUJIbHBIM UJUONATHUYECKUM apPTPUTOM
(IOHA);

2. U3y4nTh 0COOGEHHOCTU KJIMHUYECKON XapaKTepUCTUKU 60JbHBbIX OUA;

3. U3y4UTb CyCTaBHOM CHHAPOM U BHECYCTAaBHbIE POSIBJIEHUS.

MeToApb! Mcce0BaHUS:

1. AHKeTUpOBaHHUeE, BKJIIOYasi C6Op aHaMHe3a;

2.JlTabopaTopHble HUCC/Iel0BaHUS;

3. PeHTreHosioruyeckue uccae0BaHus.

K/IMHU4YecKuu ciaydau:

a JleBouka 9 sieT. [locTynuiia c »kajiobaMu Ha 60JiM B 00€UX KOJIEHHBIX U
Jlydye3amnsiCTHbIX CyCTaBOB. YTpeHsId CKOBAaHHOCTb BBICBIIAHUSI Ha  KOXe,
YCUJIMBAKOUIMECS HAa BbICOTE JIMXOPAAKHU;, O0JIM B MbIIIIAX;

[ 1oTepsi Beca;

[ N3 aHamHe3a: TeyeHue 6epeMeHHOCTU Yy MaTepu 6e3 0COOEHHOCTEMN.
JleBouka pojusace B cpok, BIIP-3400, poabl ¢pusumosiornyeckue. B geTcTBe yacTbie
OPBH;
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a B 6 sneT mosiBuauch 60U B 00€MX KOJIEHHBIX W Jiyde3alsCTHbIX
cyctaBax. HeojHOKpaTHO noJsiy4yaJia JieueHMe B CTaljMOHAPE;

a OcMoTp: HEbOJIbLIASA OTEYHOCTh B 00€MX KOJIEHHBIX U JIy4ye3ansCTHbIX
CYCTaBOB. BbIpaXeHHasi aTpodus MBbILIL, PACIOJOXXKEeHHbIX MPOKCUMaJIbHee CyCTaBa.
[Ipu3Haku BoCIlaJIeHUA IJ1a3a — epeJHUM YBEUT;

[ OAK - yBesnyenue CO3 (220 MM/yac). noBeliieHue ypoBHs CPB;

a PeHTreH: ocTeonopos3, MeJKOKHUCTO3Has IepecTporKa KOCTHOU
CTPYKTYpHbI 3an1dU3a, Cy?KeHHUe CYCTaBHBIX Lesel;

JvarHos: HOBeHWJIbBHBIK  HUAUONATUYECKUU  APTPUT, MNEePCUCTUPYIOLIUU
OJIUTOAPTPHUT

JlnarHocTtuka:

JlabopaTopHble uccaegoBaHus [1-11]:

® O6mui aHanu3 KpoBM - yBeaudyeHue COI (220 wmm/yac). Ilpu
onuroapTukyaspHoM IOWA mokasaTesn KpoBU MOryT He uU3MeHATbCA. KosmyecTBO
TPOMGOLIUTOB MOXKeT CHIKaThcst mpu CAM [8];

® DbuoxvMuYecKMM aHa/Uu3 KpoBW: TMoBbllleHUWe ypoBHA CPB. Ilpu
onuroaptukyasgapHoM IOUA mnokasaTtenM KpoBH MOTYT He M3MeHATbCA. Acmaprar
aMuMHOTpaHcdepasa, JaKTaTAeruJporeHasa, TPUIJIMLEPUJbl MOBBILIAIOTCA MpHU
CAM|8].

® PeBMaTOUHBIN QaKTOp — MOJIOKUTEJNbHBIA TeCT HA PD MoXeT yKa3bIBaTh Ha
cepono3uTuBHbIN HOHUA, 2-3 % oT Bcex HOHMA, ogHako HMeeT NPOTHOCTUYECKYIO
3HayUMocTh [1-11].

® IMMyHoOJIOrMYecKoe uccieJ0BaHue:

- aHTUHYKJIeapHble aHTUTeJIa, aHTUHYKJIeapHbIH paKTOP: ONpeJieieHue MeTO,0M
HenpsiMol  HUMMYHOQJIyOpeclleHIIMM  ob6HapyxuBaroT y  40-75%  jgetel ¢
OJIMTOAPTHUKYJISIPHbIM NopaxkeHueM. OH He SIBJsIETCS CieqU(PUYHBIM, HO TIO3BOJISIET
JINarHOCTUPOBATb 0COObIM MOATHIL, IPYU KOTOPOM BbICOK PUCK Pa3BUTUS YBEUTA, YACTO
npoTekawui 6eccuMnToMHo [1-11];

- aHTUTeJa K [UKJINYEeCKOMY LUUTPY/JIMHUPOBAHHOMY MENTHUAY: TOJIOXKUTEJbHBIN
npu PO@-no3utuBHOM nosmapTukyasspHoM IOUA; oTpunaTenbHbIN B APYTUX DO TUNAX.
MoxxeT ObITh NOJIE3HBIM y JleTeN CTaplliero Bo3pacta ¢ NoJuapTUKyJspHbIM OUA, y
KOTOpbIX TeCThl Ha PP oTpunaTtenpHsie. [1-11].

® MoJieKysspHO-TeHeTH4YecKoe uccaepoBanue [1-11]:

- YeJIOBeYeCKUH JleMKouuTapHbli aHTureH B 27 (HLA B-27*) ¢ moMouipio MeTo 1
IPOTOYHOU UTOMETPHHU [N0KA3aHO NPU NOJ03PEHUHN Ha NOJUAPTUKYJIIPHBIA BAapUaHT
IOWA v Ha apTpUT, aCCOLUMPOBAHHBIN C 3HTE3UTOM, CAKPOUJIEUTOM, ICOPUATUYECKHUM
aptputoMm|l-11];

- TI0 TOKA3aHUSM MOJIHO3K30MHO€/TI0JITHOTeHHOMHOE CeKBEHHPOBAHUE C L[EJIbI0
nuddepeHMAIbBHON AUAarHOCTUKU ayTOBOCHAJMTENbHbIX CHHJPOMOB Yy MAallUEHTOB
JJIATEJbHOW JIMXOPAaAKOU U peLiUAUBUPYIOLIEN ChINbIO IEPUOJUYECKOTO XapaKTepa.
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® liMmMyHoJioru4eckoe ucciaeoBanue (XeMUJIIOMUHECHEHTHBIA UMMYHOAQHa/IU3)
YpoBeHb ¢QeppuTHHa- runepbeppUTHHEMHUA y MalUeHTOB C cucTeMHbIM IOUA u
nojo3peHueM Ha CAM [8];

®[L-6,IL-1,1L-18, CXCL9, ceiBopoTO4YHbIA aMmuionug A, PakTop HeKpo3a OnyxoJjeun
anbda (PHO - anbda), BbicokouyBcTBUTeNbHBIN CPB, mpoTennbr SI00A8/9 1 S1I00A12 ¢
1[eJIbI0 ONpe/ie/IeHUsI aKTUBHOCTHU 3a60/1eBaHUs], IPU BTOPUUHOU HEIPPEKTUBHOCTHU U
CJIOXKHOCTH B oZ160pe 6U0JIOrM4ecKol Tepanui |[7];

e OmpejesieHWe HaIMYUS aHTUTeN K Ajanumyma6y|4-7] , Opu AJUTEeIbHOM
npreMe U OTCYyTCTBUS KOHTPOJISA HaJZl 3a00/1eBaHUEM,

[ Koarysnorpamma- dbubpuHOTEH- runopuO6prUHOreHeMUs rJIaBHbIX
JlabopaTopHbIi KpuTepuit npu CAM [8].

WHcTpyMeHTanbHbleHCcCIeA0BanuA [1-11]:

® Y3U mnopakeHHbIX CYyCTaBOB: BO3MOXXHO HaJIM4Me BBINIOTA U YTOJUIEHUA
CMHOBMAJIbHOW 000/104KM cycTaBoB. [lokazaHo pJig omnpejiesieHUs1 BOCHaJIEHUS
cycTaBoB npu Bcex popMmax HOUA;

® PeHTreHoJI0TMYeCKOe HCCIe[JloBaHME CYCTaBOB — OCTE0NOPO3, MEJIKOKUCTO3HAA
nepecTporKa KOCTHOM CTPYKTypbl anudu3a, Cy:>KeHHe CYCTaBHBIX Ilesield, KOCTHbIe
3pO3UH, aHKHUJIO3 CYCTABOB;

® VY3U ObIl, Y3U mueBpanbHbix nosiocter, Y3U OMT: pnsa UCKIOYEeHUS
MOJIMCEPO3UTOB MPHU CUCTEMHOM BapuaHTe IOUA, CAM.

® IJxokapauorpadus: C LeJbl0 HCKIKWYEeHUS NepUKapAuTa NpPU CUCTEMHOM
BapuaHTe IOMA, CAM.

® KT/MPT opranoB u cuctem (I'M, OBIl u OI'K) npu cucremHoM BapuaHTe FOUA,
CAM c uenbro uckiarodeHud nospexgenus I'M, OI'K u OBII.

® MPT cyctaBoB (C KOHTpPacTHUpPOBaHHEM): BO3MOXHO HaJIMYMe BBINOTA U
yTOJIIEHHS] CHHOBHUAJIbHOU 000JIOUKU CYyCTaBOB.

® lccinenoBaHre CHHOBUAJIbHOM XUAKOCTHU: TpU OMA KO/1M4ecTBO JIEMKOLMTOB B
CMHOBHAJIBHOW KUJKOCTHU mnoBbliaetrca Ao 25 000 B 1 MUKpoauTpe 3a CYET
HelTpoounoB (25-90%), comepxaHue OGenka jgocturaet 40-60 rpamm/nuTp. B
[UTOIJIa3Me JIeMKOUUTOB OOHAPY>KUBAIOT BKJIIOUEHUS, BAaKyOJIH, [TOX0KHUE HA KUCThb
BUHOrpaZia (paronuThl). ITU KJIETKH coZepkaT (aroqUTUPOBAHHBIA MaTepUaa -
JUNUJHbIe UJIU OeJIKOBble BeljecTBa, PP, MMMyHHble KOMILJIEKCbI, KOMILJIEMEHT.
Parogyutel O0OHapy:XMBAaOT W MNpU JPYyrux 3ab00/ieBaHUSX: pPeBMaTUYECKHUX,
IICOPUATUYECKOM apTpPUTAX, CUCTEMHOW KpAaCHOMW BOJIYaHKe, OaKTepUabHbIX
apTpUTax, Nojarpe, Ho He B TAKOM KOJIMYECTBE, KaK IPU peBMaTOUAHOM apTpuTe. [11]

® [IyHKIIMS KOCTHOTO MO3ra C IUTOJIOTUYECKUM UCCJIeJOBAHUEM Ma3Ka KOCTHOTO
Mo3ra (MHeJorpaMMa) C LeJbl0 HCK/JIYEHUS MepBUYHOTO U BTOPUYHOIO
remodaroyuTapHoro cuHjpoma [8,11].

JleyeHue:
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1. [lpy HU3KOM AKTUBHOCTH 6O0JIE3HHU, OTCYTCTBUU KOHTPAKTYyp B CyCTaBax U
dakTopoB HebOJsiaronpusaATHOro nporHosa npumeHsitoT HIIBC. Monotepanus HIIBC
MOXeT NPOJI0/KAThCA He 6oJiee 2 Mec.

2. [lpy Ha/MM4YKWM AKTUBHOTO apTpUTa MPOBOJAT BHYTPHUCYCTaBHble UHBEKIUU
[JIIOKOKOPTUKOU/JIOB: OeTaMeTa3oH He dyamle | pa3a B 6 Mec, TpUAaMLMHOJIOHA
reKcalieTOHU/J — He yalle 1 pa3a B 4 Mec.

3. B ciiyuae HeadpekTuBHOocTH HIIBC HazHavaloT MeTOTpeKcaT B J1o3e 15 Mr/mM2 B
He/l IOAKOKHO UJIU BHYTPUMBILLIEYHO.

TeyeHue U NpOrHoO3:

[IpubausutenbHo y 40% mnamnyMeHTOB pa3BUBaeTcs peMmuccus. bosee yem y 50%
NallMEHTOB COXPAHSIETCS aAKTUBHOCTb 6o0sie3HU, y 40% M3 HUX OJIMTOAPTPUT
TpaHcHOpPMUPYETCs B OJUAPTPUT, HO YHCJIO MOPAXKEHHBIX CYCTABOB MEHbIIIE, YEM MTPU
noJvapTpuTe B AebroTe 3abosieBaHud. [Ipyu AJIWTE/IBHOM TedyeHUU OO0JIE3HU MOCie
KJIMHUYECKOW PEMUCCUU MOXKET Pa3BUTBHCA 0CTe0apTpUT. CMepTHOCTb OYEHb HU3Kas.
Y 10% 60/1bHBIX C YBEUTOM pa3BHUBaETCS CJENoTa.

®dakTopbl HEGJIATOMPUATHOTO MPOTHO3A:

® [lopakeHHe Ta300e/IpeHHbBIX CYCTABOB UJIU IIEHHOT0 OT/le/1a TO3BOHOYHUKA.

® [lopaxeHHe TroJIeHOCTOIIHOIO WJIY JIy4e3allICTHOrO CycTaBa U 3HAa4YUTeJIbHOe
WJIM IPO/I0JIKUTEJIbHOE NOBBILIEHHUE JIaO0pPaTOPHBIX TOKa3aTese.

® /lecTpyKUHS CYyCTABOB 110 JAHHBIM PaJIM0JIOTMYECKOT0 06C1eJ0BaHus (3p03UHU
CyCTaBHBIX IOBEPXHOCTEN UJIM CYy>KEHHE MeXKCYCTaBHbIX Liesiel ).

Pe3ysibTaThbl UCC/I€JOBAHUA:

1. CycraBHO#N cuHApOM 4 cyctaBoB. HauboJsiee 4yacTo B mpoLecc BOBJIEKAKTCS
KoJieHHbIe (89%) U rosieHoCTOIHbIE (30%) CYyCTaBhbl, pexxe — MeJIKHe CYyCTaBbl MaJibleB
Kucted u cron (6%), JIOKTeBble, Ta306eApeHHbIe, JIy4ye3ansCTHble U YeJICTHO-
BucouHble (3%). PasBuBaeTcs BblpakeHHasi aTpodus MbILIL, PACHOJIOXKEHHBIX
IPOKCHUMaJIbHEe CyCTaBa, BOBJIEYEHHOI'0 B IaTOJIOTUYECKUHM NTPOLECC; YCKOPAETCH POCT
3nudHU30B KOCTEN MOPAKEHHbBIX CYCTABOB,

2. BHecycTaBHble mnposiBJeHUs: [lepegHuil yBeUT (HMPUT, NMepejHUN LUKJIUT,
UPUJOLUKINT) pasBuBaeTcs y 20% O6OJIbHBIX OJUr0oapTUKyAsspHbIM IOUA [6]. OH
MOXeT JeOITHPOBAaTh 3a HECKOJIbKO JieT [0 Ppa3BUTHUS CYCTaBHOTO CHHJpOMa.
CpenHuii Bo3pacT febtoTa yBeruta — 2 roza. Yauje 60s1el0T AeBOYKHU. Ero yacToTa Bblllie
npu ¢opMax 3abo0JieBaHUs, XapaKTEPU3YIOIIMXCS PaHHMM HayaJoM. YBEUT, Kak
NpaBUJIO, XapaKTepulyeTcs OeCCUMITOMHBIM NOJOCTPbIM MWJH XPOHUYECKUM
TeYeHHWEM U JUATrHOCTUPYETCS NPU CHUKEHUU 3peHUsI U OPMUPOBAHUU KaTapaKThI.
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