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AHHOTAIUA

FOBenunbubiMu apTpuTamu (KOA) ctpanaer okono 0,1% nerckoro Hacenenus. B
HACTOSIIIIEE BO BCEM MHUpPE, HAOMIOMAaeTCs TEHACHIHMS K HEYKIOHHOMY POCTY
pacnpoCTpaHEHHOCTH PEBMATHYECKUX Ooje3Hel, B TOM YHCIIE XPOHMYECKHX
aptputoB 'y gereii. B 2003 roay pacnpoCTpaHEHHOCTh PEBMATHUYECKHUX
3aboneBanuii coctaBuna 170,7 wa 100 000 mereit mo 18 ner (bapanoB A. A,
Anexceesa E. M u np 2003, Ky3smuna H. H, 2003).

[lenbto umccnenoBaHUsl SIBUJIOCh, HA OCHOBAaHUM TPEXJIETHErO HAOMIOACHUS U
PETPOCHEKTUBHOTO aHaJM3a ApXUBHBIX UCTOPUM, OILICHUTH POJIb HACIEICTBEHHBIX
U HUHPEKIHOHHBIX (PAKTOPOB B Pa3BUTUUM U (OPMUPOBAHUU FOBEHUIIBHBIX
apTPUTOB.

PaGota mnpoBemena Ha 06aze kadeapbl [ocrnuranpHoil neamatpun N2, B
KapJIHOpEeBMaTOJIOTHYecKoM otaeienun kimHuku TamlIMMU, 3a nmepuon ¢ 2016
mo 2018 rr.

[Ipyn BbICTABIEHUU AMArHO3a W ONPEIEICHUHA HO30J0TMYECKON MPUHAMIIECKHOCTH
3a00JIeBaHUsl y MAIMEHTOB JETCKOrO U MOAPOCTKOBOTO BO3pacTa MPUMEHSIIUCH
tepmuHosiornueckue obosnauenuss FOA, IOPA, IOXA. Ilpu anamuze
HaciencTBeHHBIX dakTopoB FOA cemeliHas oTArOmEHHOCTh onpenenmiach B 43%
Clly4asix, ¥ HacjeI0BaHUE MPOUCXOIUIIO MO X CIEMJIECHHOMY PELIECCUBHOMY THUITY
HacnenoBaHus. ['eHernueckas nerepmeHupoBaHHocTh 1o HLA B27 cucreme
BcTpeuanack ¢ yactotor 30,4%, B OTIWYMU C 30pOBBIMU JeTbMU 6-8% (MO
nanabpiM C.A.PaxumoBa 1994)

CmemanHas BUpycHass WH(EKIMsA BbIABIIETCS Yy 98% neTeil ¢ HOBEHUIBHBIM
apTpuToM, xjaamuauiiHas uHekus - y 74%. AntuTtena Kk OakTepusiM KHUIIICUHOU
IpYIIbl B JUATHOCTUYECKUM TUTPE BBIBISIOTCS Y 45% AeTell ¢ I0OBEHUJIbHBIMU
aprputamu. HeanekBaTHbIi UMMYHHBIM  OTBET, MOCTOSIHHAsT aHTUICHHAs
CTUMYJISIIASL B YCJIOBHUSAX XPOHHYECKON MEPCUCTUPYIOMIEH WH(EKIUH co3aaer

YCIOBUA JId MOAJACPIKAHUA U er’Iy6J’IeHI/I$I HMMYHOIIATOJIOTHYCCKUX peaKuHﬁ,



JeXKAIUX B OCHOBE FOBEHUJILHOTO apTPUTA, CIIOCOOCTBYET MPOTPECCUPOBAHUIO

3a00JI€BaHUA.

AHHOTAIUA

FOBenun aptput (FOA) kacammurum Oonananuk gaspumarn  0,1% OGemop
Oonanap opacuia yupaiau.
X03Upru BakTJa PEBMATUK KaCAJUIMKIIAPUHU, IIYHUHT KaTOpHUAa , FOBEHUJ apTPUT
KACAJUTUTHHH YYIPAIITUIIT 9aCTOTACH KOTIANHIIIM aHUKITAaHMOK/Ia

2003 iinn manymotiapu Oyitmda peBMatuk Kacauukiap 170,7 6emop 100000 ,
18 €mraya Gosran 6onanap Hu Tamkmia kwinan (bapanos A. A, Anekceesa E. 1
2003, Ky3smuna H. H, 2003).

Nmau makcanu ne6, yd4 vun MoOaliHu wumuaa Ky3aTwiran Oemop Oosanap Ba
apXuBJlard  KacaJUIMKJIAp TAPUXUHU PETPOCHEKTUB TaXJWIM HATHYacH[a
Ooonmanap opacumaru FOA KacalyIUTMHU KEYMWINWTa, HAciauil Ba HHGEKIUOH
OMWJIJITAPUHYU TACUPUHU OPTAaHUTIIIHP.

W3nanum N'ocnivran nenuatpust 2 kapeapacu 6azacu, TomlITU knuHuKacuHu
KapauopeBmatosioruss  6omumunaa, 2016 #moman 2018 #wmm MoOaiiHuzga
OTKa3UJIIN.

bemopmapra Tamxmc KyWWITaHIa Ba HO30JOTHK IIAKWJUIAHMINAA, OOJATHK
naBpujaru Ba ocnpuH Oemop Oonamap opacuaa tepmunonoruk FOA, FOPA,
FOCA OGenrunap KyJUTaHWIIN.

FOA xacamnuruHu HaclIuil OMWIJIApU aHUWKJIAHTaHJa OW3HUHT W3JIAHUIIUMU3]IA,
43% peueccuB THNHAA X XPOMOCOMACHMOWIAH OOTJIAaHTAH HACIUNA 3YPUKHIII
anuximanau. HLA B27 TusumuOunan OorjaHraH TeHETHUK JACTEpPMUHJIAHTaH
ommnap 30,4% na yapaau (corsiom O6onanapra Hucbaran 6-8%pma)

( C.A.PaxumoBa 1994 manymotnapu Ooitnda)

Apanam  Bupyciau uHPekuus 98% OBEeHW I apTpuT  OeMmopiap opacujia
aHUKIaHAW, xjgamuauil umHdexkmus -  74% Oemopiap opacuaa aHUKIIAHTH.

HoanexkBar umMMyH >kaBoO Ba JOMMHI AaHTUT€H CTUMYJUIAHUII , CYpyHKalld



NEPCUCTEHTJIaHTaH MH(EKIUOH Kapa€H JaBpHula , MMMYHOMNATOJOTHK KaoaéH
PUBOXKJIAHUILIWIA BAa AYTOMMMYH KaCAJUIMKJIAp Ba FOBEHWJ apTPUT KacCaJUIUTU

naiio 6onumura xaBd oMui 1e0 XucoOaaHaIH.

ANNOTATION

Juvenile arthritis (CA) affects about 0.1% of the child population. Currently,
worldwide, there has been a trend towards a steady increase in the prevalence of
rheumatic diseases, including chronic arthritis in children. In 2003, the prevalence
of rheumatic diseases was 170.7 per 100,000 children under the age of 18 (Baranov
AA, Alekseeva El et al 2003, Kuzmina H H, 2003).

The aim of the study was to evaluate the role of hereditary and infectious factors in
the development and formation of juvenile arthritis on the basis of a three-year
observation and a retrospective analysis of archival histories.

The work was carried out on the basis of the Department of Hospital Pediatrics N2,
in the cardiorheumatological department of the TashPMI clinic, for the period from
2016 to 2018.

When diagnosing and determining the nosological affiliation of the disease in
children and adolescents, the terminology of JA, JRA, JUHA was used. In the
analysis of hereditary factors of UA, family aggravation was determined in 43% of
cases, and inheritance occurred along X-linked recessive type of inheritance.
Genetic determinism according to the HLA of the V27 system was met with a
frequency of 30.4%, in contrast to healthy children 6-8% (according to SA
Rakhimov 1994)

Mixed viral infection is detected in 98% of children with juvenile arthritis,
chlamydial infection - in 74%. Antibodies to bacteria of the intestinal group in
diagnostic titers are detected in 45% of children with juvenile arthritis. An
inadequate immune response, constant antigenic stimulation in conditions of

chronic persistent infection creates the conditions for maintaining and deepening



the immunopathological reactions underlying the juvenile arthritis, contributing to

the progression of the disease.



COJEPKXAHHUE

CIIUCOK COKPAIIEHM. ..ottt 6
BBEIHEHUEC. . . ..ot e e 7
TJIABA |. OB30OP JIUTEPATYPBL.........oooioiiiiiiiii e, 10

1.1. U3 nocnanus [Ipesunenta PecnyOnuku Y36exuctan [llaBkata Mupsuéepa
(010707 QA 7 01 1 (o) 10
1.2. KOBeHWIIbHBIN UINOTIATHYECKUI apTPUT: COBPEMEHHBIE TEPMUHOIOTHUECKUE
U KJITACCU(DUKAITAOHHBIC ACTICKTBL. . .\vvnteeennteeennneeenneeennneeaneeeannneennseeenan 11
1.3. KOBeHUIbHBIN UANONIATUYECKUI apTPUT y JETE COBPEMEHHBIE KIIMHUKO-
JUATHOCTAYECKHE ACTICKTBL. .. .eeetnntenntenteenttenee ettt et enneennaeeneeneennes 14
BBIBOIBI K TUIABE |......ooieii i 29
I'JIABA Il. MATEPUAJIBI U METO/bI UCCJIEJJOBAHMUA..................31
2.1 . KnmHnyeckasi XxapakTepuCcTHKa Fpyni 00CIeayeMbIX NAlUEHTOB. . ............. 31

2.2. METOIBI UCCITEMOBAHMS - .. e veeeeeeeeeeee e eee e e eeee e eeeee e eeeeeeeeeeeineeeeennnnn 34

BBIBOABI K TIIABE Ll .o, 39
I'JIABA I11. PE3YJIBTATBHBI COGCTBEHHbBIX I/ICCJIEI[OBAHI/Iﬁ " Uux
OBCYIKIIEHMSL...........c..oooiiieiee ettt e 40

3.1. Knunauko-¢dyHKIIMOHANBEHBIE 0OCOOeHHOCTH nebioTa u TeueHus IOUA y nereii
C Pa3JIMYHOMN CTETICHBIO AKTUBHOCTH 3A00JIEBAHMST. ... «.vveeveeeneenaeennaninnenns 40

3.2. Pons uMMyHOIOTHYECKUX (DAKTOPOB B PA3BUTHHN IOBEHUIIBHBIX

179105 (011 £ 0705 (1007 0. Q2 Y N 0) 7 1 K0 : S 49

3.3. Kitunuko nabopatopHbie moka3aTenu npy pandeit nuarnoctuke KOUA y

b1 (3 (<) S 56
BBIBOIBI K TIABE 3. ..ottt 63
BAKITHOUEHHUE. ... e, 66
BBIBO/IBL. ... ..o e 72
HAYYHO INPAKTUYECKASA 3BHAUYUMOCTDB PABOTHI.....................73
CIITUCOK OINYBJIMKOBAHHBIX PABOT.............cooiiiiiiiieee, 73

2



CIIMCOK JIMTEPATYPBI

.........................................................



NEPEYEHDB YCJIOBHBIX COKPAIIIEHU

AT - anTuren

AT - a"THTENO

NBH - "MMyHOOHOJIOTHYECKHIE PEAKIIUH

N®H - unrepdepon

NC - umMyHHas cuctema

Kb - xatroHHbie Oenku

K® - kucnas pocdaraza

MII - Muenonepokcuaasa

HIIBII - HecTepouaHbie TPOTUBOBOCIIAIIMTEIIBHBIE CPEACTBA
PeA - peakTUBHBIN apTpPUT

TTI - THPEOTPONHBIM TOPMOH

T3 -tupeonubiil ropMoH Ne3

T4 - Tupeonaubiii ropMoH Ned

IgA - ummyHOTIIOOYIIMH A

IgM - ummyHoTr100yIMIH M

IgC - ummyHornooynun C

HLA - yenoBedeckux JIEHKOLIMTAPHBIN aHTUTE€H
[I[D- menounas dpocharaza

FOA- 10BeHUIIbHBIN apTPUT

FOPA - 1oBEeHWJIbHBI PEBMATOUIHBIN ApTPUT



BBEJAEHUE

AKTYaJIbHOCTH NIPO0JIEMBI.

IOBeHWIbHBI ~ WAMONATUYECKUA  apTpUT -  Haumbosee  TsoKENas U
MHBAIMIM3HpYOIas GopmMa XpOHMUYECKON NAaTOJIOTMH Yy JeTel M MOJAPOCTKOB.
PaHHSs1 nMAarHOCTHKA WU JIEYEHUE WAMOIMATUYECKOro apTpUTa y JETed - oAHa M3

HanboJee aKTyalbHbBIX MPOOJIEM e UATPUH.

B HacTosiiiee Bpemsi 1 BO BceM MUpe, HaOI01aeTcs TEHACHIUS K HEYKJIOHHOMY
POCTY pachpOCTPAHEHHOCTH pPEBMATUUECKUX OoJie3HEeH Kak B OOIIeil, Tak U B

nerckor nomyssinuu (bapanoB A.A., Anekceesa E.W., 2004).

C 1999r. pacnpocTpaHEHHOCTh pEBMAaTHUYECKUX OOJIE3HEN y IeTel M0 BCEMY MHPY
BbIpociaa Ha 30%: ot 132,9 na 100 TeIC. neTeit go 18 net B 1999r. no 170,7 ma 100
ThIC. - B 2003r. ( bapanos A.A., AnekceeBa E.U., 2004).

OpHoil U3 OCOOEHHOCTEW PEBMATUYECKHX OOJIE3HEW y JeTel SBIAETCS paHHEee
pa3BUTHE MHBAJIMIHOCTH, CTENEHb KOTOPOM, KaK M KayecTBO YXKU3HU peOeHKa, a
TaK)kK€ BO3MOXHOCTh €0 COIMAJIbHOM, TMCUXOJIOTHYECKON U MpodecCHoHaIbHON
ajanTalvd B JaJbHEWIIEM OIPEICISIOT MMEHHO CBOEBPEMEHHOCTh Hayana M

AJICKBATHOCTD IIPOBOJHUMOTI'O JICUCHUS.

Hcnonp3oBanue CYIIECTBYIOIINX METOI0B JCUCHUS IOBEHHJIBHOTO
UNOMATHYECKOTO0 apTpUTa HE WCKIIOYaeT PEIHIWBOB W IPOTPECCHPOBAHUS
3a00JIeBaHUSI M 9acTO HE MpeAynpexaacT WHBamuau3anuio nered. [IpoBeneHue
UMMYHOJIMArHOCTUKH TI03BOJISICT KOHTPOJMPOBATH UMMYHHBIH CTaTyC OOJIBHOTO
pebenka, nuddepeHInpPoBaTh MOAX0 K HA3HAUYCHUIO 0A3MCHBIX IPenapaToB M HX

3 PEKTUBHOCTS.

[lo wmexayHaponnou kinaccupurkanuu Oonesneit (MKDB 10) roBeHUSIbHBIN
UJVOMATUYECKU  apTpUT  OTHOcUTCS K kimaccy MO8,  GonesHsm,

XapaKTCPUIYIOIMUMCA BOCIAJIUTCIBHBIM IIPOOECCOM B CyCTaBaX. PeBmaronoru



TOBOPAT O Hambojee pacnpoCTpaHEHHBIX (aKTOpax, BIUAIOIMIMX HA PA3BUTHE

IIaTOJIOTHUH.

IToxazaHno, yto B camblii panHuii nepuoa FOMA, korja npoiiecc HaxoauTCs B
MIEPBUYHON AKCCYAATHBHOM (pa3e, 00paTuMOCTh 3a00JIeBaHUS CYIIICCTBEHHO BBIIIE
BBHUJIy €IlI€ HCOKOHYATEIHHO C(HOPMHUPOBABIINXCS AayTOMMMYHHBIX MEXaHU3MOB U
OTCYTCTBHS IMaHHYCA - MOP(}OJTOTUUECKON OCHOBBI CYCTaBHOM JIECTPYKITUH.

Ieab uccaenoBanus.

Ha ocHoBaHum TpEXJIETHETO HAOIIOICHUS M PETPOCHEKTUBHOIO aHAIU3a
apXUBHBIX HUCTOPHI, OILIEHUTh POJb HACIEACTBEHHBIX W HMMYHOJOTHYECKUX
(GbakTOopoB B pa3BUTUM U (POPMHUPOBAHUHU IOBEHWJIBHBIX HMAMOMATHYECKUX
apTPUTOB.

3agayu uccjaeg0BaHusl.

1. OueHuTh OCOOCHHOCTH TCUYCHHUS FOBCHHJIBHBIX WIMOINATHUUYECKUX apTPUTOB Ha
COBPEMEHHOM JTarie.

2. OnpenenuTs PoOJIb UMMYHOJOTHYECKHX (PAKTOPOB B Pa3BUTHU FOBEHUJIBLHBIX
WUJIMOMATHYECKUX apTPUTOB.

3. Jlatb  Teopermueckoe  OOOCHOBaHHME  HEOOXOJUMOCTH  MPOBEIACHUS
KOMIIJIEKCHOTO  KJIMHMKO-UMMYHOJIOTHMYECKOTO,  HCCIIEeIOBaHUS B paHHEH
JIUArHOCTUKE IOBEHWIBHOTO HJIMONATHYECKOIO apTpUTa.

Marepuajibl HCCJIEI0BAHUSA.

HccnenoBanue IIPOBOIUIIOCH Ha 0aze KJIMHUKH TamwlIMU B
KapIMOPEBMATOJIOTMYECKOM OTAeeHuH, 3a nepuoa ¢ 2016 mo 2018rr. Takxke B
HCCIICIOBAHUE TPOBOAWIICA PETPOCIEKTUBHBIA AaHAIU3 APXHUBHBIX HCTOPHUU
oonesnn npereii ¢ IOMA maxomuBmmxcs Ha JjiedeHHH B kiaumHuke TamlIMU 3a
nepuon ¢ 2010 mo 2015rr

MeToabl UccCJIeI0BAHUS.

Bcem mamuentam OyayT TpoOBENEHBI OOIIEMPHUHSTHIE B PEBMATOJIOTHH
HCCJIEIOBAHUS;

1. Knunuko-nabopatopHble 00ciea0BaHuE.

2. KnnHUKO-reHeaJIOTHYECKUN aHAIU3.



3. UHCcTpyMeHTabHOE 00CTIeIOBaHUE.
4. PeTpoCIEKTUBHBIA aHAJIU3 apXUBHOTO MaTepUaa.

Hay4yHast HOBU3HA.

O06001IeHre aHHBIX, MOJYYEHHBIX Ha Pa3MUYHBIX 3Tarax HaOIoJeHus,
IIO3BOJIMT YTBEPAMUTHCS B KoHUenuuu HeogHopomgHocth IOUMA kak rpymnmsl
XPOHMYECKUX  BOCHAJIUTENBHBIX  3a00JIEBAaHMI  CYyCTaBOB, OKOHYATEIbHOE
dbopMupOBaHHE KOTOPBIX M UWX HO30JOTHYECKas MPHUHAJICKHOCTh MOKET
3aBEpPUIMTHCS B OTAAJICHHBIE CPOKU OT Hayasia 00JIe3HU.

IIpakTnyeckasi 3HAYMMOCTD.

Pe3ynbTaThl NPOBENEHHOTO HWCCIENOBAHUSA IIOCIYXKAaT OCHOBAaHHEM JUIS
MOU(UKAIIMYA UMEIOIIMXCS KIacCU(DUKAIIMOHHBIX U IMarHOCTUYECKUX KPUTEPUEB
IOMA. BrisgBieHue npu3HAKOB HEOJIArOMPHUATHOrO MPOTHO3a HA PAHHUX CTaIMSIX
00ye3HH, 00OCHOBBIBAET HEOOXOAMMOCTh yyeTa BapuaHTa J1e0l0Ta M TEUCHUS
FOUA 1nipu BbIOOpE TAKTHKH JIEYEHUSI TALIUEHTOB.

Ony0/MKOBAHHOCTH Pe3yIbTATOB HUCCICI0BAHMS.

ITo TeMe MarucTepckoil [uccepTaluy onmyoJIuKOBaHO 5 TE3UCOB U | cTaThsl.

Ctpykrypa H 00b€M MAarucTepCcKoOM AMCCEPTALMH.

Marucrepckast AuccepTalusi COCTOUT W3 BBEACHMs, 0030pa JIUTEpaTyphl,
IJIaBbl MaTepUaloB W METOJOB MCCIEAO0BaHUS, pE3yJIbTaTOB COOCTBEHHBIX
UCCIIEIOBAHUM M HMX OOCYXKJICHMM, BBIBOJOB, MPAKTUYECKUX PEKOMEHIAIUNA U
CIIMCKa JuTepaTypbl. Jlucceprauus HM3JI0KEHA HA  CTPAaHULAX KOMIIBIOTEPHOIO
TEKCTa, WTIOCTPUPOBAHA TAOIUUAMU U JUarpaMmamu, oudauorpadus coaepKuT

84 uctouHuka, U3 HUX 66 oTeyecTBeHHOW, U 18 3apyOekHOM ITUTEepaTypHl.



I'JIABA 1 JIUTEPATYPHBINA OB30P

1.1. N3 nocaanus [pesugenra Pecnybuauku Y3oekucran lllaBpkara

MupsuéeBa Oummit Maskiaucy.

HecMoTpst Ha pUHSATHIE B MOCJIEIHEE BPEMs BaXKHBIE MEPHI 10 OXpaHE 370POBBS
JIOJIEH, K COXKaJIEHUIO0, HA MECTAaX BCE €Il OCTAETCS HEPEIICHHBIM MHO>XKECTBO
npobsieM B maHHOW oOsact. C ydeToM 3TOro Mbl JIOJKHBI aJanTUpPOBATh K
HaIllMM YCJIOBUSAM M BHEJIPUTHh KOHUENIMU "YMHasg Meauiuaa" u "EAuHbBINA EHTp
MEIUIMHCKON MH(pOpMalK'", KOTOpbIE MO3BOJSAT OKa3blBaTh KAYECTBEHHYIO H
COBPEMEHHYIO TTOMOIIb B YOOHOH JIJIsl )KUTEJIEH PErMOHOB (popMe, OCYIIECTBIISTh
paHHEe BBIABJICHME H  JUCTAHIMOHHYIO MPOMUIAKTUKY  3a00JIeBaHUM.

JInst pa3BUTHST YaCTHOM MEAMIIMHBI Ba)XHOE 3HAYCHHE HMEET MPUBJICUCHUE
WHOCTPAHHBIX WHBECTOPOB, CO3/laHWE YCNOBUU i 3(h(EKTUBHON paboThl B
CTpaHe 3apyOeKHBIX CIEUAINCTOB. Bcem M3BECTHO, UTO 0OecreueHne HaceneHus
JIEKapCTBaMHU SIBJISIETCS OJIHOM W3 BOJIHYIOIIUX JIFOACH akTyaslbHBIX Tpooiem. C
1EJIbI0 PEIICHMS TAHHOTO BOIIPOCA BCKOPE OyAyT MOCTPOEHBI U OTKPBITHI 2 THICIYU
COIIMAILHBIX amlTeK, KOTOpble CTaHyT OOeCleurBaTh HACEICHUE KAaYeCTBEHHBIMHU
JIEKaQpCTBEHHBIMU TIpenapaTaMd MO JOCTYNMHbIM ILeHaMm. CerogHs camMa >XKU3Hb
TpeOyeT KapAWMHAJIBLHOIO TepecMOTpa JCSATEIbHOCTH I[EHTPOB CKPUHUHTA,
3aHUMAIOIIUX BaXXHOE MECTO B OXpaHE 3I0pOBbs MaTeper U  JeTel.
B 2018 romy Ha 6a3e 46 pallOHHBIX U TOPOJCKUX MEIUIIMHCKUX OOBEAMHEHUI
MPEJACTOUT OPTraHU30BaATh MEXKPaHOHHBIE TIEpUHATAIIbHBIC IICHTPBI, KOTOPBIE OyIyT
oOecrieueHbl COBPEMEHHBIM MEAUIIMHCKAM O000pYy/I0BAaHUEM, YKOMIUICKTOBAHBI
KBUTM(PUITUPOBAHHBIMU ~ Kaapamu. [l 3¢ GdeKTHBHOTO WMCHOJB30BaHUS Ha
MPaKTUKE JOCTIKCHUN MEAMIIMHCKOM HayKd TPEAyCMOTPEHO B  CEIIBCKUX
BpadyeOHBIX MyHKTAaX OPTaHU30BaTh COBPEMEHHBIE IMarHOCTHYECKHUE JTabopaTopuun

10 paHHEMY BBISIBJICHUIO W MpeaynpexjacHuto 3adoneBanuid. (I1II.M. Mupsuéen
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2017)[1,2].

1.2. IOBeHWIbHBIH  HMIAMONATHYECKUH  APTPHUT: COBpEeMEeHHbIE

TEPMHUHOJOTHIECCKHUE A K.]IaCCI/I(l)I/IKaIII/IOHHLIe ACIICKThbI.

FOBenunbHbll unuonatuueckuit aptput (FOMA) —apTpur HeycTaHOBJICHHOU
MPUYHHBI, JTUTEIHFHOCTHIO O0Jiee 6 Hell, pa3BUBAIOIIHNIICS y JETEH B BO3pacTe

no 16 5er, mpu UCKIIOYEHUU JPYroM MaTOJOTHMU CYCTaBOB (MO KiIacCHU(PUKALUU
International League of Associations for Rheumatology, ILAR).

ONUIEMHUOJIOTUSI

FOBeHUIBHBIN WAUMONATHYECKUI apTPUT — OJHO M3 Haubojee YacThIX U
CaMbIX WHBAIMJM3UPYIONINX PEBMATUUYECKUX 3a00J€BaHUM, BCTPEUAIOIIMXCS Y
neteit. 3aboneBaemocth FOMA cocrasnsier 2—16 Ha 100 000 nerckoro HaceleHUs
B Bo3pacTte 70 16 net. Pacnipoctpanennocts FOMA B pa3Hbix cTpaHax Kosebiercs
ot 0,05 o 0,6%. Yamie 601€I0T 1EBOYKH.

Knaccuguxayusn

Ilo mesxcoynapoonoit knaccugpuxkayuu ooaesneii (MKB 10) 10BeHUIbHBIN
UIMOMATUYECKU  apTpuUT  OTHOcUTCca K kimaccy MO8,  GoinesHsm,
XapaKTEepU3YIOIIMMCS BOCHAIUTEIbHBIM MPOLIECCOM B cycTaBax. PeBmarosoru
TOBOPSIT O HaubOoJiee paclpOCTpPaHEHHBIX (haKTopax, BIUSIONIMX Ha Pa3BUTHE
MaTOJIOTHH.

B mnactosiiiee Bpemsi oOwmenpuHATON sBisercs kinaccupukauus FOMA
Bcemupnoii nueu  peemamonocuueckux accouyuauuit (ILAR) emopozo
nepecmompa (I0monmon, 2001), B COOTBETCTBUU C KOTOPOM BBIACISAIOT
CJEYyIOIINE BapUaH-

ThI 3200JICBAHMS:

* CUCTEMHBIM FOBEHUJIbHBIA UIMOTIATUYECKAMN apTPUT;
* OJINTOAPTUKYJISIPHBIN FOBEHUJIbHBIA UIUONIATUYECKUN
apTpHT;

° HOJ'II/IapTI/IKy.TISIpHHﬁ FOBCHUJIbHBIN I/I,ZII/IOHaTI/IIIGCKI/Iﬁ
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aptput, PO-HeratuBHbIN;

* OJIMAPTUKYJISIPHBIN IOBEHWIBHBIN WIUOTIATUYECKUAN

aptput, PO-1103UTUBHBIN;

* FOBEHWJIbHBIN IICOPUATUYECKUN APTPUT;

* APTPUT, ACCOLMUPOBAHHBIN C SHTE3UTOM;

* Heu(pdepeHIIMPOBAHHBIA apTPUT (APTPUT, HE OTBEHAIOUIUN KPUTEPHUSIM KaKOM-
au00 KaTeropuu WM OTBEYAIOIIMWA KpuTepusM Oonee YeM JABYX U3
MPE/ICTABJICHHBIX KaTErOpuit).

Hannoe pacnpeznenenne Bcex 0onbHbIX FOPA mo rpynmnam umeer 0oibiinoe
IIPAKTUYECKOE 3HAYEHHE, TaK KaK IMO3BOJIET YK€ HAa PAaHHUX JdTanax pa3BUTHUSA
[IaTOJIOTUYECKOIr0  IIpoliecca  ONPEACNIATh  TAKTUKY  CTAalMOHApHOIO U
aMOyJIaTOPHOTO JIEYEHMs] JeTed ¢ 3TuM 3aboneBaHueM. OJHAKO, yKa3aHHas
Kiaccudukanus gajeka OT CBOEro KOHEYHOrO BapuaHTa W HYXKIAeTcs B
IIOCTOSIHHOM COBEPILIECHCTBOBAHUH.

DTHOJIOTHS ¥ TATOTEHES

FOBeHUIBHBIN MAMONIATUYECKUN apTPUT — MYJIbTU(AKTOPHOE MOJUTEHHOE
3a00JIeBaHUE, MEXaHU3Mbl Pa3BUTHS KOTOPOrO OTJIMYAIOTCS TMPU  Pa3HBIX
BapuaHTax 0OJIC3HHU.

st cucremuoro FOUA (cHOMA) xapakTepHO OTCYTCTBUE CBSI3U C TJIaBHBIM
KoMIiekcoM rucrocoBmectuMocTt kinacca II (MHC 1I). Ilpu npyrux BapuanTax
FONA BBISBISIOTCS YETKHE TEHETUUYECKHWE accoluanuu. [ns Bcel momynsiuu
OOJBHBIX OJIUTOApTUKYISIpHBIM FOUA.

OpHoit M3  akTyaldbHBIX TPOOJEM COBPEMEHHOW  IEIUaTpUYEeCKOU
PEBMATOJIOTUH SIBIISIOTCS XPOHUYECKUE BOCTIAJIUTENbHbIE 3a00JIEBaHUSI CYCTaBOB Y
nerer. Benymass posib cpead HHUX 0 HACTOAIIETO BPEMEHH TNPUHAMICKUT
IOBEHWIbHOMY wuauonarudeckomy aptputy  (KOMA). Beicokas wyacToTa ero
BCTPEYAEMOCTH II0 CPABHEHHUIO C JAPYTMMHU PEBMATUYECKUMHU 3a00JE€BAHUSIMHY,
OTUETJINBAas TEHICHLUMS K paHHEW WHBaJWMIW3alUU, HEPEIKOE BOBJICUCHHE B
MaTOJIOTMYECKUI TporiecC BHYTpeHHUX opraHoB craBiT FOPA B  ocoboe

MOJIOKEHUE cpeau Apyrux Oose3Hed storo mnpoduis. CoBpeMeHHas AeTcKas
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PEBMATOJIOTHSI JIOCTUTJIAa OECCIIOPHBIX YCIEXOB B W3ydeHuW mpodiiembl FOPA,
OJIHAKO B 3TOM CJIO)KHOW M MHOTOTPAHHOW MATOJOTHHU OCTAK TCS AUCKYCCUOHHBIE
U HepelleHHble BOMpockl. K HUM OTHOCATCA: TEPMHUHOJIOTMUECKHE AaCMEKThI,
neduHuAsT  3a00JIeBaHUS, BOMPOCHI  HO30JOTHYECKON  MPUHAIICKHOCTH,
KIIMHUYeckuil nmonmumopgusm nedrora u teuenus FOPA, ero ucxoasl. He cxonst ¢
MOBECTKH  JHS  JUArHOCTUYECKHE  TPOOJIEMBbI,  CBHUJAETEINLCTBYIOIIUE O
HECOBEPIIICHCTBE KPUTECPUEB JMATHOCTUKHA JAHHOTO 3a00JIC€BAaHUS W BCIICICTBUC
ATOro OOJBIION TPOLEHT AUArHOCTUYECKUX OMMOOK. B cuiy atoro mpobiema
FOPA B nocnennee AeCATUIETUE ABISETCS MPEIMETOM CIEIUATBLHOIO 00CYXKACHUS
HaKPYIHBIX MEXKIYHAPOJIHBIX W OTEUECTBEHHBIX (OpyMax, a TaKkKe IIHUPOKO
OCBEIIAeTCs Ha CTPaHUIAX MEIUIMHCKON neuaTh.[4-8,12,45]

Hcrtopus n3yuenns FOVA BeneT CBOM OTCUET C CEPEINUHBI ITPOIUIOTO CTOJIETUS

(M .V.Cornil, 1864 r., M.S.Diamantsberger, 1890).

B 1897 roay anrnuiickuii yueHbrii CTWII onucan CUMITOMATUKY JaHHOTO
3a00JeBaHMs, KOTOpas XapaKTEepU30BaAIIACH BBICOKOM JIUXOPAIKOM,
MHOXECTBEHHBIM  TIOPQXEHHEM CYCTaBOB, yBEJIMYCHHEM mepudepuyeckux
TuM@aTUYECKUX y3JI0B, IEUCHU, CEJIC3EHKU U APYTUX BHYTPECHHUX OPTaHOB.

BriieneHHbI CHMOTOMOKOMIUIEKC J1all aBTOPY OCHOBAHUE YK€ B TE€ TOJBI
BBICKA3aTh MHEHHE, UYTO 3TO 0coOasi 0oJie3Hb JETCKOTO BO3pacTa, HE MMEIoIas
HUYero oOIero ¢ cyctaBHOW (hopMOI peBMaTOMIHOTO apTpuTa y B3pocibiX. C Tex
nop, yuuThiBas 3aciyru CTWiUIa, a TakXKe TO, YTO OMUCAHHOE MM 3a00JieBaHUE
OBLIO IOMUHHMPYIOIIUM B JIETCKOM BO3pacTe, BCE CIydyal PEBMATOUJIHOTO apTpUTa
y JeTeil cTaii Ha3bpIBaThCcsl 0oJie3HbI0 CTUIIA, B CHIIy Yero JaHHBIM TEPMUH Kak
cuHoHuM IOUA nnutenbHOE Bpemsi BCTpeyascs B MEIUIMHCKOM JUTEpaType.
OpHako, CO BpEMEHEM CTaHOBHWJIOCh BCE OoJiee sICHbIM, 4TO Ooisie3Hb CTHiia
ABJISIETCA TOJIBKO OJHHMM W3 BapUaHTOB PEBMATOMJHOIO apTpUTa B JETCKOM
BO3PACTE U YTO 3a MOCJICHHUE JACCATUIIETUS POUCXOINIO CHUKEHHE €€ YaCTOThI, a
TaK)Ke OJJHOBPEMEHHOE HapacTaHHEe CyCTaBHBIX (popm Oosesnu. [15,16]

Hecmotpss Ha pabory Ctwwia, B TEYEHHE eIIe JJIMTEIBHOTO BPEMEHHU

PEBMATOMIHBIM apTPUT Yy B3POCIBIX M JETEd paccMaTpuBajiCs KakK eIuHas
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HO30JIoTHYecKass (opMma, BCTPEUAIOIIAsACA y MAlMEHTOB B Pa3jMUYHbIE MEPHOIbI
*u3HU. OJHAKO, YYUTHIBAs CYIIECTBEHHBIE OTIMYMS KIMHUYECKUX MPOSBICHUM
00JIe3HU B JETCKOM BO3pacTe OT CUMITOMATHKH, MMEIOMIEH MECTO Yy B3POCIBIX
nauuMeHToB ¢ peBMmarougHbiM aptputoM, J.A.Coss u R.H.Boots B 1946 roxmy
NPEIVIOKAIM HOBBI TEPMHH “FOBEHWIbHBIM PEBMATOMAHBIM apTpPUT , MIUPOKO
WCIIOJIb3YEMbIN B HAIIU JHHU.

B cumy »TOoro, corimacHo COBpEMEHHBIM  Bo33peHusiv, OUA
paccMaTpuBaeTcs Kak CaMOCTOsITEIbHAs HO30JI0rMYeckass (popma ¢ HEU3BECTHOM
ATUOJIOTUEW W TATOTCHE30M, HAauMHamascs a0 l6-jmeTtHero Bo3pacta U
XapaKTEPHU3YIOIIAsCs NEPCUCTUPYIOIIUM BOCHAIUTEIBHBIM MPOIIECCOM B CyCTaBax
C JaIbHEWIINM MPEUMYIIECTBEHHO MPOTrPECCUPYIONIUM €ro TEYEHUEM U
SBJISIIOIIASICS.  HEPEIKOWM TMPUYMHOM MHBaIUAU3AIMU U TOTEPU  3PEHUS.
[23,45,64,73]

CormnacHO MeXIyHapoaHbIM KputepusiMm [12,18], Tun Havana OoJe3HH
YCTAHABJIMBACTCSI B TEUCHHE TEPBBIX 6 MeECAIEB U KIACCUPUUUPYETCS Kak
MOJIMAPTUKYJSIPHBIA C MOpaXeHHeM 5 u 0oJyiee CyCTaBOB, MAaylUAPTUKYISIPHBIN
WU OJINTO- apTUKYJISIPHBIM C MopakeHueM 4 W MEHee CYCTaBOB U CHCTEMHas
dopma, mpemycMmaTpuBarolias HapsAy C apTPUTOM HAJIMYME BHECYCTaBHBIX
IIPOSIBJIICHUU.

Ha ocHOBaHMM nHMTEpATYpHBIX NAaHHBIX MEIUATPOB-PEBMATOJIOIOB [6, 7]
cuctemHass ¢opma FOPA B cBOIO ouepenb MOXKET ACOIOTUPOBATH CHUHIPOMOM
Crwa, cunapomoM Buccnepa-®aHKOHM W apTUKYJISIPHBIM  BapHaHTOM €
OT/ICJIbHBIMU BHUCLIEPUTAMH.

H.N.Menuxosa (1991), o0benunsist 3TH pyOpHKH, KiacCUDUIMPYET HAYAIIO
FOPA kak ocTtpoe, Nog0CTpO€ ¥ NMEPBUYHO-XPOHU- YecKoe. Kak CBUIIETENBCTBYET
HAKOIUJICHHBIM BpaueOHbIN ombiT, FOPA Taut B cebe Oosblne AMArHOCTUYECKUE
TpyaHOCTH. Tak MPOIEHT AMarHOCTUYEeCKUX omuOoK mocturaetr 40-50%. B cumy
TOTO Ha MPOTSHKEHUM MHOTUX JIET MpojaoJuKaeTcss paboTa HaJ CO3JaHUEM

AUAIrHOCTHUYCCKHUX KPUTCPUCB JaHHOT'O 3a00JICBaHHs.
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[fToMmuMO cCyCTaBHBIX NOPHU3HAKOB OOJIbIIE BHUMAHUA CTalO0  YIEIATHCA
IKCTPAAPTUKYJISPHBIM MPOSBICHUSIM U TaOOpaTOpHBIM NapaMeTpaM. B HacTosee

BpeMsi HaumOoJiee paclpoCTpaHEHHOM sBJsieTcss MexayHapoiHas Kiaccudukanuys

TOMA [12].

1.3. FOBeHUIBbHBIN HINONATHYCCKUI APTPUT y IeTeil COBPEMEHHbIE

KINHUKO-ANATHOCTHYCCKHUEC ACIICKTbI.

XpOHUYECKHE BOCHAIUTENbHbIE 3a00JICBAaHUS CYCTaBOB pa3BUBAIOTCS B
mo0oM Bo3pacte. Cpeau HHMX HauOoJiee 3HAUYUMBIM SIBIISIETCS FOBEHMJIbHBIN
PEBMATOUIHBIN apTPUT, MPUBOALINN K MHBAIMIU3AIUN B IETCKOM Bo3pacte [EA
Oraesa u coaBt., 2004].

Omuaemuonorus FOUA — FOBeHUIbHBIN HANOMIATUYECKUN apTPUT — OJHO
13 HanboJiee YacThIX U CaMbIX WHBATUIUZUPYIONINX PEBMATHUYECKUX 3a00JIEBAHUIA,
BcTpevaronuxcs y aerei. 3aboneBaemoct FOMA cocraBnsier 2—16 wa 100 000
JIETCKOr0 HaceJeHus B Bo3pacte 110 16 mer.

Pacnpoctpanennocts FOMMA B pasnbix crpanax koseobnercs ot 0,05 mo 0,6%.
Yamie 6oneroT neBouku. CmepTHOCTh — B nipezenax 0,5-1%.
[To pe3ynpTaTtam pa3auyHBIX HCCleA0BaHUM pacrpocTpaHeHHOCTh FOMA B pa3HbIx
ctpaHax cocrtasisier ot 0,05% mo 0,6%, a 3a0oneBaemMocth OT 2 A0 19 ciiydyaeB B
roja Ha 100000 aerckoro Hacenenus [O. b. ITreitm, 2003].
Y  nmompoctkoB FOUA cocraBaser 1164 wna 100000 (O.B.YawiOuna,
N.E.llTax6a3sH, E.C.2Konmo6oBa u coant.,2003; Arvidsoii N.G., Gudbjomsson B.
2003). Yacrora 3abosieBaHMs BapbUPYET B Pa3IMUYHBIX ITHUYECKMX TPYIIax, B
CBS3M C 4YeM B €ro OJTHOJIOTUU TMPEANOJaraeTcs pojb TIeHETHYECKOU
NpeapacnoyioKEeHHOCTH.[4,15,45]

B wactHOCTM nmisi nEeBOYEK C paHHUM J1e0I0OTOM 3a00JieBaHMsI, XapaKTepHa
accormarugs ¢ HLA-2, a Takke ¢ HLADRBI1*08-DQA1*04-DQB1*04

raruiotunamuy, komupyrommmu DR8 u DQ4. T'enernueckue accouuanuu
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noymapTukyisipHoro P@-uerarnsHoro FOMA aHaoruyHbl TaKOBBIM MIPU OJIATOAP-
TUKYJISIPHOM BapHaHTe OOJIE3HHU.

[Ipu nomuaptukynsipaom Pd-nozutuBHoM HOUA ¢ OGosbiioil 4actoToit
BeisiBisitorcst  HLA-DR4  (HLA-DRB1*0401*0404,0408* wmm  *0405), DRI
(DRB1*0101) u DR14 (DRB1*1402) anmnenu; mpu apTpUuTe, aCCOLMUPOBAHHOM C
AHTE3UTOM (IOBEHUJILHOM aHKHUJIO3UpYIOIeM crnoHauinoapTpure), — HLA-B27.
MexaHu3Mbl aKTUBAallMM IMMYHHOI'O OTBETa IIpH pa3- HeIX cyotunax FOMA Ttakxke
otnuyatorcs. ctOMA B HacTosIiee BpeMsi pacCMaTpUBaIOT B OOJIbIICH CTENEHU He
KaK ayTOMM- MYHHOE, a KaK ayTOBOCHAJIMTENIbHOE 3abosieBaHue. B pa3Butumn
clOA Benymyr poib UWIrpacT aKTUBALMSA BPOKICHHOIO WMMYHHTETA;
sbdexTopHbIe KIETKM — Makpodaru U Heill- Tpouiibl, ayTOaHTUTENAa — HE
BBISIBISIIOTCS. TakWe BHECYCTaBHbBIE MpPOSIBJICHUS, KaK JIMXOPAJKa, CblIlb,
TPOMOOLINTO3, aHEMHSI, OCTEONOPO3, a TaKKe CUHTE3 ocTpodazoBbix OenkoB (CPb
U aMWIONJa), NpU CUCTEMHOM apTPUTE CBS3bIBAIOT C TUIEPHPOAYKLUEH
untepnerikuHoB (MJI) 6 u 1. Ilpu npyrux Bapuantax FOHA aktuBupyercs
NpUOOPETEHHBI HUMMYHUTET; dS(dekropHpiMu KieTkamu siBisitoress T u B
JUM(OLUTHI.

Benyutyto ponb B pa3BUTHM KIMHUYECKUX cumnTomMoB npu FOUA 6e3
CUCTEMHBIX TPOSBICHUN (CHHOBHUTA, JACCTPYKIIMH XPSIIEBOW M KOCTHOW TKaHM)
urpaet (axktop Hekpo3a onyxo- i (PHO) u cuHTE3 ayTOaHTUTEIL.

AyToaHTHTeNa HAanOOJEe YacTO BBISBISIOT IPHU ouroapTukyisipuom FOMA
(anTunykseapueiii akrop, AH®) u nommaptukynspaom Pd-noszutusHom FOUA
(P® xnacca IgM, anTuTena K IMUKIMYECKOMY MUTPYUIMHOBOMY MENTHIY): 9TO
CBUJETENBCTBYET O TOM, YTO aKTHUBALUsA T'yMOPaJIbHOTO MMMYHHUTETA SIBIISIETCS
LEHTPAJIbHBIM 3BEHOM B MAaTOr€He3€ 3THX BapuaHTOB 3abosieBanus. [Ipu aprpure,
aCCOLIMMPOBAHHOM C DJHTE3UTOM, W IICOPUATHYECKOM apTPUTE MPOAYKLMS
ayTOAHTUTEJ HE BbIpakeHa, HO HalOmonmaercss cuibHas accouuanus ¢ HLA. B
naroreHe3e Bcex BapuaHToB [OMA 1neHTpanpHyl0 poJib HUIpaeT aKTUBALUSA

I/IMMYHHOI;'I CHCTCMBI, MMPpOAYKIHA IIPpOBOC- IMaJIUTCIBbHBIX OUTOKHHOB
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aKTUBHPOBaHHBIMU T uMdonuTa- MU 1 MakpodaraMmu U pa3BUTHE XPOHUIECKOTO
BOCITAJICHHUSI.

FOBeHWIBHBIM HMAMOMATUYECKUN APTPUT XapPaKTEPU3YETCS XPOHHUYECKUM
HETHOMHBIM BOCHAJICHUEM CHHOBHAIBHBIX o00o0siouek. I[lpu MuKpockonuu B
MOPAKEHHBIX CHHOBUANBHBIX TKaHSAX OOHApYXUBAIOTCS OTEK, TUIEpEMHUS U
uHUIbTpanus JUMQPOIUTAMU M IJIa3MAaTHUYECKUMU KJIETKaMu, Tpoiudepanus
KpPOIOIINX CHHOBHOIIMTOB, HEOAHTMOMATO3. [lOBBI IIEHHAsI CEKpEIusi CyCTaBHOM
KUJKOCTU MPUBOJUT K 0Opa30BaHUIO BHYTPUCYCTABHOTO BBINOTA. BhINsunMBaHus
YTOJIIEHHOW CHHOBUAJIBLHON 000JI0UKM 00pa3yloT BOPCHHBI, KOTOPHIE BHICTYHAIOT
B MOJIOCTh CYCTaBa; TUIEPIIa3MpOBAaHHAs CHHOBHAJIbHAs obOojouka mpu FOMA
pacrpocTpaHsieTcsl MO0 MOBEPXHOCTH CYCTAaBHOIO Xpslla U C HUM CIauBaeTCs.
OO6pa3zyeTcs ma”HHycC.

ITo Mepe mporpeccrpoBaHUsl CHHOBUTA PAa3BUBAETCS 3PO3Hs], U MTOCTEIIEHHO
pa3pyluaercsi CyCTaBHOM Xpslll, a BIOCIEACTBUM M KOCTHas TKaHb. JlecTpykuus
CYCTaBHBIX CTPYKTyp 4Yallle pa3BUBACTCS y JETE C TOJOXKUTEIBHOU MO
peBmaTonaHoMy (daktopy dopmoii FOMA u clOUA. Ilpouecc nectpykuuu
CYCTaBHBIX CTPYKTYP MOXET MPUBECTU K IPO3UM KOCTHOM TKAHU HA CYOXOHApalib-
HOM YPOBHE, CYXEHHIO CYCTAaBHOIO IMPOCTPAHCTBA (32 CUET MOTEPU CYCTABHOTO
Xpsiia), pa3pyluieHUuI0 U CPacTaHUI0 KOCTeH, nedopmarusmM, MOABBIBUXAM WA
AHKUJI03Y CYCTaBOB. MOr'yT BOBHUKHYTh TEHOCUHOBUT U MUO3UT. B 30Hax kocrei,
NPUWIETAIOIMX K TIOPaXEHHBIM CyCTaBaM, MOTYT OTMEYaTbCsl OCTEONOPO3,
MEPUOCTUT, YCKOPEHHBIH POCT SMUPHU30B U MPEKIECBPEMEHHOE HCUYE3HOBEHUE
snuduzapHoro xpsma. Mopdomaornueckum cyOcTpaToM OOJBIIMHCTBA KIWHU-
YECKUX TMPOSIBICHUNA apTpUTa, aCCOUMHUPOBAHHOTO C DHTE3UTOM, CIY>KUT
BOCMAJIUTENbHBIA  (DUOPO3UPYIOIIUM TPOIECC C TMEPBUYHOM JIOKalu3aluend B
CYXOXHUJIbHO-CBSI30YHBIX CTPYKTYpax, MeCcTaX WX NPHUKPEIJIEHUS K KOCTH,
(GbuOPO3HON YaCTH MEKITO3BOHOYHBIX JMCKOB, CHHOBHAIHHOU 00OJIOUKE CyCTaBOB
C TeHJEHIIUEH K TUMGOUTHON MHPUIBTPAIIUU U TUTIEPIUIa3UH.

B miieocakpanbHBIX COWJIEHEHUSX 00paszyercsi CyOXOHIpasibHAsI TPaHYJISIIMOHHAS

TKaHb, Xpsll 3ameniaeTcsi GuOPO3HOM, a 3aTeM U KOCTHOM TKaHbIo, (hopMuUpyercs
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ankuio3. Ilpm mcopuatmdeckom apTpuTe MOP(GOJIOTHYECKHE W3MECHEHHUS B
CHHOBHAJILHON 000JI0UKE TPECTABISIOT COO0N XPOHUUECKUN CHHOBHT, TTOI0OHBIIHI
takoBoMy npu FOUA, HO ¢ ompeneneHHbIMU ocoOeHHOCTSIMHU. K HUM OTHOCSTCSA
COCYIUCTBIC HApPYIICHUS, BBIPAKECHHOE (HOPMHUPOBAHKE BHOBb 00pa3yeMbIX
KOJUIAr€HOBBIX BOJIOKOH B CyOCHMHOBHAJIBHOM TKaHM, YTO KJIMHUYECKHU
MPOSIBIISIETCS.  CKJIIOHHOCTbIO K  pa3BUTUIO  (UOPO3HBIX KOHTpakTyp. llpu
MICOPUATUUECKOM apTPUTE TakKe OTMedaeTcs (GopMupoBaHWE MaHHyca, HO B
MEHbIIEN cTeneny, yeM rnpu FONA.

BripaxkeHHOCTh  MOP(OJIOTMYECKUX H3MEHEHUH TIpU INCOPHUATHYECKOM
IpOLIECCE€ 3aBU- CHUT OT JIOKAJIM3alUHd CYCTABHOTO MpOLECcca M JUIMTENbHOCTU
0one3nu. Yem Oosiee BBIpAKEH CHUHOBHUT, T€M MOPGOJIOTHYECKH OH B OOJIbIIEH
creneHu orimyaercs otT FOUA.

HcxoioM onuvcaHHBIX U3MEHEHHU MOXKET OBbITh (PMOPO3HBIN , @ 3aT€M M KOCTHBIN
aHKWJIO3.
OnuzoapmuKynapHulil 106eHUNbHBLI UOUONAMUYECKUTL apMPUM

XapakTepucTUKa MOHATHS APTPUT ¢ mopaxkeHuem oT 1 1o 4 cyctaBoB B
TE€UEHUE MEPBBIX 6 Mec 0oJie3HU. BrienstoT 2 BapuaHTa:

* MEPCUCTUPYIOIINI OJIUTOAPTPUT — MOpakeHUEe 1—4 CycTaBOB B TE€UEHHE BCEW
0oJIe3HMU;

* PacIpOCTPAHUBIIUNCS OJUTOAPTPUT — MOPAXKEHUe S5 U O6oJiee CycTaBoB Mocie 6
Mec OosiesHu. Jluarnos omuroaptuxyispaoro FOMA He mMoxeT ObITh YCTaHOBIIEH
MIPU HAJIUYUU:

e ricopuasa (B T. 4. B aHAMHeE3€) Yy MallMeHTa WM €ro POJACTBEHHUKOB IEpPBOM
JIMHUY POJCTBA (POIUTENH, CUOCHI);

 apTpuTa, accouurpoBaHHoro ¢ HLA-B27 antureHomMm, y MajlibuMKOB B BO3pacTe
crapiie 6 JeT;

Honuapmukynapusiii  106eHUIbHBLI UOUORAMUYECKUT apmpum, pgh-
He2amueHblLl

Xapakrepuctuka nousatust [lonuaptuxynspasii FOUA P®-HeratuBHbId —

apTPUT C MOPAXKEHUEM S5 CyCTaBOB B T€UEHHUE MepBbIX 6 Mec 0ose3Hu, TecT Ha PO
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— oTpuuarensHblil. Jluarno3 nosmaptukyisipHoro FOMA P®-HeraTuBHOrO He
MOKET OBITh YCTAHOBJICH TPU HAJTUIHH:

* nicopuasa (B T. 4. B aHaMHe3€) y TMalMEeHTa WJIM €ro POJICTBEHHUKOB IEPBOM
JVMHUH POJCTBA (POIUTENH, CHOCHI);

» apTpuTa, accouuupoBaHHoro ¢ HLA-B27, y manpuukoB B BO3pacTe crapiie 6
JIET;

* AHKWJIO3MPYIOLIETO CHOHAWIWTA; apTPUTA, ACCOLMUPOBAHHOIO C DJHTE3UTOM;
CaKpOWJIEUTa B COYETAHWU C BOCHAIUTEIBHBIMH 3a00JICBAaHUSIMU KHIICUHUKA,;
CHUHJIIpO- Ma PeilTepa; oCTpOro NnepeaHero yBeuTa Wi OJHOTO U3 NEPEUNCICHHBIX
3a00JIeBaHUH y POJACTBEHHUKOB IE€pP- BOW JIMHUU POJICTBA;

* nnostioxuTenbHOro P® kiacca IgM MunumyMm B 2 npobax, B3SATHIX ¢ HHTEPBAIOM
HE MeHee 3 Mec;

* cucteMHoro FOMA y nanuenra.

HonuapmuKynapHulii 106eHUTbHBLI UOUORAMUYECKUL apmpum, Dg-
nO3UmMueHbLU
XapakTepucTuKa MOHATHS APTPUT C MOPAKEHUEM 5 WK 00Jiee CYyCTaBOB B

TE€YEHUE MePBbIX 6 Mec 0o0Jie3HH; TeCT Ha PO — moJI0KUTENbHBIN B ABYX CIy4dasix
B TeueHue 3 Mec. Jluaruo3 nomuaptukyisipaoro FOMA PO-11o3UTUBHOTO HE MOKET
OBITH YCTAHOBJICH MPU HAIUYHUU:

e ricopuasa (B T. 4. B aHAMHE3€) y Mal[Me€HTa WIK €ro POJICTBEHHUKOB IEPBOM
JIMHUU POACTBA (POAUTENN, CUOCHI);

 apTpuTa, accouurupoBaHHoro ¢ HLA-B27 anTtureHoMm, y MajlbuMKOB B BO3pacTe
crapiie 6 JeT;

* AHKWIO3UPYIOLIETO0 CHOHAWIINTA; apTPUTA, ACCOLMUPOBAHHOTIO C JHTE3UTOM;
CaKpOWJIEUTa B COYETAaHWU C BOCHAIUTEIbHBIMU 3a00JI€BAaHUSIMU KHUIIECYHHUKA;
cunapoma Peiftepa; ocTporo nmepenHero yBeuTa Wi OJTHOTO U3 ITHX 3a00JICeBaHHIMA
Yy POJICTBEHHUKOB NIEPBOI JINHUU POJICTBA;

e cuctemuoro IONA vy nanuenra.
y
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Cucmemmnbulil W8EHUIbHBLI UOUONAMUYECKUTL APMPUM

XapakTepucTuka TOHSATHUS  ApPTpUT oOgHOrO u  Oojiee  CyCTaBOB,
COTIPOBOKIAOIIUICS WIH C MPEIIIECTBYIONIEH TOKYMEHTUPOBAHHOM IEpeMexKaro-
HIeiCs TMXOPAAKON MPOIOJKUTEIBHOCTBIO HE MEHEE 3 THEW B TEUEHHE MUHUMYM
2 Hell B COYETaHUH C OAHUM WK 00Jiee HUKENEPEUUCIEHHBIMU TPU3HAKAMMU:
* KpaTKOBpPEMEHHas (JIeTy4dasi) SpuTeMaTO3Hasl Chlllb;
* reHepaan3oBaHHas TUMpaIeHONATHS;
* rernaToOMeraus W/Wiu CIUICHOMETalus; * Cepo3uT (MEepUKapIUT, U/ WIH TIIEBPUT,
u/uny neputoHuT). Jlnarno3 ctOMA He MOXkeT ObITh YCTAHOBIIEH MTPU HATUYHUU:
* ricopyasa (B T. 4. B aHaMHE3€) y NAlMEHTa WU €ro POJICTBEHHUKOB IMEPBOU
JIMHUY POCTBA (POAUTENN, CUOCHI);
 apTpuTa, accounurpoBaHHoro ¢ HLA-B27 anTtureHoMm, y MallbulKOB B BO3pacTe
crapiie 6 JeT;
* AHKWJIO3HMPYIOLIETO CHOHAWINTA; apTPUTA, ACCOLMUPOBAHHOIO C SHTE3UTOM;
CaKpOWJIEUTa B COYETAHWU C BOCHAIUTEIBHBIMH 3a00JICBAaHUSIMU KHIIEYHUKA;
cuHapoma PeiiTepa; ocTporo mepeaHero yBeuTa WM OJTHOTO M3 3THX 3a00JICBaHMMA
y POACTBEHHUKOB IEPBOM JIMHUU POJACTBA;
* nonoxurensHoro P® kmacca IgM muHMMYyM B JByX mpoOax, B3SATBIX C
WHTEpPBAJIOM HE MEeHee 3 Mec.
K HacrosmeMy BpeMeHU AOCTATOYHO AETATIbHO M3YYEHBI PsAJ BOIPOCOB KIMHUKHU
IOBEHWIBHBIX apTPUTOB, MOIUMOP(U3M HMX TEUYCHHS, OTACIbHBIC MEXaHU3MBbI
MMMYHONATOT€HE3a, «TPUITEPHAs» POJb MHPEKUUOHHBIX (PAKTOPOB B pPa3BUTUU
XPOHUYECKOM TMAaTOJIOTMM CycTaBoB y jereil. OnHAKO B TMOCIEAHHE TOIbI
CKJIQJIbIBAIOTCS HOBBIE MPEJICTABICHUS O HEKOTOPBIX acleKTaX 3THOIMATOreHe3a
IOBEHWJIbHBIX apTPUTOB, MEHSIOTCS MOJIXOJ]bl K HA3HAUYCHHUIO MaTOTCHETUYECKOU
Tepamnuu, MPUOPUTETHI B BBHIOOPE CPENCTB ATHOTPOMHOTO JICYCHHS B JETCKOM
Bo3pacte. Bce 310 0oOycnaBiauBaeT HEOOXOIMMOCTb C COBPEMEHHBIX MO3HMIIMN
nepecMaTpuBaTh TMPUHIUINBI  KIMHUYECKOW W Ja0OpaTOpHON JAMArHOCTHKH,

pallMOHAJIBHOM IaTOT€HETUYECKOM W ATHOTPONHOW TEpanuy, MOHUTOPHUHIA
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KIIMHAYECKUX M JIA0OPAaTOPHBIX MOKA3aTeNel C IETbI0 JOCTIKCHHUS] PEMUCCUU U
MIPEIOTBpAITCHUST HEOIArOMPUIATHOTO MMPOTHO3a 3a00JICBaHNA.
N3yyeHue 5STUONATOTEHETUYECKOW 3HAYUMOCTH HWH(EKIMOHHBIX AareHTOB B
Pa3BUTUU U T€YECHUU, OCOOCHHOCTEN KIMHUKH U JICYEHUS IPYTUX HO30JOTMUYECKUX
GbopM IOBEHUJIBHBIX APTPUTOB, ACCOIMUPOBAHHBIX C MH(MEKIUEH, BO3MOXKHO Ha
pUMEpPE PEaKTUBHBIX apTPUTOB.
Crnenyer oTMETUTD, UTO Hanbosiee xapaktepHbie opmbl FOPA coctaBmsitor MeHee
MOJIOBUHBI BCETO KOHTHUHTE€HTA OOJbHBIX IOBEHWIBHBIM PEBMATOUIHBIM apTPUTOM,
TaK KakK CyIIECTBYIOT U MeHee BbIpaxkeHHbIE (hopMbl. K TaKMM MOJIEHO OTHECTH
BAPUAHT CHUCTEMHON (POpMBI, MpPU KOTOPOM HE MPOUCXOIUT TpaHCcHopMaIuu
mpoliiecca B MOJMHAPTPUT U PELUIUBUPOBAHUS O0JIE3HU Ha BCEM €€ MPOTSIKEHUH,
T.€. MHOTHE T0/ibl 3a00JICBAHUE TMPOTEKAET IMO-TUIYy PEBMATOUIHOTO BACKYJIWTa
[47; 50]. HexoTtopwsie aBTOpHI TOJIAralOT, YTO «CYOKIMHHYECKW» TEKYIIUN
MMMYHOIIATOJIOTUUECKUA  TPOLECC pa3BUBAETCA  3aJ0JIT0 0  MOSABJICHUS
KJIMHUYECKH OYCBHIHBIX IPU3HAKOB apTpuTa [52; 54; 63; 84; 87].
OuyeBHIHA aKTYaJIbHOCTh KOMIUIEKCHOTO MOAXOJa B OINPEAECICHUU TPy pUCKa
NpU  JUCIAHCEPHOM HAOMIOJEHUM JETeH  CTpajalollnuX pPEeBMaTUYECKUMU
3a00JIeBaHUSIMU C MCTOJIb30BaHUEM KIMHUKO-WHCTPYMEHTAIBHBIX, 1a00paTOPHBIX
U HMMYHOJIOTUYECKHUX HcclieoBaHuil. OAHAKO MEXaHU3Mbl CTAHOBJICHUS
ayTOUMMYHHOTO TatoreHe3a KOA N10BOJIBHO CJI0KHBI U JIO KOHIIA HE PACKPBITHI.
BonbIIMHCTBO aBTOPOB MPU3HAIOT BEAYIIYIO pojib B naroreHese KOA renetuuecku
JIETEPMUHUPOBAHHBIN  qUCOaIaHC KJIETOYHOrO 3BE€HA MMMYHHOW CHUCTEMBI,
yactHOCTH, CD4+-, Thl-numdormror, MoHOIIMTOB (MakpodaroB) ceKpeTUPYEMbIX
UMHU TpO- M MPOTHBOBOCHAINTEIBHBIX HUTOKHHOB [10; 25; 26; 67]. Pa3urme
3a00JieBaHUsl CBS3BIBAIOT C ayToaHTUTeNaMu K IgG M, BO3MOXXHOCTBIO €ro
OTIOCPEIOBaHMSI MMMYHHBIMH KOMIUICEKCAMHU C TIPUBJICUEHUEM MOJUMOP(PHO-
SICPHBIX JIEUKOUTOB [23; 36].

Bompoc 0 cooTHOIIEHUH U pOJIU Pa3InYHbIX 3B€HhEB UMMYHOKOMITJIEKCHOTO

BocrnasieHus B naroreHeze FOPA ocTtaeTcs TUCKYyCCUOHHBIM.
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N3BecTHO, 4TO mpU PEBMATOUJIHOM apTpute U, B ToM uwucie npu FOPA, wame
BCETO OTMEYAIOTCSl COYETAHHBIE W T€HETUYECKHU-OOYCJIOBJIICHHBIE HAPYILICHHS B
OCHOBHBIX 3BEHBSIX CHEIUPUIECKOr0o UMMYyHHUTEeTa [25; 26].

Anturenst HLA-B27 B guarHoctuke apTponaTHil.

Anturen HLA-B27 5TO €IMHCTBEHHBI aHTUI€H, KOTOPBIA WUrpaeT pojib B
muddepeHnanbHOl TUarHOCTUKE ayTOMMMYHHBIX OoJie3Heil. Ero BBISBIAIOT y
90% OenbIx OOJBLHBIX AHKUJIO3UPYIONTUM CIIOHIMIIMTOM U CHHApOMOM Petitepa . Y
3I0pOBBIX MpeacTaBuTenein 3toi packl antureH HLA-B27 BcTtpeuaeTcs Bcero B
8% cnyyaeB. Anturen HLA-B27 u4acto o00HapyXuBalOT NpU IOBEHUIBHOM
PEBMATOUIHOM apTpure, MICOPUATUYECKOM apTpure, XPOHUUYECKUX
BOCIIAJIMTENIbHBIX 3a00JI€BAaHUSAX KHUIICUHHKA, MPOTEKAIOIUX C CAKPOUJIEUTOM U
CIOHAWINTOM , YBEUTE M PEAKTUBHOM apTpUTE , BbI3BaHHOM Yersinia spp. ,
Chlamydia spp. , Salmonella spp. , Shigella spp.

Omnpenenenue anturena HLA-B27 npoBOJAT B CIEAYIOMMX CIydasx:

- MpU HEOOXOJMMOCTH HUCKIIOUYWUTHh AHKWJIO3HPYIOIIUMN CHOHJIWIUT Yy OOJBHOTO,
POJICTBEHHHKH KOTOPOT'O CTPAJAIOT 3TUM 3a00JIEBaHHUEM;

- st qudpepeHnnanbHON TUMarHOCTUKK HENoJHOW (opmbl cuHapoma Pelitepa
(6e3 ypeTpuTa UM yBeuTa ) C TOHOKOKKOBBIM apTPUTOM ;

- VIS nuddepeHanTbHON IUAaTHOCTUKU CHUHJIpOMa Peiitepa,
COTIPOBOK/IAFOIIETOCS TSHKEJIBIM apTPUTOM, C PEBMATOUIHBIM apTPUTOM,

- ipu o0cne0BaHUM OOJIBHBIX IOBEHWJIHBHBIM PEBMATOUIHBIM aAPTPUTOM.

Ecnu anturen HLA-B27 He oOHapyXeH, AaHKWIO3UPYIOIIMNA CHOHAWIUT U
cuHApoM PeliTepa MajgoBEpOSATHBI, XOTS MOJHOCTHIO UCKIIIOUUTh 3TH 3a00JIEBAHMS
B TAKOM CJIy4ae HEJIb3l.

[Iponykr rena HLA-B27 - anturen HLA-B27 - otHOCuTCS K MoOJekynam
TJIABHOT'O KOMITJIEKCA THCTOCOBMECTHUMOCTH TiepBoro kiaacca, MHC-1 (MHC-major
histocompatibility complex), KOTOpble y4acTBYIOT B MPEICTABICHUU TMENTHUTHBIX
aQHTUTEHOB JIJIs1 UX pacno3HaBaHus T-muMdonuTamu.

OT0 BaxHO I (HOPMUPOBAHMS WMMYHHOTO OTBETAa Ha UYKEPOIHBIC

anturenbl. Habop HLA anTureHoB yHukaneH 1 kaxaoro yenoeka. I'east MHC
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I kmacca pacnonoxkensl B Tpex jJokycax (A, B u C) Ha kKopoTkoM ruiede 6-0ii
XPOMOCOMBI M OTJIMYAIOTCS BBICOKOW CTETIEHBIO MOJUMOpGHU3Ma. Y CTaHOBJICHO,
YTO T€HETHYECKUE BapHallM¥ WHIWBUIYAIbHOTO HAOOpa 3TUX aHTUTE€HOB CBS3aHbBI
C pa3HOM BOCIIPUUMYHMBOCTBIO K PA3IMYHBIM 3a00JIEBAHUSM.

Hns rena HLA-B wu3BectHo 136 amienbHbIX BapuaHTOB. Yacrtora
BcTpeuaemoct ayutenst 27 nokyca B (HLA-B27) Bappupyer B 3aBUCHMOCTH OT
reorpa)i4ecKOr0 PEerHOHA W 3THUYECKOW TPYMIBI, Pa3IUYalOT TAKKE CYOTHIIBI
HLA-B27.

Cpenu eporneines HLA-B27 Bctpeuaercs B cpeaaem B 7-10% nomymnsamumu.
B TO e BpeMsl yCTaHOBJIEHO, YTO €r0 BCTPEUYAEMOCTh 3HAYUTEIBHO BBILIE CPEIU
OOJBHBIX HEKOTOPHIMU 3a0oisieBanusiMU. B 1973 romy Oblna ycTaHOBIIEHA CBSI3b
reHa HLA-B27 ¢ ankuno3upyromum crionauinutom. Hammune HLA-B27 npu 3ToM
3a0oieBaHuU BbIABIsSIETCS mout y 90% manueHToB. BeposTHOCTH pa3BUTHS
CIIOHAWJIOAPTPONIATUN Y YEJIOBEKA, KOTOPBIM sBisieTca HocutenemM HLA-B27, B
JIECATKHY pa3 BBIIIE, YEM Y YeJIOBeKa 0e3 JaHHOTO T'eHa (PUCK Pa3BUTHUS Y 3I0POBBIX
a1, mostokuTenbHBIX 10 HLA-B27, cocTaBnser okoio 2%).

B Hactosimiee BpeMs yCTaHOBIJIEHA CBSI3b OJTOMO T'€HA U C JPYTUMU
3a00JI€BaHUSIMU. Antured HLA-B27 BwisiBasercs y OOJBIIMHCTBA JIHII,
3a00JICBIIMX CEPOHETaTUBHBIMU CIOHUJIOAPTPONATUSAMH. ITO Pa3HOPOIHAS
rpy1ina 3a00J1eBaHui, B KOTOPYIO BXOJIAT: aHKWJIO3UPYIOMINI CIOHIUIUT (00JIe3Hb
bexrtepeBa), mcopuaTH4ecKuil apTpUT, PEAKTUBHBIA apTpuT, cuHApoM Peiitepa,
apTPUT TIPU BOCHAIUTEIIBHBIX 3a00JICBAHUAX KHUIICYHUKA, PEUUIUBUPYIOIINI
YBEUT, FOBEHUJIbHBIM PEBMATOUIHBINA APTPUT. B KIIMHUYECKON CUMIITOMATUKE BCEX
TUX 3a00J€BaHUN OTMEYAeTCS apTPUT MEepUPEPUIECKUX CYCTAaBOB U CYCTaBOB
OCEBOT0 CKeJieTa, KpOME TOro, MpU ITHX 3a00JieBaHUSAX OOBIYHO HE HAXOMIST
peBMATOUAHBIN (akTop W Apyrue ayroantutena. MmenHno mocnemnuii heHoMeH
MO3BOJIIET Ha3BaTh MX «CEPOHEraTUBHBIMKM». COBOKYIHAas BCTPEYAEMOCTh 3THX
3a00JIeBaHUM B MOMYJISIIUA COCTaBIsAeT 0K0J0 0,5%, 4TO MO3BOJISIET OTHECTH UX K

9acTO BCTPCUAOIIMUMCA aYyTOUMMYHHBIM 3a00JICBaHMSIM.
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Pons  monexkynst  HLA-B27 B maToreHe3e  CEpOHEraTUBHBIX
CHOHJIMJIOAPTPONATHI  OKOHYaTEIbHO HE ycTaHoBiieHAa. Cpenu  Trumores
oOCyXJaeTrcss poJib aAPXUTEKTOHUKU OTOM  MOJIEKYJbl - OCOOEHHOCTEH
KOH(GOPMAIIMOHHON YKJIAaAKu TspKenbix 1eneit monexkyn HLA-B27, Bo3mosxHas
pOJIb MOJIEKYJISIPHOM «MHUMHUKPUW» YYKEPOIAHBIX AHTUTE€HOB, MPE3CHTUPYEMBIX
HLA-B27 (psaa 6akTepuii :KenyI09YHO-KUIIIEYHOTO WIIM YPOT€HUTAILHOI'O TPAKTA)
U COOCTBEHHBIX AHTUI€HOB. B YacTHOCTHM, B KaueCTBE COOTBETCTBYIOIIHUX
nHpexkuroHHelx Tpurrepop HLA-B27-3aBUCMMBIX  pEakTUBHBIX  apTPUTOB,
noarsepxkaaercs poiab Salmonella, Shigella, Yersinia.

KimHnueckoe Mmojo3peHre Ha CEpOHEraTUBHBIE CHOHAWIOAPTPONATHU Yy
JeTel M B3pOCIBbIX TPeOyeT UMMYHOT€HETUYECKOTO MCCIEA0BaHUs HAJIUYUs TeHa
HLA B27. DT1OoT Tect He SBISIETCS ONPEACTAIONIAM HCCIEIOBAHUEM, KOTOPOE
MO3BOJIIET TOYHO MOCTABUTh JAMATHO3, JIMOO UCKIHOUUTH ero. OIHaKo, yYUThIBas
HU3KYI0 4acToTy BcTrpeuaemoctd HLA-B27 B eBpomnelckod MNOMyJSILUH, €ro
BBIBJICHUE Yy  MAllM€HTa NpU  HAJIUYUU  KIMHUYECKUX  IPOSIBJICHUH,
COOTBETCTBYIOILIMX 3TOM TIpyHIe pPEeBMATHUYECKUX 3a00JIeBaHUN, 3HAYUTEIIBHO
YBEIMYHMBAET BEPOSITHOCTh JAHHOTO IUArHO3a.

Crnenyer 3amMeTUTh, UTO B OTJIMYME OT KOJMYECTBEHHBIX M Ka4€CTBEHHBIX
NOKa3aTesiel MMMYHHOIO CTaryca, B ONPEIEICHHOW CTENEHW H3YyYEHHBIX IPU
IOPA, B cOBpeMEHHON Hay4YyHOM JHTEpPAType HEAOCTATOYHO CBEICHUH O
GyHKIMOHATBLHOM aKTUBHOCTH HEHUTPO(DUIBHBIX JEHKOIIMTOB KPOBU NPU JAHHOM
3a0oeBaHuU. Mexay TeM, 1e1eco00pa3HOCTh MCCIEA0BAHMS HEUTPO(DUIOB npu
FOPA o0ycnoBieHa TeM, 4TO MOKa3aTelnd (PYHKIIMOHAIBHOTO COCTOSHUSL 3THX
KJIETOK XapaKTEPU3YIOT AKTUBHOCTH MATOJIOTMYECKOI0 MpOIEcca U OTPAKAOT €ro
TUHAMUKY [25; 26; 30].

Hmmynnwtit omeem npu FOUA y oemeii.

MexaHu3Mbl aKTUBAIlMK UMMYHHOTO OTBETa MpHU pa3Hbix cyotmmax FOMA
takke oriauyarorcs. clOMA B HacTosiiee Bpemsi pacCMaTpuBalOT B OoJbliei
CTETICHH HE KaK ayTOMM- MYHHOE€, a Kak ayTOBOCHAaJIMTEIbHOE 3aboseBaHue. B

pa3Bu- tuu clOMA BenyIiyto posib UTpaeT aKTUBALIMS BPOKJIEHHOTO UMMYHUTETA;
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3¢ deKkTopHble KIETKM — Makpodarn U HEUTpopuUiIbl, ayTOaHTHUTENa — HE
BBISIBIISIFOTCSL.

[lepBuuHbBI aHTUT€H HE W3BECTEH. UyKEpPOAHBIM aHTUIEH IOIIOLIAETCS U
nepepabaTbiBaeTCsl  AHTUTCHIPE3CHTUPYIOMIMMU  KIETKaMu  (JIEHIPUTHBIMH,
Makpodaramu, B numdonnramu u ap.), KOTOpbIe, B CBOIO OYEPE/lb, PE3CHTUPYIOT
ero (wmm wuHpopmarmo o HeMm) T nmumdonutaMm. B3aumoneicTBue
aHTUreHnpe3eHTupyomen kinetku ¢ CD4+ aumdounutamu CTUMYIUPYET CHUHTE3
UMM COOTBETCTBYIOITUX MUTOKWHOB. UHTEp neiikun (MJI) 2, BeipabaThiBaronuiics
npu aktuBauud Thl, B3aummonelictByer co cneuuduueckumu WMJI 2 peuen-
TOPAaMH, YTO BBI3BIBAET KJIOHAJIBHYIO 3KCHAHCUIO T JTUM(OUUTOB U CTUMYJIUPYET
poct B numdonutos. Ilocnennee nmpuBoauT K maccupoBaHHOMY cuHTedy IgG
I1a3MaTUYECKUMH KJIETKaMH, MOBBIIIAET AKTUBHOCTh €CTECTBEHHBIX KHJIJIEPOB
(NK) u aktuBupyer makpodaru. WJI 4, cunresupyromwmiics Th2 knerkamu,
BbI3bIBACT AKTUBALMI0O TyMOPAJbHOTO 3BEHAa HMMMYHHUTETa (MPOSIBIIAETCA
BO3pACTAIOIIMM CHUHTE30M aHTUTEN), CTUMYJSIMIO S03MHO(UIOB M TYYHBIX
KJIIETOK, a TaK)X€ Pa3BUTUE aJUIepruyeckux peakuuiu. [latonormueckunii mpouecc
npu HKOA HaumHaeTcss B CHHOBHAJIbHOM OOOJIOYKE CyCTaBa C HapyLIEHUs
MUKPOLMPKYJISIIUM U TOPAXEHUS KJIETOK, BBICTWIAOIMIMX CHHOBHAIBHYIO MEM
Opany. B otBeT Ha 3TO B Oopranusme OosbHOro oOpasyrorcs u3MeHeHHble 1gG,
KOTOpbIE BOCHPHUHUMAIOTCS COOCTBEHHOM HWMMYHHOM CHCTEMOW Kak ayTo-
aHTUTeHbl. IMMyHOKOMIIETEHTHBIE KJIETKH, B TOM YUCJE IUIa3MaTHYECKUE KIIETKU
CUHOBHAJIBHOM 000JIOUKH CyCTaBa, B OTBET BhIpa0aThIBAIOT aHTUTENa — aHTH 1gG.
DOTU aHTUTENa, Ha3BaHHble peBMartouAHbIM (akTopom (PD), B mpucyrcrBum
KOMIJIEMEHTAa  B3aHUMOJEHCTBYIOT C  ayTOAHTHUI€HOM, W  IPOUCXOJUT
(dbopMHUpOBaHUE IMMYHHBIX KOMILIEKCOB. [6,14,37]

[upkynupyromuye HMMYHHBbIE KOMIUIEKCHI OKa3bIBAIOT IOBPEXAAOLIEE
BO3JICMCTBHE, KAK HA DHJIOTEIMH COCYIOB, TaK M Ha OKpY)Karmouue TKaHu. B
NEPBYIO OYEpEelb CTPaJaeT CUHOBHANIbHAsA 000J0YKa CycTaBa, B pe3yJbTaTe Yero
pa3BUBAETCs apTpUT. B CHHOBHMAIBHON XKUAKOCTH W TKAHSAX CYCTaBa IPHU 3TOM

06pa3yeTc;1 N30BITOYHOE KOJIMYCCTBO IMPOBOCHAJIMTCIbHBIX OUTOKHNHOB.
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AxTtuBanus cuHTesa Takux 1urokunos (MJI 1, I 6, NI 8, JI 17, ®HO) nexut B
OCHOBE CHCTEMHBIX IpOSBIECHUN peBMaTouaHoro aprtpura. WJI 6 perymupyer
Tpanchopmanio B naumdonuToB B 1Ia3MaThyecKue KIETKH, CTUMYJIUPYET
oOpa3oBaHHE PEBMATOMIHOrO (HaKTOpa, BBI3BIBACT THUIEPraMMmarioO0yJIuHEMHUIO,
CIIOCOOCTBYET THNEPHPOAYKIMU OenkoB ocTpoil ¢a3sl Bocnanenuss — C-
peakTuBHoro Oenka (CPB) u pubpunorena.[4-8,25,32,45,84]

Benuka BeposiTHOCTH TOTO, uTO (hakTop Hekposa omyxonu (PHO), NJI 17 u
JIpyrue TPOBOCIHAIUTENbHbBIE IUTOKUHBI SIBISIOTCS OCHOBHBIMHU (PaKTOpaMu
TpaHcOopMal  OCTPOIO0 HMMYHHOT'O BOCHAJIEHUs (CBOMCTBEHHOTO paHHEU
ctaguu PA) B XpoHHMYECKOE C pa3BUTHEM IMMaHHYCa U HEOOPATUMBIM pa3pylICHUEM
cyctaBHBIX CTPYKTYp. Kpome Toro, WMJI 17 crumynupyer BoipaboTky RANKL
(iurann cemerictea HO), KoTOphIil cOCOOEH aKTUBUPOBATH OCTEOKJIACTHI U
yCWIMBAaTh KOCTHYIO pe3opOmuto. Takum oOpazom, WJI 17 B 1ueroMm BHOCHUT
JNECTPYKTUBHBIN BKJIAJl B pa3BUTHE ocTeornopo3a npu PA. Hapymenue npoueccos
OCTEOr€He3a Pa3JIMYHOIO TMPOUCXOKIEHUS COYETAeTCS C  BBIPAXKEHHBIMU
W3MEHEHUSIMU MPOJIYKIIMU TakuxX LMUTOKWHOB, kak WJI 1, W 6, NJI &, WJI 17,
®HO. VYcuienne HOBOOOpa3OBaHUS COCYJOB (QHTHOTEHE3), BO3HHUKAIOIIEE
BCJICJICTBME JCHCTBUS HA TKAHM IIUTOKUHOB, TaK)K€ YBEJIMYHMBAET JIECTPYKIIUIO
xpsimia.[4-8]

Takum o00pa3oMm, NaHHYC, WM «IUIAID», 3aKPbIBAIOIIUNA [OBEPXHOCTb
CYCTaBHOTO XpsIlla, MPEMITCTBYET HOPMAJIbHBIM TpolleccaM 0OMeHa M YCHUIIMBAET
JNECTPYKIIMIO KOCTHOXPAIIEBBIX 00pa30BaHUM.

Hamomopgponocuna TOVA xapakrtepusyercsi XpPOHUYECKHMM HETHONHBIM
BOCIMAJICHUEM CHHOBUAJIBHBIX 000J0uek. [Ipy MUKpOCKOMUU B MOpa)KEHHBIX
CUHOBHAJIBHBIX TKaHSIX OOHApY>KUBAIOTCS OTEK, TUIMEpEeMHs U WHPUIbTparus
TUMGOITUTAMU U TIA3MaTUYECKUMHU KJIeTKaMu. [IoBBIIIEHHAsT CEKPEIs CyCTaBHOM
KUJKOCTU TPUBOIUT K 0Opa30BaHUIO BHYTPHUCYCTABHOTO BBHITIOTA. BhIMsSYnBaHus
YTOJIIEHHOW CHHOBHAIILHON 000JIOUKM 00pa3yloT BOPCHUHBI, KOTOPHIE BHICTYIAIOT
B TMOJOCTh CyCTaBa; THUIEPIUIA3UPOBaHHAs CHUHOBHANIbHAS OO0O0JI0YKA MpHU

PEBMATOUJIHOM apTPUTEC paCHIPOCTPAHACTCA 110 IMMOBEPXHOCTU CYCTABHOI'O XpAlla U
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cnamBaeTcs ¢ HUM (oOpazoBaHue manHyca). [lo mepe mporpeccupoBaHusi CHHOBUTA
MPOUCXOJAT 303U U TMOCTEICHHOE pa3pylIeHUE CycTaBHOro xpsia. Croiikue
MOBPEXKJEHNS CYCTaBHOTO XpsIlla MNP FOBEHWIBHOM pPEBMAaTOUIHOM apTpPUTE
BO3HHKAIOT MO3/IHEE, ueM npu PA B3pocbix; 6ojee Toro, y MmHOTHX AeTeit ¢ FOPA
CTOMKOE MOpa)X€HUE CyCTaBOB HUKOTIa He (POPMUPYETCsI, HECMOTPS Ha JUTUTEIILHO
npoTekaromuii cuHoBUT.[12,35,73]

JlecTpykust CyCTaBHBIX CTPYKTYp 4Yallle pa3BUBACTCA y JETEU C
nojoxurenbHo nmo PO dopmoit FOMA wnm ¢ dbopmoii, koTopas HauMHAETCS C
CUCTEMHBIX MpOsIBIICHWM. Pa3 HavaBIIMCh, MPOLECC ACCTPYKUHHU CYCTaBHBIX
CTPYKTYP MOKET MIPUBECTH K 3PO3UH KOCTHOW TKaHU HA CYOXOHJIpaJbHOM YPOBHE,
CY’KEHHUIO «CYCTaBHOTO MPOCTPAHCTBa» (3a CYET IMOTEPU CYCTABHOIO XPsIla),
pa3pylIEHUIO U CHAauBaHUIO KOCTEH, neopManusM, MOABBIBUXaM WM AHKHUJIO3Y
CyCTaBOB. MOTryT BO3HHUKHYTb TEHOCMHOBUT M MHO3UT. B 30Hax KocTew,
MPUJICTAIOIIMX K IIOPAXECHHBIM CYyCTaBaM, MOIYT OTMEUYaThbCsi OCTEONOPO3,
MEPUOCTUT, YCKOPEHHBIA POCT SNUPHU30B U MPEKICBPEMEHHOE HCUE3HOBEHUE
samupU3apHOTO Xpsiia. PeBMaTOUIHbIE Y3€IIKH BCTPEUYAIOTCS Y IETEH pexe, 4eM y
B3pOCJBIX, BO3HUKAIOT TIJaBHbIM 00pa3oM Yy OOJbHBIX, HUMEWIHUX PO;
XapaKTEePU3yIOTCs  HaluuueM (QUOPMHOMAHOTO  MaTepHayia, OKPYKEHHOTO
KJIETKAMU XPOHUYECKOTO BOCITAJICHUSI.

Co cTOpoHBI TUIEBPHI, NEPUKAPJA U OPIOMIMHBI MOTYT OTMEUAThCS SBJICHUS
Hecrnenuduueckoro (GpUOPUHOZHOTO CEPO3UTA; XPOHUYECKUN KOHCTPUKTHUBHBIN
MEPUKAPIUT BO3HUKAET OYEHb peAKo. PeBMaronaHasi ChIllb THUCTOJIOTHYECKH
MPEJICTABJICHA YMEPEHHO BBIPAXKECHHBIM BACKYJIMTOM C HEMHOTOYHUCJICHHBIMU
BOCMAJIUTEIIbHBIMA ~ KJIETKAMH,  OKPYXKalOIIMMU  MEJIKHE  COCyIbl B
CyOsnHTEIUaNbHbIX TKaHsX. [4-8,12,25,34,48]

PazButne u nporpeccupoBanue FOUA omnpenensiercs: CI0XKHbIM COUETaHUEM
TCHETHYECKU JCTEPMUHUPOBAHHBIX U MPUOOPETEHHBIX Je(EeKTOB HOPMaTbHBIX
MMMYHOPETYJATOPHBIX ~ MEXAaHU3MOB,  OrPAHUYMBAIOIIUX  IMATOJIOTUYECKYIO
aKTUBALMI0 UMMMYHHOUM CUCTEMBI B OTBET Ha MOTEHIUAJIBHO MATOT€HHBIE CTUMYJIBI.

OtoT gaucbanaHc Bener K ObICTpoil TpaHcopMmanuu 3allUTHOM  OCTPOM
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BOCITAJINTEIILHON peaxkuuu B XPOHUYECKHUU HEKOHTPOJIUPYEMBIN
IPOrPECCUPYIOLIMN BOCHAIUTENbHBIA TPOLECC, 3aTParuBarOlIMil BCE OpraHbl U
CUCTEMBI OpraHu3Ma peOeHKa, U B MEPBYIO OUepelb — CYCTaBbI.

CHAQ (Childhood Health Assessment Quesnionnaire)-

Onenka mHaekca (yHKIHOHAIBLHOW HemoctaroyHoctu (DPH) mpoBoauTes
MTOMOUIBIO POAUTEIBCKOW BEPCUU CIIELHAIIBHOTO ONPOCHUKA
CHAQ (the Childhood Health Assessment Quesnionnaire).

Oror ompocHuk (30 BOMPOCOB) COCTOMT U3 2 pa3eioB: OIEHKA
(YyHKIHMOHAIBHO-TO CTaTyca M ypoBHS JuckoMdpopra (001au) y OOJIBHOTO.
OyHKIMOHAJIbHASI AKTUBHOCTH OOJIBHBIX OLIEHMBAETCS MO 8 CIEIYIOUIUM IIKajIam:
«OJICBAaHUEY», «IOJABEM», «EIa», «XO0Jb0ay, «TUTHEHA», «IOTATUBAHHE», «CHUJIA
CKATHUS», KAKTUBHOCTBY.

OueHKy OpOBOJAT MO 3 HAINIPABJICHUSIM:

TPYJHOCTH TIPU  BBHINIOJHEHUU  €XKETHEBHBIX JCHCTBUH, HEOOXOAUMOCTD
MCITOJIb30BAHUS JIONOJHUTEIBHBIX MPUCIIOCOOIEHUI W/ WA MOMOUIN APYTHX JIULL.
Ha xaxnwiii Bompoc cymiectByer 4 BapuaHTa OTBETOB (0€3 3aTpyIHEHWIA,
YMEPEHHBIE 3aTPYIHEHUS, CEPbE3HbIE TPYAHOCTH, HE MOKET BBINOJHUTH). [lpu
HEBO3MOKHOCTH JaThb OTBET Ha IOCTaBJIEHHBIA BOIIPOC CYIIECTBYET BApPUAHT
OTBETa «HEJb3sl OICHUTH». MHUHUMAaIbHOE 3HAYCHHE WHACKCA (PYHKIIMOHAIBHOU
HeJoCcTaToyHOCTH — «0», MakcuMmanbHoe — «3». UeM MeHblIe 3HauyeHue, TeM
ayuiie GyHKIUOHATbHAS CIOCOOHOCTH MaIeHTa.

OddektuBHocTh Tepanuu FHOA oneHuBaercs MO MEIUATPUUECKUM KPUTEPHUSIM
AMepuKaHCKOM kosuteruu pesmatosioro (AKPnean).

Jlst ontenku 3¢dexta mo AKP ucnonb3yroTces ciiemyroniue moka3aTenu:

* YUCJIO CYCTaBOB C MPU3HAKAMH AKTUBHOI'O BOCIIAJICHUS;

* YUCJIO CYCTaBOB C OTPAaHUYCHUEM (PYHKITUH;

» COD unu ceiBOpoTOUYHAs KOHIIEHTpaIrus C-peakTHBHOTO OerKa;

* o011ast OlICHKAa BpayoM aKTHUBHOCTH 0osie3HH (¢ momotisio 100-mMM BU3yaabHOU

aHasioroBoi mkaiasl — BAIII);
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* OLIEHKA MAallMeHTOM WA €r0 POAUTETeM OOIIEr0 CaMO4YyBCTBHS (C MOMOIIBIO
BAIII);

* OlIEHKA (PYHKIIMOHAILHON CITIOCOOHOCTH C MOMOIIIBIO

onpocHuka CHAQ. Ilokazatenn AKPneau 30, 50 m 70 ompenensitorcss Kak
MuauMyM 30, 50 unu 70% ynydieHue, 10 CPaBHEHHIO C UCXOJHBIM 3HAYEHHUEM,
He MeHee 3 u3 6 mokasaresneil nmpu BO3MOXHOM Hanuwuuu yxyaumeHus Ha 30% He

Oosee yem oaHOTO TIOKa3arens.[17,48,52]

BLIBOIILI K riaase 1.

IOA orHocuTca K 4ucily HauOosiee pacHpOCTPAHEHHBIX U TAKENbIX
XPOHUYECKUX BOCHAIUTEIbHBIX 3a00JIEBAHUIN y JeTed, KOTOPOE€ B OTCYTCTBHUE
3¢ (EeKTUBHOM Tepanuy NPUBOANUT K ObICTPON MHBAIMIN3ALIUN TAI[UEHTOB.

IOBenunpubiii  aptpur  (FKOA)  sBngercs OAHMM U3 JIOCTATOYHO
pacupoCTPaHEHHBIX BOCHAIMUTENBHBIX 3a00JI€BaHUN COEIUHUTEIBHOM TKAHH C
NOPAKEHUEM CYCTaBOB, NPEUMYLIECTBEHHO IO THUIIY HPOrPECCHPYIOLIETO
CUMMETPUYHOTO 3PO3UBHO-IECTPYKTUBHOTO MoJuapTpura. 3adoseBaemocts FOPA
cocraBimsier or 2 npo 16 ma 100 000 pereit B Bo3pacte g0 16 jer.
Pacnpoctpanennocts FOPA B pasnbix ctpanax pasaa 0,05-0,6 % [4,6,23].

FOPA Ttaxxe npencraBisieT coOOil Cepbe3HYI0 MEIUKO-COLMAIbHYIO MpoOsieMy,
nockoybKy y 50 % nmereii B Tedenue nepBbix 10 jeT 00JI€3HU HACTyHaeT TsoKenas,
OOBIYHO MOKU3HEHHAass UHBAMUIHOCTh. FOPA mpHBOIUT K pe3KkOMy OrpaHHYEHHUIO
BO3MOXXHOCTH  TEPEJABMKEHUS W CaMOOOCITYXHUBaHMS, K  (PU3UYECKOH,
NCUXUYECKOM, COlManbHOM Ae3afantauuu aetei. [lockoiabKy ncxon 3aboiaeBaHus
BO MHOIOM 3aBHCHUT OT CBOEBPEMEHHOW IIOCTAaHOBKM JMarHo3a M Hauaja
NaTOT€HETHMYECKON  Tepamuu, BOMPOCH  AU(PQPEpeHIranbHON  TUATHOCTHKU
3a00JIeBaHUs HA PAaHHUX CTAAUIX MPUOOPETAIOT 0COOYIO aKTYaIbHOCTh

Onuako B nocienaue roasl B3raaa Ha FOA kak Ha MOTEHIIMATILHO HEU3JICYNMOE U
IPOrHOCTUYECKH HeOJaronpuaTHoe 3a0oJjieBaHUE IEepecMaTpUBaeTCcs. OJTO BO

MHOT'OM CBs3aHO C paCHIMPCHHUEM BO3MO>XHOCTEHN paHHeﬁ ANAardaoCTUKHU IOA, qTo
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MO3BOJIAET HAaYMHATh AKTUBHYIO TEpanuio B 1e0roTe O0ie3HH, M pa3paboTKou
HOBOTO KJ1acca Oa3MCHBIX IPOTUBOBOCIIATIMTEIIBHBIX TIPEIAPATOB, TAK HA3bIBAEMBIX
«TE€HHO-WH)KEHEPHBIX OUOJIOTHYECKUX areHTOBY», KOTOPhIE CEJIEKTUBHO OJIOKUPYIOT
BAOXKHBIC 3BEHbS MMMyHonaroreHe3a HOA. YHUKaIbHBIM MEXaHU3M JIEUCTBUSA U
MaKCUMaJIbHO W30HUpaTeIbHOE JIEUCTBHE HA UMMYHHYIO CUCTEMY, BBICOKAsl YaCTOTa
JOCTHKEHUSI peMUuccuM OO0JIe3HU, pa3BUTHUE OBICTPOTO OTBETa HAa TEPaIuio
CBUIETEIBCTBYIOT O  IIEJIECOOOPa3HOCTH  TPOAOJIKEHHUS  HCCIACAOBAHUS
ahPekTUBHOCTH W  0€30MacHOCTH OMOJIOTHYECKMX areHTOB Yy  OOJIbHBIX
pa3TUYHBIMHA BapUaHTaMH FOBEHUJILHOTO apTPHUTA.

Takum oOpa3om, paHHSIS JWArHOCTHKA H CBOCBPEMEHHOE HAYaJIo
aJICKBaTHOM HMMMYHOCYIIPECCUBHOM H OHOJIOTMUECKOW Tepanmuu — €IIe J0
MOSIBJICHUS ICCTPYTUBHBIX U3MEHEHUH B CyCTaBaX M MHBATUAM3AIINY MMAIMCHTA —

IIO3BOJIAIOT U3MCHUTD He6HaFOHpHSITHBIﬁ IIPOIrHO3 3TOI0 3a00J1eBaHMS.
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I'TABA I MATEPUAJIBI U METOAbI UCCJIEJOBAHUA

2.1.MartepuaJj uccjae10BaHus.

PaGora mpoBemena nHa 06a3e kadeapel [ocmmrampHON memuaTpuu N2, B
KapJAUOpEBMAaTOJIOTUUECKOM oTAeiaeHun kiauHukud TamlIMU, 3a nepuoxa ¢ 2013
nmo 2016 rr. B wuccnemoBanne ObpumM BKIIOYEHBI 42 OONBHBIX JIETEH C
YCTaHOBJIEHHBIM AuarHo3om FONA.
[Ipyn BBICTABIEHUU AMATHO3a W ONPENEIECHUH HO30JOTUYECKON MPUHAMIIEKHOCTH
3a00JIeBaHUsl y MAIMEHTOB JETCKOrO0 U MOAPOCTKOBOTO BO3pacTa MPUMEHSIUCH
tepmuHosiornueckue o6osznauenus FOA, IOPA, IOXA. VYV OonpHBIX ¢
JUIMTEIIbHOCTBIO apTpuTa He Oojee 3X MecsleB U Kak oOlie TpymHIoBoe
o0o03HaueHue ucnoib3oBaics TepMud FOUA.
CornacHo kpuTepusiM AMEPUKAHCKON KOJUJIETMU PEBMATOJIOTOB
Juaznos FOUA, npenycMaTpuBail HaJu4yue apTpUTa HEYCTAHOBICHHOW NMPUYMHBI,
JUTUTEILHOCTBIO OoJiee 6 HeJl, pa3BUBAIOIIMICS y JeTel B Bo3pacTe A0 16 jer, npu
WCKIIIOUCHUH JPYroid TaTOJIOTMM CyCcTaBOB (mo kiaccudukaruu International
League of Associations for Rheumatology, ILAR), B coueTaHui Kak MUHHUMYM C
2 U3 5 clenyronmx Mpru3HaKoB:
1. cHMMETpUYHBIN MMOJUAPTPUT C MOPAKEHUEM BEPXHUX U HWKHUX KOHEUHOCTEW;
2. BOBJICUCHHE MEJKHX CYCTaBOB KHCTEd C TUNUYHBIMH JedopManusiMu
(«peBMaTOMAHAS KUCThY);
3. IECTPYKTUBHBIN apTPUT;
4. HanM4KMe PeBMATOUHBIX Y3€JIKOB;
5. no3utuBHOCTH N0 PD (B TuTpe 1:40 1 BhIIIIE).

AHan3 aMOyJIaTOPHBIX KapT HAIISIIHO WUTFOCTPUPYET MPoOieMy TpyaHOCTEN
B nuarHoctuke FOWA, ocobGeHHO Ha paHHMX JTamax pa3BUTHS 3a00JeBaHUS,

IMOCKOJIbKY O(l)I/IHI/IaJ'IBHO JAUarHo3 IOMA He3zaBucumo OT BapuaHTa €ro TCUCHMUIA
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Obu1 Bepu(UIIUPOBaH B CpeaHeM uYepe3 | rox ¢ MOMEHTa MOSBIEHUS TEPBBIX
KIMHUYECKUX CUMITOMOB 3a00JIEBaHUSI.

B pazniuuHbie 1O TPOJOJDKUTEIBHOCTH NEPHOJLI BpeMeHH, Ooree 4eMm Yy
MOJIOBUHBI HabmomaeMblx Hamu nered, y 21 (55,2%), FOA mpenmecTBoBan
JpyTUe JUArHo3bl, Takue Kak: peakTuBHbIA apTpuT y 11 (28%) nereit, aptponatuun
y 3 (7,8%), ocTpblii reMaTOreHHbIN ocTeoMuenut y 1 (2,6%), muxopajaka HESICHOTO
rere3ay 1 (2,6%), ymub y 2 (5,2%), undexkunonusiit aptput y 1 (2,6%), 60ne3Hb
Petitepa 'y 2 (5,2%).

Tab6auna 2.1.
OO1Iasi XapaKTePUCTHKA NMANIMEHTOB, BKJIIOYEHHBIX B HccienoBanne (n=42)
XapakTepucTHKa O6m1ee yncino 60IpHBIX N=42
CooTHOIIIEHNE MaThYUKH/EBOYKH 12:30 (28%-72%)
Cpennuii Bo3pacTt OOJIbHBIX 10,9 + 3.4 ner
Cpennuii Bo3pacT Hauyaja 3a00IeBaHMS 3.9+ 4.4 ner
CpenHss mpoI0HKUTEIFHOCTD 3a00ICBaHMS 4,0+3,2 mer

Takum oOpa3oM, B HaleM uccienoBaHuu u3 42 nereit ¢ nuarnozom FOA 72%
COCTAaBWJIM JCBOYKH, COOTBETCTBEHHO B 2,5 pa3a MEHbIIIEC OBLJIO MaJbYMKOB, UTO
COOTBETCTBYET U JIUTEPATYPHBIM AaHHBIM. CpelHHI BO3pacT OOJIBHBIX COCTaBHUII
10,9 £ 4,7ner.

[Io nmanneiM Jatepatrypel PacnpoctpaneHHocts FOWMA B pasHbIX CcTpaHax
kojebnercs ot 0,05 mo 0,6%. Yame 6oneror aeBoukn. (E.M. Amekceepa. 2015.),

4TO U OIIPCACIINIIOCH ITPX HAIIEM HCCICAOBAHNH.
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Muarpamma 2.1.

Pacnpenesienue ucciie0BaHHbIX 00JBHBIX IO MOJLY.

72%

B Mauarunku 28%

28%

B JleBouku 72%

C OCJIbIO PCHICHHA IIOCTABJIICHHBLIX IICPC HaMH 3aaad MHCCICAOBAHUA

OOJILHBIE ACTH OBLIH pacipCaciiCHbl B I'PYIIIIBI UCCIICIOBAHUA. B cooTBercTBHU C

kputepusmu kiaccudukammun FOA (ILAR, 2001) Obutn BbIgeneHbl 3 TpyHIbI

OOJILHBIX B 3aBUCUMOCTH OT BapHaHTa I[e6IOTa 3a00JICBaHMA:

| rpyuiia ucCJCca10BaHus -CHCTGMHBIfI,

2 rpynma uccieI0BaHNs —OJIUTOAPTUKYJISIPHBIN,

3 IpyIinia uCCJICaAO0BaHUA — HOHHapTHKYHHpHBIﬁ.

KonTposibHyt0 rpynmy mis TPOBENCHUS CPAaBHUTEIBHOTO aHAIM3Aa KIMHUKO-

AHAMHCCTHYCCKUX JaHHBIX COCTaBUIIN 10 MPAKTHUYCCKHN 3J0POBBIX )IeTeﬁ.

Taoauna 2.2.
XapakTepuCcTHKA IPYII HCCIeT0BAHUSI.
['pynma | @opma 3a001eBaHMs n/% oJt M/11 Bo3spact
et
1 CucTeMHBbII 8/19 4/4 3,9+2,1 ner
2 OJUr0apTUKYISAPHBIN 14/33 3/11 13,3 +4,5 ner
(c mopaxenuem 1-4
CyCTaBOB)
3 [TomuapTHKYISPHBIH (C 20/48% 5/15 14,2 +£ 3,7 ner
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nopaxeHueM 4 u 6osee

CyCTaBOB)

Bcero 42/ 100 12/30 10,9 + 3,4 ner

Takum o6pazom, FOA c cuctemubsiM Hauanaom (coctaBui 19% ciayuaes)
PazBuBaetcs B 6oJiee panHeM Bo3pacte, 3,9 & 3,1 1er.
MaJsp4YuKy U JEBOYKH OOIEIN ¢ OOMHAKOBOM yacTtoTon 1:1.
FOA ¢ onuroaptuxynspHoit hopmoii 3a6oeBanust (coctaBui 33% cimydaes).
PazBuBaincs B Bo3pacte 13,3 + 4,5 ner. CooTHolleHHe 3a00JI€BaEMOCTH CPEIH
MaJIbYUKOB U JIEBOYEK cocTaBuT 1:3,6.
OA ¢ nommaptukynspHodt ¢dopmoit 3abojieBaHUs, B HaIleM MCCICAOBAaHUU
ompenenuinack B 48% ciydaes. 3a0oJjieBaHue pa3BUBaJIOCh, Yale B
MOAPOCTKOBOM B Bo3pacte 14,2 + 3,7 ner.

CooTtHonreHue 3a00JIeBAEMOCTH MaTLYUKOB U JCBOYCK COCTaBHJIO 12,5

JAuarpamma 2.2.

Pacnpene.ﬂeHne 00JILHBIX B Ipynibl HCCJICA0OBaAHUSA.

50% - 48%
45% -
40% - 33%

35%

30%

259 - 19%

20% -

15% -

10% -

5% -

0% T r r T
1 rpynna C 2 rpynnac 3rpynnac
CucteMHbIMm OnuroapTuk NONNAPTUKYAN
BapuaHTOM TeyeHuem TeyeHUem

TeyeHuna
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2.2. MeToabl UccjieI0BaHNA.

Bcem mnaunmeHTtaM ObUIO NPOBEACHO OOLIECHPUHATOE B PEBMATOJOTUU
KJIMHUKO-1a00paTOPHOE, MHCTPYMEHTAJILHOE 00CJIeI0BaHrE, IPOU3BEICHA OLICHKA
aKTUBHOCTH 3a00JIEBaHUS, HAJIMYUE PEMUCCUU, COCTOSHHUS 3/I0pPOBbS C yUETOM
KJIMHUYECKOI 0, ()YHKI[MOHAIBHOIO CTaTYCOB.
3a netpMu ¢ FOA HaOmroeHHE OCYIIECTBISIIOCHh KaX Ible 3 Mecsa aMOyIaTOpHO
WIM TYTEM MOBTOPHBIX TOCHUTAIM3ALUNA C BBIIOJHEHHEM OOCJIEIOBAaHUI IpH
BKIIOUEHUH, 4epe3 6 — 12 — 24 mecsa.

Ilpu knunuueckom oocnedosanuu oOemeu ¢ FOHA yuuTeBanM
MEAMIMHCKUM U CEeMEWHBbIM aHamMHe3, NMpeMOpOUIHBIM ()OH, OLIEHKY BapHaHTa
neotora FOPA. IlpoBoawiu ocMOTp, HanbOalMil0 BCEX TIPYyNN CYyCTaBOB.
OneHuBaiii IIBET KOXH HAJ CYCTaBOM, MECTHYIO TeMIepaTypy, (QYHKIUIO,
Hanuuue otéka u Oonu. IIpoBepsiin 00bEM MAaCCUBHBIX U AKTUBHBIX JABM)KEHUN B
cycraBax. CycTaBHbIE U3MEHEHUSI PETUCTPUPOBAIIM B Hayaje 3a00J€BaHus, 3aTEM
yepe3 Kaxable 6 MecAleB Ha MPOTSDKEHHMM OT TpeX N0 5 JIET B KaTaMmHE3e.
Hcnonb3oBainy CleIylOUMe KAueCTBEHHbIE W KOJMYECTBEHHBIE MOKa3aTeln
CyCTaBHOI'O CHHJIpOMa:

I. bone3HeHHOCTh NpH Nanblali, BOSHUKIIAS B OTBET HA CTaHAAPTHOE MO CHUJIE
(mobenenue ¢dananru 1 manbpla pyku UcCiaeoBaTENs1) HAIABIMBAHUS HA KaXKbIN
u3 26 cycrtaBoB B 00JacTu ero cyctaBHOU mienu. OueHKy O0JM MPOBOIWIM TI0
BU3yalbHOU aHasioroBoi mikaie (BAI). B TpynHOZOCTYnHBIX AJisl Majgblalyd
cycraBax (Ta300€pEeHHbIX, IIEWHOTO OT/AeJa MO3BOHOYHUKA, TAPAHHO-TISITOYHBIX U
IOPEIIUTIOCHEBBIX) OOJE3HEHHOCTh OLICHMBAJIM  IOCPEACTBOM  aKTHUBHBIX U
naccuBHbIX JBwxkeHud (MasypoB B.U. u ap. 1999; Kau A.A. u ap. 2000).
KonnuecTBeHHass oneHka OOJMM OMNpenensiach YHCIOM CYCTaBOB, B KOTOPBIX
BBISIBJISUIOCH OOJIE3HEHHOCTh MPU MaIbIIAlluy (CYyCTaBHOU CUET).

Kaxnas w3 Tpéx MHOXKECTBEHHBIX TPYIIN CYyCTaBOB (MSICTHO-(aIaHTOBLIE,
IPOKCUMaJIbHbIE MEX(alaHTOBbIE U TUIIOCHEBBIE) pacCMaTPUBAINCh Ui JaHHOU

KOHEUYHOCTH KaK €IUHBIN CyCTaB.
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2. OueHKy NpHUITYXJIOCTH MPOBOJAMIIN BU3YaJIbHO U U3MEPEHUEM OKPY>KHOCTU B 28
CycTaBax, a TaK K€ aHaIM30M TMPUYUH Jaeurypamuui CycTaBOB IIO
E.YO.IIpocBupoBy,2003. ITpu HE0OXOAUMOCTH ONMPEAEIISIN UHIEKC MPUITYXJIOCTH
(AIT).
3. MecTHyr0 TeMmnepaTypy OLEHMBAId HaJ BCEMU NOPAKEHHBIMU CyCTaBaMH W
MPUHAMAIIN 32 TIOJIOKHUTEIBbHYIO OIIEHKY MOBBIIIEHUE MECTHOM TEMIEPATYPbl XOTS
OBbI HaJ] OTHUM C YCTABOM.
4. Orpannuyenue (QyHKIMH (TMTOJBUKHOCTH) CYCTaBOB OIEHHUBAIU IO aMIUIUTY/E
JBUKEHUU B Irpajlycax, XapaKTEepHU3yIOIIel 00beM ABUKEHUM.
5. IIponomxkenne yTpeHHEW CKOBAHHOCTH BBIPAXKAJIA B Yacax MM MUHYTaX.
6. Crenenp akTuBHOCTU mporecca onenuBanu mo 0,LII, III (Maimanauky B.I'.,
1999). ®yHKIHOHAIBHYIO HEIOCTATOYHOCTh cycTaBoB (PHC) orieHuBaiiu B BUE
3-x creneneit: 1, I u I11.

Jlabopamopnwie uccneoosanus.
buoxumudeckue ucciaeoBaHusi KpOBU: 0OIIUi OeloK U ero (ppakuuu; OMIupyOouH
oOmuii, mpsiMo#t, Hempsmoi; xomecrepun, 1P, I'TT, JIAI, ACT, AJIT,
MOYEBMHA, MOUEBas KUCIIOTA, IIII0K03a, KAIbIUI, )ele30, kpeatunud, CPB, PO.

Hmmynonozuueckuii memoo.

[Ipy BO3MOXKHOCTH — HUMMYHOJIOTUYECKUI aHaiu3 KPOBU (KOHIIEHTpaLus
CPb, IgA, IgM, IgG, xommiaumeHT, peBmMaTouaHbli (aktop (PD),
antunykieapueii  ¢akrop (AH®D), anturena k JHK, antu-O-ctpenrtonusu,
AHTUCTPENTOTHATYPOHUIA3bl, AHTUIIUTOIUIA3MAaTUUECKHUE AHTHUTENA, aHTUTEeNa K
KApIUOJIUIIUHAM).

Bo Bcex caywasx apTpuTa, TpOJOJDKAIOIMIETocs 0ojiee NBYX HENETb,
HEO0OXOIMMO ONPEACISITh aHTUHYKIIeapHbie AT.
1.1. BeisiBeHHE aHTUIEHA XJAMUJIUA B SMUTENHAIBHBIX KJIETKAX, MOJYYEHHBIX B
pe3ynbTate COCKOOOB M3 ypeTphl M KOHBIOHKTHBBI, a TakKK€ B CHHOBHAIHHOU

KUIKOCTH (MPAMON UMMYHO(IIFOOPECLIEHTHBIN aHAIU3 U Ap.).
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1.2. BblsiBlIeHHE aHTHUTEN K AHTUI€HAM XJAMUJIUHA B CBIBOPOTKE KpPOBU U B
CUHOBUAJIBHOW JKUIKOCTH (peakiusi CBA3BIBAaHUS KOMIUIEMEHTA, MNOpsAMas M
HemnpsiMas UMMYHOQDIIOOPECIICHIIHS ):
ocTpas (aza XJamMuaAn03a WU 000CTPEHHE XPOHUYECKOIO Mpolecca — HaJnune
uMMmyHorno0ynuH (Ig) M B TeueHue nepBwix 5 nHel, IgA — B Teuenue 10 nHew,
IgG — uepes 2-3 Hen;
peHH(EKIUs WIA pEeaKTHUBAIMS TMEPBUYHON XJIAMUAUMHON HMHPEKIUU —
noBeilieHue ypoBHs I1gG, onpenenstorcst [gA, MoryT ObITh equHUYHBIE [gM;
XPOHUYECKOE TEYEHNE XJIIAMUAN03a — HAJIMYHME MOCTOSHHBIX TUTPOB IgG u IgA;
0ECCUMITOMHOE TE€YEHUE XJIAMHUJIM03a, MEPCUCTEHUUS BO3OYIUTENs] — HU3KUE
TUTPBI IgA;
nepeHeceHHas XJiaMuauiiHas nadexuusa — Hu3kuit Tutp IgG.
1.3. BrpisBiieHHE aHTUTEN K OaKTEpHUsIM KUIIEYHOH TpYIIbl B CHIBOPOTKE KPOBU
(Mpy MOMOINM pEaKIUH TNPAMOU TEMAITIIOTHUHAIIMK W PEaKIMU CBSA3bIBAHUS
KOMILJIEMEHTA).

Hucmpymenmanwvnoe oocnedosanue
PeHTreHomornueckoe  MCCAEAOBAaHME  MMOPAXKEHHBIX  CYCTABOB.  BbIABISET
OCTEOINOpPO3, JIECTPYKTUBHBIE H3MEHEHMS KOCTHBIX CTPYKTYp, H3MEHEHHUE
CYyCTaBHOM IIEJIH, HEITOCTHOCTh CYCTABHBIX MOBEPXHOCTEU KOCTEW, COCTABIISIFOIINX
CyCTaB, HAJIU4YME DPO3MM, y3ypalUH CYCTaBHBIX NOBEPXHOCTEH, KUCTBI, OYaru
HEKpO3a KOCTHOM TKaHM, IOJIBBIBUXU, IEPETIOMBI, OCTEO(UTHI, KAJIbLIUHATHI U JIP.
HeobxoarmMo 0AHOBPEMEHHOE UCCIIEI0BAHNE CUMMETPUYHBIX CyCTABOB.
[Ipy mnomo3peHUM Ha CHOHIWJIOAPTPUT IOKA3aHO MCCIEAOBAHUE KpPECTIIOBO-
ITOB3/I0IIHBIX COYJIECHEHNH, JaXKe IIPU OTCYTCTBUU KIMHUYECKUX ITPOSIBICHUNA HX
MOPAKEHUS.
YpTpa3sBykoBO€ HCCleNOBaHUE CycTaBoB. [lo3BossieT ompenenuTbs KOJIWYECTBO
CUHOBHUAJIbHOW JKUAKOCTH, BBISIBUTH IIATOJIOTMIO MSATKUX TKAHEH, CYXOXWIUU

(pa3pbIBbl, TEHIOBArMHUT), MIyOOKOPACTIONOKEHHBIX CYMOK (OypCcHT), XpsIla.
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PentrenoBckass kommbioTepHass Tomorpagus. [lo3Bonser OLEHUTH COCTOSHUE
KOCTHBIX CTpYyKTyp. Ilomoraer B muddepenumanbHOi 1UarHOCTUKE TyOepKyses3a
KOCTEM, OCTEOMUEIINTA, OITYXOJIEH KOCTEH.

MarnutHo-pe3oHaHCcHass ToMorpadus. BpIsiBIsSeT u3MEHEHUsT MSITKUX TKaHE!
(Xpsil, MEHUCK, CBSI3KHM, CYXOXKWJIMSI, CUHOBHaJbHas 000JI0YKA, CHHOBUAJLHBIC
cymkn). IIpoBenenue MPT cycTraBoB Moka3aHO MpHU MOJIO3PEHUU Ha MATOJOTHUIO
MATKUX TKaHEW, IPA TPABMATUYECKUX IMOBPEKICHUIX XPAIIA, MEHUCKOB.

Takum 00pa3om, JUArHo3 BBICTABIIIM HAa OCHOBAHMM KJacCU(PUKALUU
FOMA BcemupHoii nuru pesmaronorndeckux accoumanuii (ILAR) BToporo
nepecMotpa (DamontoH, 2001), B COOTBETCTBUU C KOTOPOM BBIACISIOT
CJIEYIOIE BapUAHThI 3a00JI€BaHUS:

*CUCTEMHBIN FOBEHWIbHBIA HIHONIATHYECKUN apTPUT;

*QJIMTOAPTUKYJISIPHBIA FOBEHUJIBHBIN UANONIATUYECKUN apTPUT;

*[IOJIMAPTUKYJSIPHBIA ~ FOBEHWIBHBIA ~ UAMONATHUYECKUM  apTpur, PO-
HEraTUBHBIN;

*TIOJIMAPTUKYJSIPHBIA ~ FOBEHWIBHBIA ~ WAMONATHYECKUM  apTpur, PO-
MMO3UTHUBHbIN;

*IOBCHWJIbHBIN IICOPUATUYECKUN apTPUT;, * APTPUT, ACCOLUUUPOBAHHBIA C
DHTE3UTOM;

* HeaudepeHUUPOBaHHBIN apTpUT (APTPUT, HE OTBEYAIOLIUN KPUTEPUIM
KaKoW-1100 KaTeropuum WIM OTBEYa- IOLIUN KpUTEpUsM Oojee 4yeM JABYX U3
IIPE/ICTABICHHBIX KaTErOpHUil).

Penmeenonozuueckasa cmaoun
(IITertn6pokkep O., 1988)

I. Dnuduzapuslii ocTeonopos,

I1. DnuduzapHbIi 0CTEONIOPO3, PA3BOJOKHEHUE XPAIIIA, CY)KEHUE CYCTaBHOM IIETH,
€AUHUYHBIE SPO3UHU

II. Hectpykumsi xpsima ¥ KOCTH, (OPMHPOBAHHUE KOCTHO-XPAILIEBBIX 3PO3UM,
MOJIBBIBUXU B CyCTaBax

IV. Kpurepuu III ctaguu ¢ dubpo3HbIM WIIM KOCTHBIM aHKHJIO30B
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Dynxkyuonanvuutil kiacc (OK)-

®K-I xmacc. [ToHOCTRIO cOXpaHEeHBI MpodecCHOHANTbHAS ACITEIBHOCTh (yueba B
IIKOJIE) U caMo0oOCITyKuBaHue (0JIeBaHUE, TPUHSATHE MHIIH, YX0J1 32 COOOH U T.1.).
OK-II kmacc. YMmepeHHoe orpaHuueHue NpodecCHOHATBHON NeATeIbHOCTH, HO
MOJIHOE COXpPaHEHUE CaMOOOCITYKUBAHMUS

OK-III  kmacc. JlumieHue CIOCOOHOCTH  BBIMOJHATH  MPOGECCHOHAIBHYIO
JEeATEIbHOCTh U YMEPEHHOE OIPaHUYEHUE CaMOOOCTYKUBAHUS.

OK-IV knacc. YTpata BO3MOKHOCTH CaMOOOCITYXHWBAaHUS U HEOOXOIUMOCTH

IMOCTOPOHHETO yXO/4a.

BriBoabI K 171aBe 2.

PabGora mpoBenena nHa 6aze kadeapwl ['ocnutanbHOM neauatpuu N2, B
KapJAUOpEBMAaTOJIOTUUECKOM oTAeiaeHur kiauHukd TamlIMU, 3a nepuoxa ¢ 2013
mo 2016 rr. B wucciaemoBanue ObUIM BKIIOYEHBI 42 OONBHBIX JETEH C
YCTAHOBJIEHHBIM Jauarao3om FOA.

B mnamem wuccnegoBanuu onpenenunaoch, 4to KOA ¢ CHCTEMHBIM Hadyajaiom
coctaBull 19% ciyuaeB, pa3BuBaercs B 6ojee paHHeM Bo3pacTte, 3,9 £ 3,1 jer.
Manpunk HW JIEBOYKM Oojeau ¢ ojuHakoBoM wyactorord 1:1. KOA ¢
OJINTOAPTUKYJISIpHOM opmoil 3a00neBanust coctaBui 33% ciryyaes.

PazBuBaercs B Bo3pacte 13,3 £ 4,5 mer. CooTHoIIeHHE 3a00JIeBa€MOCTH
Cpeay MaJIbYMKOB U JEBOUYEK COCTABUT 1:3,6.

IOA ¢ nmonuaptukynsipHoit popmoii 3a0oyieBaHusI, B HaAIllEM HCCJIEAOBAaHUU
onpenenuinacb B 48% ciydaes. 3aboneBanue pa3BUBAJIOCh, Yalle B
noApocTKOBOM B Bo3pacte 14,2 + 3.7 ner. CooTHolleHHe 3a00JieBaeMOCTU
MaJILbYMKOB U JIEBOYEK cOocTaBmiIo 1:2,5.

Bcem manpeHTaM BKITIIOUEHHBIM B UCCIICIOBAHUE OBLIO IPOBEACHO OOMISIIPHUHITOC
B PEBMATOJIOTHU KIWHHUKO-1a00paTOpPHOE, HMHCTPYMEHTAIbHOE OOCIe0BaHUE,
MPOM3BEICHA OIlEeHKAa aKTUBHOCTH 3a00JICBaHUs, HAJTUYNE PEMHUCCHH, COCTOSHUS

300POBbA C YUCTOM KIIMHHUYCCKOI'O, (l)yHKIII/IOHaJIbHOI‘O CTaTyCOB.
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3a neteMu ¢ FOA HaGmofeHHe OCYHIECTBISIOCh KaXkable 3 Mecsla aMOyIaTOpHO
WIM TYyTEM TMOBTOPHBIX TOCHUTAIM3ALMUNA C BBIOJHEHHEM OOCIEeI0BaHUN MpHU

BKJIIOUEHHUH, 4epe3 6 — 12 — 24 mecsia.
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TJIABA TIT PE3VJILTATHI COBCTBEHHBIX MCCJIEJIOBAHMIT M X
OBCYKJIEHUE.

3.1. KiiuHuko-pyHKuMoHAJbHbIE 0cOOeHHOCTH [e0Ta u TedeHus IOUA y

JaeTel ¢ pa3jIMYHOM CTEeNeHbI0 AKTUBHOCTH 3200/1eBAHUS.

AHanu3 aMOyJaTOpHBIX KapT HarSIIHO — WIUTIOCTPUPYET  MpoOjemMy
TpyaHocteil B auarHoctuke HOWA, ocoOeHHO Ha paHHUX JTanax pa3BUTHUSA
3a0o0sieBaHus, MOCKOJbKY oduimansHo auarno3 KOVMA He3aBucHMO OT BapuaHTa
ero TeueHusi ObU1 BepuUIIMPOBaH B CpeaHEM depe3 | roj ¢ MOMeHTa MOSBJICHUS
MEPBBIX KIMHUYECKUX CUMITTOMOB 3a00JICBAHMUS.

B pasnuunbie MO0 MPOJOIKUTEIBHOCTA TEPHOJBI BPEMEHH, 0ojiee 4YeM Y
MOJIOBUHBI HaOmogaemMbeiXx Hamu jaeteit, y 21 (55,2%), FOUA npeamecTBoBanu
JpyTryue NUarHo3bl, TaKUe KaK: peakTuBHbIA apTput y 11 (28%) nereii, aprponatuu
y 3 (7,8%), ocTpsiil remaToreHHBIN ocTeoMueuT y 1 (2,6%), muxopaaka HEsICHOTO
rere3a y 1 (2,6%), ymmo y 2 (5,2%), uadexunonnsiii aptput y 1 (2,6%), 6ose3nn
Peiitepa y 2 (5,2%).

AHanu3upysl JaHHble aHamHe3a Oones3nu, y 16 (42,1%) OonbHBIX ObUIM
BBISIBJICHBI ~ BO3MOJKHBIE  TPUITEpHbIE  (akTopsl MaHUdEcTaluu  TMEPBBIX
KJIIMHU4eCcKuX nposiBneHnid IONA.

Cpenu Hux, y 9 (23,6%) nereil 3a00JIeBaHUIO MPEIIISCTBOBAIM OCTPhIC
uHpexuu paznuydon stuoioruu (OPBU, anruna, 6poHxuT, BeTpsHas ocrna), y 6
(15,7%) OonbHBIX — TpaBMaTHYECKOE MOBpEXkACHUE cycTaBoB, a y 3 (7,8%)
MalKUEeHTOB, IO MHEHUIO POJIUTENEH, TEPEOXIIaXKICHUE.

OTsroiieHHass HACJIEACTBEHHOCTh MO peBMaTHYecKuUM 3aboneBanusm npu CD
ycranoBiaeHa y 5 (13,3%) nereit, npu CB® y 8 (22,2%) nmereii. Y 7 (19,4%)
OONBHBIX MIMEJIa MECTO JIEKapCTBEHHAs! WM TMHUIleBas auieprus. B anamuese y 5

13,3% e0cHKa OTMEYaJuCh OIEpPAaTUBHLEIC BMEIIATEIILCTBA W  TPaBMBbI.
b
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ComytcTByromue 3a00JieBaHus ObLTN BBISIBICHBI MOYTH Y BceX OobHBIX HOPA.
Cpenu BHecycTaBHOU matojioruu y 0onbHbIX FOPA Hanbomee yacTo BCTpeuanach
oproneauueckas — y 9 (25%) namuentoB, 3a6oneBanust JIOP-opranoB — y 11
(30,5%) nereii, 3aboneBaHus opraHoB mwHimeBapeHus — y 6 (16,5%) denmogek,
sHAOKpUHHAS naTosorust —y 5 (13,3%) netelt, maToyiorusi cepiia u cocyaoB —y 3
(8,2%) pebenka, marosorus oprasa 3peHust ormedanach y 4 (11,1%) GoabHBIX.
Tao6auna 3.1.
YacToTa BCTpe4aeMOCTH peBMATHYECKHX 3200/1eBaHUIl Y POJACTBEHHUKOB

npodaHaa B 3 MOKOJIEHHUSIX.

3aboneBaHus Cucremubpii | Onuroaprukyin | [lommaptuky | KoHTposs
PEBMAaTUYECKOU SIPHBIN JIAPHBIN

MIPUPOJBI N=8 | % N=14 | % N=20 | % N=10 | %
FOPA 1 7 3 15 1 10
PeA 2 14 2 10 -
PeBmaTuzm 1 12 2 14 1 5 -

bonesnp bextepesa 1 7 - -
Aptponatuu 1 12 4 20 1 10
Bcero 2 24% |6 43% 10 50% |2 20%

VYxe maBHO ObUIO OOpalieHO BHUMAaHHE Ha POJIb T€HETUYECKUX (aKTOPOB
npu FOUA, B YacTHOCTM B HAIIEM MWCCICAOBAHUM TP AHAIU3E JAaHHBIX
CEMEMHOI0 aHaMHE3a YCTaHOBJICHO, YTO YaCTOThl BCTPEUYAEMOCTH PEBMATUUECKHUX
3a001eBaHUN U 3a00JI€BAaHUI MMMYHOMATOJIOTUYECKON MPUPOJIBI OMPEALSTHIOCH
YTO 4acTOTa HacleI0BaHMs MpH nojuapTukyispHor Gopme FOUA onpenenunack
B 50%, npu omuroaptuxyisipHoir B 43%, a npu cuctemMHOM Bapuante IOA
ceMeiiHasi OTATOILIEHHOCTh COOTBETCTBOBAJIA MOKA3ATENSIM KOHTPOJIbHON TPYIIIIHI.
N3ydyeHne aHaMHECTHMYECKMX JAHHBIX MO3BOJIMIIO CHENaTh pPe3yJabTaThl IO

npeMopOuTHOMY (POHY Y UCCIIEIOBAaHHBIX JIETEH.
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Muarpamma 3.1.
CpaBHUTeJIbHBIE JaHHbIE IPEeMOPOUIHOTO0 (P)OHA OCHOBHOM M 3/10POBOIi

rpynin aeTeu.

80%

70%

yrpo3a MnpephIBaHus

60% OepeMEHHOCTH

B OPBU Bo Bpemst 6epeMeHHOCTH
50%

¥ 3a001€BaHUs TIOJIOBOH Cepbl

40%
B [ICCKYCTBCHHOE BCKapPMJIMBAHUE
30%

B yacTthlie (Oosee 4 pa3 B TO1)
OPBU

B anmnmeprust

20%

10%

0%

ocHoBHas rpynmna IOA KOHTpOJIbHAS TpyTIa

Takum oOpa3om, BhIIETIEPEUUCTICHHBIE (PAKTOPHl BCTPEUAIHCH JOCTOBEPHO
qamie (p<0,1) B rpynne ¢ FOUA, 4ro naer ocHOBaHUE CUMTATh UX 3HAYMMBIMHU B
npeMopOouaHOM (POHE JUTsl pa3BUTHUS OOJIC3HH.

[Ipu orieHKe epUHATAIIBHOTO aHAMHE3a HAMU OTMEYEHO, YTO MaTepH JIeTEeH,
crpagaromux FOUA, nocroBepHo wame (p<0,05) wumenu OCJIOXHEHHBIN
aKyIIepCKO-TUHEKOJIOTUYECKU aHaMHE3 B BHJIE MEIUIIMHCKUX a0OpTOB [0
HACTOsIIIe OEpEMEHHOCTH, a TAKXKe CTpajaiu /0, UM BO BpeMsi OEpEMEHHOCTH,
pa3IMYHBIMM UH(PEKITMOHHBIMU 3a00JI€BaHUSMU TOJIOBOM cdephl (ypearsiazMmos,
XJIaMUIM03, TapiaeHene3, HocuTenbcTBo [IMB, BIIIT u ngp.). ¥ OonbmmHCcTBa
Matepei, AeTu KoTopbix crpamaroT FOUMA, nocroBepuno wyame (p<0,05) mo
CpPaBHEHUIO C TPYIIONW KOHTPOJsI, HAcTosIIas OepeMeHHoCcTh mpoTtekana ¢ OIll-
TECTO30M, YIPO30i MIPEephIBaHUs OCPEMEHHOCTH, XPOHHUECKOU (PeToraneHTapHon

HEJIOCTAaTOYHOCThIO, BHYTPUYTPOOHON THIIOKCHEH, a B pojaax acukcueil mioja.
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Kpome »3toro, 31% »tux wMarepeit (mpotuB 14% B KOHTpoOJi€) BO Bpems
OepeMEHHOCTH HaOMIONAINCh C aHEMHUEH JIETKOW WM CPEHEN CTENEHU TSKECTH
(p<0,05). IIpaxtuuecku 30% pereit u3 rpynnbl OosnbHbIX FOUA He nomyuanu
TPYAHOE MOJIOKO BooOMmIe, uto aoctoBepHo damie (p<0,05) mo cpaBHEeHHIO C
KOHTPOJIbHOM TPYIINON 3I0pOBBIX JAeTe. B 1enoM yaenpHbBIM BEC JETEW,
MOJIYYMBIIMX €CTECTBEHHOE BCKapmiiMBaHue 10 1 roja, ObUT TakKe JOCTOBEPHO

Hwke (p<0,05) B rpymme gerei, ctpanaronux IOUA, yem B rpymnmne KOHTPOJIs
(46% 1 63% COOTBETCTBEHHO).

Ananms q9aCTOThI BCTPCHACMOCTH IIaTOJIOTNYCCKUX (pﬁKTOpOB B

npeMopouaHoM (oHe B pa3nuyHbiX BapuaHtax FOUMA ompepenwiics cieayronm
o0pazom.
JAunarpamma 3.2.

AHAJIM3 YaCcTOThl BCTPEYAEMOCTH MATOJOTMYECKHUX (PAaKTOpoB B

npemMopouaHoM GoHe B pa3audHbIX Bapuantax IOUA

80%

70%

60%

50%

40%

30%

20%

10%

!

0% = !
. Yrpo3sa npep 6ep
B CucTemMHbIN Yact OPBU

Anneprum

B ONUroapTUKYNAPHBIN UHo nonosoii

chepbi UcKycTBeHHOE
MonnapTUKyNspHbINA BCKapm

CpaBHeHue 4acTtoThl (pakTopoB 1O Meronay Ilupcona, BBISBUI

JIOCTOBEPHYIO Pa3HHUILy B CIEIYIOIIUX MOKa3aTesix no BapuantaM KOUA: yrpo3sl

npepbiBanus OepemenHoct, OPBU B mepuon OepeMEHHOCTH, TaK K€ 4YacTble
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OPBMU u annepruu y Aete npu CUICTEMHOM BapHaHTe, MH(EKINUU MTOJIOBOM cepsl
y POIUTEIIEH JETEN C OJUTOAPTUKYJIIPHBIM BAPUAHTOM.

[IpoBenennusie wuccinegoBanus WDA wu IIP x BuUpycHBIM WU
OakTepuaNbHBIM aHTUTEHAM TIOKa3aiw, 4To y OompmmHCTBA nereid ¢ FOA
BBISIBIISIJIOCH JIMOO HOCHUTENBCTBO, MO0 akTuBHas uHPekuus. Cpeau BUPYCHBIX
uH(DEKIUN Yale onpeaesyioch HOCUTENbCTBO 1uToMeranoBupyca (LIMB), 3atem
BHUPYCOB repreca.

uarpamma 3.3.

YacToTa BbIsIBJIeHUS BHYTPUKJICTOYHON HH(EKIIUM NPH PA3JINYHbIX

BapuanTax FOUA.
40
35,2

35 - 33

30 -

25 - E][MB

19,219,2 =Bl

20 -
B xmamMuaus

15 - B MuKOIIIazMa
B ypearutazma

10 -

CUCTEMHBIN MOJIMAPTPUKYJISPHBIA OJINTOAPTUKYJISIPHBIH

HaubGonpmas wacrora [IMB wuHbpekuuun omnpenensiach B TpyIe C
CUCTEeMHbIM BapuaHToM — y (35.2% B oToil rpymnme) OONbHBIX, NMPU 3TOM, B
akTUBHOW ¢opme oHa OblIa Yy (17,6%), B NOIMAPTUKYJISIPHOM OHA
oOHapyxuBanach y - 32,6% 3Toii rpynibl, B akTUBHOU Gopme y (6,9%) OOIbHBIX.
AHanoruuHpiii QakT OOHApPYKUJICS M MO TEePHeTHYECKONM HHQEKIUH, KoTopas
BCTpeUalach IMOYTH Y KaXJOr0 TPEThEro OOJIBHOTO B IpyHnax CHUCTEMHOIO
Bapuanta —y (33%) u momuaptukyaspaoro Bapuanta — (32%) 60JIbHBIX.

HocurenscTBO BHYTPUKIECTOYHOW MH(EKIIMN: MUKOIUIA3MEHHON HH(EKINH

U XJAMUAUN y JeTel ¢ CUCTEMHBIM BapUaHTOM W MOJUAPTUKYJISIPHBIM BapHAHTOM
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FOA, HanpoTuB, 0TMEUYan0Ch COOTBETCTBEHHO B ISITh U B JIBA PEXE, YEM Yy JETEH C

MEPCUCTUPYIONTUM OJIUTOAPTPUTOM - 46,3%.

Juarpamma 3.4.

AHAJIN3 KJIMHUYECKHUX JAaHHBIX B Irpynmnax uccjieca1oBanus.
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A«Qe ot AQ’Q::\ C B CUCTEMHbIN

NONMAPTUKYNAPHBIN

[Ipn kIMHUYECKOM OOCIENOBAaHMM B TPyMMax HCCIEIOBAaHUS OOJIBHBIX C
FOWA BeIENIEHBI CIIEAYIOMINE TPU3HAKU:

VYTpeHHsisi CKOBaHHOCTb B IpyIine ¢ cucTeMHou gopmoit B 75%, a B rpymnme
UCCIIEOBAHUS  C NOJIM  APTUKYJISIPHOM  (opMoi B 23% cmy4asax, c
OJINTOAPTUKYJISIpHOW (dopmoii Oonesnn B 5% ciaydasx,  CHMMETPUYHOCTh
MOpakeHUsI CyCTaBOB HA0OOPOT B IpyIie ¢ omnpeaenmiack B 60,5% B cpaBHEHUU ¢
cuctemuoit ¢opmoii FOMA B 54%, Taxxke Hanuuue apTpaIruil OOJbIIE

nposBIsUIACh B rpymie ucciuenoBanus ¢ CO B 82,3% B cpaBuenun ¢ CB® B 80%.
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OpHako peBMAaTOMIHBIE  Y3€JIKM, IOpPaXEHHs TIJa3 B BHJE YBEUTOB,
UPUJIOIMKINTOB, CTOWKAasl TeMIepaTypHas peakius B ne0roTe 3a00JieBaHUs Yallle
oTMmeuasnack npu cuctreMHoi popme IOUA.

[ToBpIlIeHHAsT CEKpelusi CYCTaBHOW >KUIKOCTH MPHUBOJUT K 0Opa30BaHUIO
BHYTPHUCYCTABHOTO BBINOTA. BhINIUMBaHMS YTONIIEHHON CHHOBUAJIBLHON 000JI0YKH
o0pa3yloT  BOPCHHBI,  KOTOpbIE  BBICTYHAlOT B  TIOJOCTh  CYCTaBa;
TUTIEPIUIa3UPOBaHHAs] CHHOBHANIbHAS 00osouka ipu FOUA pacnpocTpansieTcs
0 TTOBEPXHOCTH CYCTaBHOTO Xpsllia U ¢ HUM criauBaeTcsi. O6pazyercs nannyc. [lo
Mepe MpOTrPEeCcCUPOBAHUS CHHOBUTA pAa3BUBAETCA HpO3Hs,, U MOCTENEHHO
paspyliaercs CyCTaBHOM XpAILl, a BIOCIEACTBUN U KOCTHAsI TKAHb.

[IpocniekTuBHOE HaOMIOACHUE 3a HamuMu nanmenTamu ¢ FOMA Ha panHux
CpOKax MoKasajo, 4To B Jie0r0Te 00Jie3HU HEOOIBIIOE MpeodiagaHue MalueHTOB C
OJIUTOAPTPUTOM COXPAHMUJIOCh, OJJHAKO C Te€YeHHEeM BpeMeHH y 43% OO0bHBIX
OTMEYAJIOCh KOJIMYECTBEHHOE INporpeccupoBanue, B rpynmax ¢ CB® OPA
NOJIMAPTUKYJISIPHBIA BapHAHT cTal qoMuHUpyrommM (78,1%-72,9%).
OnpeneneHHblil HHTEPEC NPEACTaBUIIA IBOJIFOLMS MOHO-OJIUT0APTPUTA HA PA3HBIX
JTanax.

B nunamuke cuctemHbie Tpu3Haku y mnanueHToB ¢ CB® Gone3nu
MPAKTUYECKU HE PEIMIAUBUPOBAIH, JINOO MOSBISIUCH B PEAYIIMPOBAHHOM BHUJIE, a
CIIyCTS TOJIbl IPUCYTCTBOBAIN JTUIIb Y 3%.

JlanbHeWas TSYKEeCTh COCTOSHUSA y OOJBITUHCTBA MAIUEHTOB C CUCTEMHBIM
FOPA 6bu1a 00ycioBieHa pa3BUTHEM MOJUAPTUKYIISIPHOTO CYCTAaBHOTO CUHIPOMA,
KOTOpbIN (OpMUpOBAJICSI B T€UEHHE MEPBBIX JIET OOJE3HU, YTO JENAET MOXOKUM
naHHbli BapuaHnT FOPA Ha noamapTUKYJISpHBIIL.

Crnenyer OTMETUTh, UTO B MOCIIEHUE TOAbI CPEAN CUCTEMHBIX MPOSBICHUN
00JIe3HN OTMEUEHA pPeaKas 3aMHTEPECOBAHHOCTH CEPO3HBIX 000JIOYEK.

Takoll BaXHbIM JUArHOCTUYECKUM TMPU3HAK KAaK CHUMITOM YTPEHHEHN
CKOBAHHOCTHU Y UMEIOIINNA CYHIECTBEHHOE 3HAUYEHUE ISl B3pOCIHbIX 00JIbHBIX PA, y
nosioBuHbl Jeteit ¢ IOMA B nebrote Oone3nu orcyrcTBoBai. Eciau yrpeHHuit

I[I/ICKOM(I)OpT BCC XK€ 6I>IJ'I, TO AJIUTCIBHOCTBIO Oosee yaca BCTpCUAJICA JIMIIb Y
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HeOompmoro uncna (54,3%) OONBHBIX, a B JaJbHEHIIIEM YHCIIO TAIMEHTOB CO
CKOBAaHHOCTBIO B CyCTaBaXx M €€ JUIMTEIbHOCTh €I€ YMEHbIIATUCh. Y MAIl[MEHTOB,
nutenbHo 6oneromux FOMA, ckoBanHOCTh BhIsBIsUIach y 11,5% Bo 2 rpymnne u y
14,7% B 3#. XKamoObl Ha HamM4We CKOBAHHOCTU NPEIBSBISIN, B OCHOBHOM,
o6onsHbie ¢ CB® B 80,5% ciy4asx npu moduapTUKYJISpHOM P® mo3uTHBHBIM
FOPA. M0XHO NpEeaIonoKuTh, YTO JJIUTEIbHAS CKOBAHHOCTD SIBJIIETCS OJTHUM W3
paHHMX MapkepoB pa3Butus nomuapTuxyisipHoro IOMA. Xote 3T0T hakT u He
oOcyxXJaercss B JUTEparype, MO HalleMy MHEHUIO, JaHHBIA CHUMITOM HMEET
BaXHOE  AU((depeHInanbHO-IMarHOCTUYECKOE  3HAYeHWe I paHHEeu
Bepupukanuu FOPA. Ilpuuem, mo-BUAMMOMY, BaKE€H HE CTOJNBKO caM (DakT ee
IIPUCYTCTBHS, CKOJIBKO €€ JUIUTEIIBHOCTb.

Pesmarounnbie y3enku (PY) Obutd BbIsiBIEHBI Yy 1 OOJBHOTO C paHHUM
FOUA wuepe3 2 roga HaOmofeHus, 1 y 3 B3pOCIbIX OOJIBHBIX, YTO MOAYEPKUBAET
KpalHIOK PEIKOCTh BCTPEYAEMOCTH 3TOro cumiroma npu FOA.

VBeur B rpynme ¢ CO HOUA pazsuncs y 18,2,% , a npu CB® B 32,5%
cilydasix OOJIbHBIX MPaKTUYECKH OJHOBPEMEHHO ¢ apTputoM. IlopakeHue ria3 He
acCOLIMMPOBAJIOCh C MajblM YHCJIOM BOBJIEYEHHBIX B TPOLECC CYCTaBOB,
BO3pacTOM U TOJIOM, KaK 3TO BCErja CUMTajoCh, U HEe ObUIO XapaKTEpHBIM JIs
OOJBHBIX C CUCTEMHBIMU MPOSBICHUSIMH.

[locnennee  HaOmOIEeHHME  TONATBEPXKAACT  JaHHbBIE  JIMTEPATYpHI,
CBUJETENBCTBYIOIIME O Ka3yUCTUUYECKH PEIKONW 3aHTEPECOBAHHOCTH OpPraHOB
3penus npu cucreMuom FOMA (S.Guillaume, 2000; F.Zulian, 2002; S.L.Bowyer,
2003; P.E.Carvounis, 2006 u ap.).

Pa3BuTHe yBenTa 4eTKO aCCOMUPOBATIOCH C HATMYMEM aHTHHYKJIEApHOTO (hakTopa
(AH®) B cbiBOpoTKE KpoBH. B mepBbie roabl HaOMIOACHUS €llle y JBYX OOJbHBIX
MIPUCOCIMHUIICS YBEUT, a Y IBYX YK€ C(HOPMHUPOBAIUCH OCIOKHEHUS (KaTapakTa).
[Ipy yBenmuyeHUW NIUTEIHHOCTH 3a00J€BaHUS TMPOLECHT OOJBHBIX, MEPEHECIINX
yBeuT, Bo3poc (36,4% Bo 2 rpynne u 25,3% B 3 rpymie). Y Bcex NOpakeHue ria3
pa3BWIOCh B IMpejeNiax JAETCKOTO BO3pacTa B CpeAHEM uepe3 5,7 Jer mocie

aptputa. OagHako Ccpoku Kojiebamuch ot 1 roma g0 5 yer. DTH JaHHbBIS
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MOJTBEPXKIAIOT (PaKT COXpPAaHEHHS pHUCKA Pa3BUTUS TJA3HOM MATOJOTUHU Y
6onpHBIX KOMA, KOTOpBI ¢ BO3pacTOM YMEHBIIAETCS.

Ha 5310 Xe yka3piBaeTcsi M B JMTEpaType, CBUIACTEILCTBYIOLIEH O
HauOObIIEH YacTOTE MPUCOCTUHEHHS YBEUTa B MEpBbIE 5 JIET MOCje apTpuTa U
IOCTEIIEHHOM CHIDKEHUM pPHUCKa 10 MEpE YBEJIWYEHMs JJIMTEIBHOCTH OO0JE3HU
(B.M. Ansell, 1976; J.J.Calabro, 1989; B.W. [1ypuns, 1999; K.Kotaniemi, 2001).

[lo manHBIM 0030pa JUTEPATYpPHl OMPEAEIUIOCH, YTO YacTOTa YBEUTOB U
JPYTUX MOpPaXXEHUH TJia3 MpU CUCTEMHBIX U CUHJPOMHBIX 3a00JIEBaHUSX Y JeTel
Bappupyer oT 2 10 27,4% [25].

Cpenu HUX «pEeBMAaTUYECKOE» MOPAKEHUE COCTABIISIET OKOJI0 56%. YBeUutsl
ATON Tpynmbl Yame, YeM YBEUThl JPYroro IPOUCXOXKICHHS, MPUBOIAT K

OCJIO)KHEHUSIM, B TOM 4HcIie, K cinenote (9,2%) niu MHBAIMIHOCTH MO COCTOSIHUIO

oprana 3peHus (27%).

Pucynok 3.4.

OcTtpsiit nepeaHuin YBEUT,
XapaKTepU3yIuecs
MOKpPaCHEHUEM rias,

CBETOOOSA3HBIO, OOJILIO

NurepecHoit u  oOHanexuBarome  ocobeHHocThio HOUA npu
onuroaptTukyisipHon  ¢opme FOUA SIBJISJIOCH  OTCYTCTBHE  CEPbE3HOU
3aMHTEPECOBAHHOCTH BHYTPEHHUX OpraHOB, 4YTO JenaeT 3alosieBaHue Ooliee
OJlaronpuATHBIM B MPOTHOCTHMYECKOM IuiaHe. Kacasich camMoro omnacHoro,
YIPOXKAIOLIETO JKU3HU OCJIOXKHEHUS — aMWJIOMI03a BHYTPEHHHMX OpraHOB,
KOTOPBIN B IPEXKHUE TOJIBI SIBJISICS OCHOBHOW MPUYUHOU CMEPTH OOJIBHBIX.

Haubonee BbIpakeHHOW aKTUBHOCTH 3a0osieBaHMs Oblla y OOJBHBIX
CHUCTEMHBIM M TIOJIMAPTUKYJIIPHBIM 110 1e010Ty 1 Teuenuto FONA.

YCTaHOBIIEHO, 4YTO BBICOKAs aKTUBHOCTb M arpeccuBHoe TeueHue IOUA

xapakrepHo g gered ¢ CB® TedeHusi, C BO3MOXHOCTBIO Pa3BUTHUSA
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aJJIEprocenTUYECKOr0 M KJlacCM4eckoro Bapuanta CTWiIa, KOTOPOE B HaIEM
HCCIIeJOBAaHUU MPOSIBUWINCH; HACIEICTBEHHON OTATOIIEHHOCThI0O B 22,2%,
BBIPQKEHHOCTHIO KJIMHUYECKUX MPOSIBICHUM, yTpeHHeW ckoBaHHOCThIO B 100%
CTOMKOW TeMIiepaTypoit B nedrote 3aboneBanus B 80%, mopakeHUEM TJ1a3 B BUJC
yBUTa 1 upuaouuknuta B 30% ciyyasx.

CyliecTBEHHBIM TOKa3aTeleM MPOTPECCUPOBaHUS 3a00JIEBaHMS CIEAYET CUUTATh
CTEMEHb PEHTIECHOJIOTHYECKUX M3MEHEHUM B cycTaBax. OIHAKO, KaK U3BECTHO, B
neauaTpud B HACTOSIIEE BpeMs HE CYIIECTBYET CTaHIApTU30BAHHOTO METOJa
OLICHKH PEHTIE€HOJOTMYECKOW cTaiuu 3a0oJieBaHUs, U JIETCKUE PEBMATOJIOTH
MOJIB3YIOTCS pa3paboTaHHOU isi B3pocibix kinaccupukanuet O. Steinbrocker.
OMNBIT MOKA3bIBAET, UTO JECTPYKTUBHBIE U3MeHEHU y aeteil ¢ FOUMA pa3BuBaroTcs
Ha Oosiee mo3aHUX craausx Oonesznu. [lo nadmonenusim S.Prahalad, M.H.Passo y
MHOTHX Oo0sbHBIX HKOA »3po3um B 007acCTH CyCTaBOB KHUCTEH M CTON  HE
onpenesuiuch gaxke mnpu 10-15 nerHem Tteuenuun Oone3snu. B Hamem
uccienoBann B rpynme  panHero  FOMA  spo3um  kKak  OCHOBHOM
PEHTT€HOJIOTUYECKUM MapKep HAYMHAIOLICWCA CYCTaBHOW JIECTPYKLHMH U
nporpeccu BbIABISUIMCH Yy 18,2% depe3 2 roga HaOMOACHUS, OHU OBUIU
€AUHUYHBI U OMNPENECISUINCh MPEUMYIIECTBEHHO B CyCTaBaX 3allCThsi U MEJIKUX

CycTaBaxX KHCTEH Y OOJBHBIX C IOJUAPTPUTOM.

PucyHnok 3.5.
Pentrenonornyeckue

W3MEHEHHUs (3PO3UH, AHKUIIO3HI,
MOJABBIBUXH ) npu

nmnrensHoctn CB® IOPA.
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Hamu Takxe KOHCTaTUPOBAHO, YTO C HAPACTAHUEM JECTPYKTHUBHBIX MU3MEHEHUI B
KOCTSIX U CycTaBax ObUIO CBSI3aHO Pa3BUTHE BTOPUYHOTO octeapTposa (y 68% Bo
2ii rpynne u 'y 45,6% B 31 rpynie npu Bcex BapuanTax FOMA), koTopselil Hapsay
C aKTUBHBIM apTPUTOM, a yalle y>ke 0e3 Hero, SIBJSJICS MPUYMHONU BBIPAXKEHHOTO
nruckompopTa y 00IBHOTO.

Jannast mpobnema npeacTaBisieTcs KpaiiHe BaKHOM, Tak Kak HEIOCTaTOYHO
pemieHa y OOJBHBIX C MEPBUYHO BOCHAIUTEIBHBIM 3a00J€BaHUEM CYCTaBOB,
MIOCKOJIbKY HE HMMEETCS YETKO OTpabOTaHHOW CXEMbl TEpaNeBTUUYECKOTO WU
JPYroro BO3ACHCTBUSA y MOJOOHBIX OOJIbHBIX.

[Ipu ananuze BapuantoB TeueHus IOUA nmpu CB®, onpeaenmiiock uto B 18,1%
MPOTEKaeT B BHUJIE Kiaccuyeckoro BapuanTta Crwwia, B 27,3% ciaydasx Kak
JJIEPrOCENTUYECKUN BapuaHT, U B 54,5% cily4asix Kak apTpUT C OTIAECIbHBIMH

BHUCLCpUTAMMU.

3.2. Poab uMMyHoOJ10rH4YecKUX (JAKTOPOB B PAa3BUTHH KHOBEHIWJIbHBIX

HIANOINIATHICCKUX apTPHUTOB.

MexaHu3Mbl aKTUBAallMd MMMYHHOTO OTBETa IpH pa3Hbix cyoTunax FOUA
takke oriauyaroTcs. clOMA B HacTosiiee BpeMs paccMaTpuBalOT B OOJIbIIIEH
CTETIEHH HE KaK ayTOMMMYHHOE, a KaK ayTOBOCHAaJIWUTEIbHOE 3aboseBaHue. B
pasButnu cfOMA Bexyuiyro poJib UTPAET aKTUBALMS BPOKIAECHHOIO UMMYHHTETA,;
sbdexTopHbIe KIETKH — Makpodard U HEUTpOPWIbI, ayTOAHTUTENAa — HE
BBISIBIIFOTCS. TakWe BHECYCTaBHBIE MPOSIBICHUS, KaK JIMXOpPAJKa, ChIIIb,
TPOMOOIIMTO3, aHEMHUSI, OCTEOIOPO3, a TaKke CuHTe3 ocTpoda3oBbix 6eakoB (CPb
U aMUJIOHMJa), NpPU CUCTEMHOM apTPUTE CBA3BIBAIOT C TUIEPIPOLYKLIUEH
unrepneiikunoB (MJI) 6 u 1. Ilpu npyrux Bapuantax IOUA akTuBHpyercs
NpUOOpPETEeHHBbI HMMMYHUTET; 3(QexkropHbiMu KieTkamu siBisitoress T u B

JTUMOITUTHI.
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Juarpamma 3.6.
JluarHocTuyeckasi 3HAYUMOCTb HMMYHOJIOTHYECKHUX MOKAa3aTeJiei

KJIETOYHOT'0 U TYMOPAJIbHOI0 3B€HA HMMYHHOM cucteMbl y aAetei ¢ FOUA.

n=6 (54,5%)

\

n=3(27,3%)

n=2 (18,1%)

Knaccuu cuHapom AnneprocenTuueckmii ApTpuUT Cc OTA
Ctunna BapuaHT BUCLEPUTAMMU

FOMA- »T0 XpoHHMUECKOE€ BOCHAIMTEIbHOE 3a00JieBaHHE CYCTaBOB,
XapakTepu3yromieecs CJIO’KHBIM ayTOMMMYHHBIM MaTOTEHE30M, HEYKJIOHHO
MPOTPECCUPYIOLIUM T€UYEHHUEM, BO3MOXXHBIM BOBJIICUEHUEM B MPOLIECC BHYTPEHHUX
OpraHoB W 4acThIM pa3zBuTueM wuHBanuaHoctH y neret (M.E. [llax0azsn, E.U.
AnekceeBa, 2005). Onguum u3 BapuaHTOB FOMA 0€3 CHCTEMHBIX MPOSBICHUM
sBiseTcs moauapTukysapueiii FOMA  ceponeratuBHoro (6€3 pPeBMAaTOMIHOTO
bakTopa) U cepono3uTUBHOTO (¢ HamuuueM P®) moaTumnos.

Hapsny ¢ 3TuM MOXHO BbIIEIUTh BapuaHThl TeueHuss FOMA cBsizaHHBIE C
MIPOBOLUPYIOMTMMU UH(GEKITMOHHBIMU areHTaMHu.

[IpoBeneHHoe wucchnenoBaHue oO0Iero aHanuza KpoBu y 36 OonbHbix FOUA
MOKAa3aJI0, YTO Yy OOJBIMMHCTBA JETEH BBISBIEHBI OTKJIOHEHHUS J1a00pPaTOpPHBIX

HOKaBaTGHCﬁ, OoTpaxXaromuX AaKTHBHOCTb BOCIIAJIMTCIBHOI'O IIpoLecca. B X0J€
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obcnenoBanus y 6onpHbIx FOMA, B OAK 0611 OTMEUEH JOCTOBEPHO O0Jiee HU3KUM
YPOBEHb JIPUTPOIUTOB, KOTOphId coctaBmin 4,01+0,04x1012/n (p<0,3) mo
cpaBHEHHMIO €O 310poBbIMH neTbMU. Ilpu CB® IOHUA wu npu 2 creneHu
AKTUBHOCTU BOCIAJIUTEIBLHOIO MPOIIECCA BBISIBIICHO MX HAMMEHBIIIEE KOJIUYECTBO
3,74+0,18 x1012/n (p<0,05) u 3,80+0,12x1012/n (p<0,05) COOTBETCTBEHHO.
N3meHeHust copep:kanusi reMorjaoOrHa ObLIM HE3HAYMTENbHBIE U JOCTOBEPHO HE
OTJINYAJIUCh.

CratucTuyeckd 3HaYUMO TOBBIIIAJIOCH O0IEe KOJUYECTBO JICUKOIIMTOB U
MaJouKOSAEpHBIX HeUTpoduiioB 1o 8,76+2,48x109/1 (p<0,05) u 9,27+2,91%
(p<0,05) COOTBETCTBEHHO MpH 2 CTENEHU aKTUBHOCTH BOCHAIUTEIHLHON pEAKIIUH.
OTtmeyalicst To0CTOBEpHO 00Jiee BHICOKUN YPOBEHb CETMEHTOSJICPHBIX JICHKOIIUTOB,
o cpapHeHmIo ¢ KI', koTopsrit coctaBun 74,4+3,8% (KI' — 62,2+2,99%; p<0,01).
[Ipu onpenenenuu coaepkanusi TMMGOIIUTOB BBISBICHO JOCTOBEPHOE CHUYKEHUE
JTAHHOTO TIOKa3artelisd y OOJBHBIX CO 2 CTENEeHBbI0 aKTUBHOCTH 3aboisieBanus — KI'-
23,44+4,2% (p<0,05); u y 60apHB1X ¢ CB® — 16,9+2,5% (p<0,01).

BrIsiBIIeHO MakCHUMaIbHOE CTaTUCTUYECKH 3HaUnMoe noBbiieHue COD y 00IbHBIX
¢ CB® IOMA no 42,2549,1 mm/ygac (p<0,05), npu CO IOUA no 16,9+2,5
mM/4ac (p<0,01).

Tadoauua 3.3.

IHoka3arenn nepugepuyeckoin Kposu y aereid ¢ FOUA B nedrore 0oJie3Hu

Bapuanter FOA Hs JIEHKOIATHI 109 tpomO | COD
/7 oo, /s c/a | mamd. | 10 MM/4ac
CucTeMHbIi 96,8 22,25 8,87 74,14 (16,9 | 498,25 (42,25
n-8 +15,8% | £3,8%* +1,3* +3,8% [ £2,5% | £108* [ +9,3*
Omuroaprukymsipusiii | 107,5 10,12 3,62 62,8 33,4 |248 21,75
n-14 +17,8 | 14,9 +1,1 +8,7 |[+4,7 | 46,5 |4,1*
[Monauapruxynspusii | 109 9,87 4,25 62,2 (33,4 |333 32,75
PD+ (n-7) +104 | 13,1 +1,03 +8,5 |[+4,2 | £28,8* [ £5,7*
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[Tommapruxynspusiid | 110,4 | 10,62+2,2 | 4,37+0,74 | 63,7 | 31,6 |232,75 21,25
PD- +134 +6,8 | 3,8 [56,5 |+6,8*
(n-13)

[Tpumeuanue: *- p<0,01 ¢ HOpMoOIi

Takum 00pazoM, MOKHO cIeiaTh 3aKJIIOYEHUE, YTO y JETeH, CTpadarolux
FOUA, B OAK umenuch u3meHnenus nokaszareneit (mosoimenue COD, yMeHbIIEHHE
KOJMYeCTBAa  JIUM(OIMTOB,  YBEIMYEHHE  KOJMYECTBA  MaJOUYKOSIEPHBIX
JIEMKOLUTOB), CBUIETEIbCTBYIONIME O BOCHAIUTEIBHOM mpouecce. Haubonee
BBIDOKEHHBIE JIA0OpAaTOpHbIE HW3MEHeHus1 Halmonamuch y OonbHbIXx ¢ CB®
3a00/eBaHUsl W TpPU HAPACTAHUU AKTUBHOCTH PEBMATOMJIHOTO BOCIAJICHUS.
CHmwxeHue cojaepxaHus JUM(GOUUTOB B KPOBH, M[O-BHJIUMOMY, CBSI3aHO
CHAKOIJIEHUEM MX B CUHOBHAJILHOW 000JI0YKE.

Baxnyto ponp B wumMmyHonatoreHeze IOUA wurparor B-numdonuTtsl,
OTBETCTBEHHBIE 3a TYMOPAJIbHbIE UMMYHHbBIE PEAKIIMU U MTPOAYKIUIO aHTUTEN [ 15,
75]. B-xjieTkn MOTYT BBICTYNAaTh B Ka4€CTBE AHTUTCHIPEIACTABIISIONIEH KIIETKU
(AIIK), 3axBarbiBaTh AHTUI€H M NPE3CHTHPOBATH ero T-mumdonuram u TeM
camMbiM criocoOctBoBath aktuBanuu CD4 + T-nmumdoruroB no Th-1 tumy. B-
KJIETKH CHUHTE3UPYIOT MPOBOCHAIUTENbHbIE IIUTOKUHBI, @ TAKXE PEBMATOUIAHBIN
dbakTop (PD), xoTophIli ompenenseTcs B CHIBOPOTKE KpoBU Yy 60-75% OONBHBIX
FOPA. 310 o0CO00BIi1 MakporsoOyinuH, KOTOPBIM sBIsieTcss aHTuTeaoM K Fc-
¢bparmenty Ig G u3MeHUBILIET0 CBOM CBOMCTBA MO/ BIAUSHUEM BHpYyCa WIH JPYroro
areHTa 1 BOCIIPUHUMAETCA COOCTBEHHON MIMMYHHOM CHCTEMOW KaK ayTOAHTUTEH.

B pe3ynabTaTe aHTUIeHHOW CTUMYJSIUMM, B-kieTku TtpaHchopmupyrorcs B
Ia3MaTUYecKue KJIETKH, Mpoayuupyromme uMmmyHornooynunsl (Ig AM,G), a
NOCJIE/IHUE, B CBOIO OUY€pe/lb, COCAUHSSCH C AHTUT€HOM, 00pa3ylOT UMMYHHBIE
koMmiiekebl (MK) - anturen-antureno. Mx konMuecTBO B KPOBU MOBBIIIAECTCA U
NPUBOJUT K AKTUBHU3ALMM CHUCTEMbl KOMIUIEMEHTAa. B pe3ynbrate HauMHaETCs
MUTpAUs MOJIUMOP(HO-SAEPHBIX JIEMKOLUTOB B CHHOBHAIBHYIO KHAKOCTb.

He#itpopunbr  paromutupyror MWK ¢ mocnegyromum — BBICBOOOXKIECHUEM
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MNPOTCOJMUTHYCCKNX  JIM30COMAJIBHBIX (bepMeHTOB u

OPYTUX  MEIuaToOpOB

BOCMaJIeHUs1  (MIPOCTOTJIAHMHOB, KUHWUHOB, THUCTaMHHA, CEPOTOHUHA). OTHU

Ba30aKTHBHEIC BCIICCTBA BBI3BIBAIOT IMOBPCKIACHUC COCyaoB

MUKpPOLMPKYJIATOPHOTO pycia H pa3BuTHe cuHOBUMTA. [Ipomomkaromieecs

BOCMAJICHUE CTUMYJUPYET MpONUQEpalri0 CUHOBUAIBHOM  OOOJIOUYKH C
dbopMupoBaHUEeM MaHHyca, Hamoji3awilero Ha cycraBHo xpsmi. Yacte UK
IIPOHUKAET B COCYAUCTOE PYCIIO U Pa3HOCUTCS TOKOM KPOBH, BBI3bIBAsI TIOPAKEHUE

Opyrux opranos [15, 23].

Taoauna 3.4.
NMMyHoI0TMYeCcKHEe MOKA3aTe/Id B IPYNIAaxX UCCJIe0BAHUSA B 3aBUCHMOCTH OT

KJHMHHUYECKOI0 TeueHus 3a00/1eBaHusl.

IMoka3arenanb Cucremubiii | Oauroapr | Iosmuapruxkyn | Hopma
UKYJSPHbI | SAPHBIA
i
CD3 T- 68.97£5.11* | 51.27+.11 63.00+2.09* 50.25+4.59
mumporuTsl (%)
CD19 B- 8.15+0.29* 7.15+£0.239 | 8.74+1.02* 7.04+0.78
aumdonutsl (%)
CD4 T-xennepsl 35.50+4.28* | 29.50+£3.28 | 34.47+1.87* 28.47+2.84
(%)
CD8 T- 24.53+£3.25% | 18.53+1.25 | 23.29+1.43* 17.01£1.55
LUTOTOKCUYECKHE
mumporutsl (%)
IgA (r/m) 1.62+0.21%* 1.44+0.51 1.40+0.07 1.43+0.11
IgM (1/m) 1.42+0.11 1.40+0.6 1.45+0.08 1.35+0.07
IgG (1/n) 9.12+0.39 9.52+0.39 9.29+0.41 9.63+0.42

Cpenu mokaszateneil 001Iero KiIeTOYHOro uMmyHutera y aeteir ¢ FOUA, Ttompko

nokazarenu CD3 umenu AOCTOBCPHBIC OTIWYHA OT HOPMbl M B 3aBHCHUMOCTH OT
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dbopMbl 3a00neBaHUS UMENM TeHAEHIMIO K yBenuueHuro (N—50.2544.59%;
noymaptukysipaas Gopma FOMA —63.00+2.09%; cycraBras ¢opma HOUA —
68.97+5.115%), mnpu mnokazarenasx OAUroapTUKyisapHod  dopmbl  FOUA,
COOTBETCTBYIOILIEA MOKA3aTeNsIM HOPMBI, YTO MOATBEPKAAIO THIEPAKTUBHOCTH
UMMYHUTETa U UMMYHONpOIUQEepaTuBHbIA Xapaktep 3a0oneBanus. OgHAKO
nokazarenu CD3 u CD8 y gereit ¢ FOMA Obutn noctoBepHo Bbiie (P<0,05),
HOPMBI.

[Ipyu aHanu3e  HMMMYHOJOTMYECKHMX  TIOKaszareled  KIETOYHOro |
TyMOPAJIBHOTO 3B€HA HIMMYHHOM cuctemsl y neren ¢ FOPA, nokasatenm CD3 — T
JUM(OLUTHI UMENIA JOCTOBEPHBIE OTINYHS OT HOPMBI U B 3aBUCUMOCTH OT (DOPMBI
3a0oieBaHusl  uUMeNM  TeHIeHuuro K yBenmmueHuro  (N—-50.25+4.59%;
nomuaptukyispHas ¢dopma FOHUA —61.00+£2.09%; cuctemuoit dopma IOUA —
68.9745.115%), d4r0 TOATBEPXKAAIO THUMNEPAKTUBHOCTH HMMYHHUTETa W
UMMYyHOTIpoTdepaTUBHBIN  Xapaktep 3a0osieBanus. Ilokazarenu CD3- T
mumponutel, U CD8- nmutorokcuueckue iumdouutsl y aereidl ¢ FOMA Obuin
noctoBepHO BhImie (P<0,05), Hopmel. Y aereit cuctemuoi hopmoit  FOUA nmeer
MECTO 3HAYMUTEJIbHOE HapylleHHe T-KJIEeTOYHOrOo 3BEHa HMMMYHHUTETa 3a CueT
npeobnaganust CD4+ T-numdornuToB 1 Tuma KIETOK, CBUIETEILCTBYIOIIEE O
CHUCTEMHOCTH MaTOJIOTMYECKOTO Mpoliecca YK€ Ha paHHHUX CTausAX 3a00JeBaHus, B
OTJIMYME OT U3MEHEHUH MPHU OJUT0APTUKYJAPHON M MOJUAPTUKYJIAPHON (popmax
IOHA, rae n3MeHsIMCh HE3HAUUTENIBHO U KPAaTKOBPEMEHHO TOJBKO IOKAa3aTelu,
xapaktepuszywone Hecnerupuueckuii  otBer. [ucOGamanc T-numdouuTos
COMPOBOXKJAJCA HM3MEHEHUSAMH COJEpPXKaHUS HMMMYHOIJIOOYJIMHOB CBHIBOPOTKH
kpoBH. OTMeuanuch HanboJsiee 3HaUMMble U3MEHEHUS! B CTOPOHY YBeNU4eHUS IgA;
IgM; 1gG npu cycTaBHO-BUCLEpAIBbHBIX (hopMax 3a00JIeBaHUSI.

Pe3ynpTaThl MPOBENEHHOIO HMCCIENOBAHMS CBHUJETEIBCTBYIOT O TOM, YTO
Hapsaay ¢ PO u AH® y nereii ¢ panaum FOUA ¢ paBHO# win 60JbIei 4acTOTON
BBISIBJIIIOTCSL TakkKe M Jpyrue HMMMYyHojorudyeckue wapkepsr — CD3- T
auMmpouutel, U CD8- muToTOoKCHMUeckne IUMQPOUUTH.. YacToTa MOBBIIIEHUS U

YPOBHM KOHIIEHTPALIMM 3TUX MOKa3aTesei ObUIH BBIIIE, YEM Yy 3J0POBBIX JETEH, HO
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HUKE, YeM Yy B3pOCHBIX O0NMbHBIX PA W COMOCTaBUMBI UYTO CBHIETEIHCTBYET O
BO3MOXHON  cxoxkectn IOHWA ¢ nocinegnuM. HecMoTpss Ha  HH3KYIO
gyBcTBUTENBbHOCTh, ALl o6mamaer BBICOKOM  CHEUU(PUUHOCTBIO IS
nuarHoctukn FOMA (camMocTOSTENbHOM HO30JIOTMUECKOW E€AWMHUIBI B paMKax
FOA), 9T0 0coOeHHO Ba)KHO Ha HayaJabHOM dTare ¢popMupoBaHus 60oe3Hu. Pannee
oonapyxkenne CD3- T maumdbonute, u CDS8- HUTOTOKCHMYECKHE JHUMQPOIMTHI
W30JJUPOBAHHO WM B KOMOWHaIimu ¢ P® MOXeT yka3piBaTh Ha BEPOSTHOCTH
dbopMUpOBaHUS TTOJIHAPTUKYISIPHOTO CYCTAaBHOTO CHHJIPOMA, KOTOPHBIH YaIle BCero
NPUBOJUT K PA3BUTHIO 3HAUYUTEIBHOW (DYHKIMOHAIBLHOW HEAOCTAaTOUYHOCTU
CyCTaBOB, YTO SIBJISICTCSI TIOBOJIOM JIJIs PAaHHErO0 HA3HAYCHUSI aKTUBHOM, HEPEIKO
arpeCCUBHOM TepaIHM C MENbI0 IpeAoTBpameHuss uHBanuau3anuu. Poas CD3- T
amuMmdortoB, u CDS8- nuTorokcmyeckue IUMQPOLMTOB B PaHHEW TUArHOCTUKE
FOA octaercs He cOBCeM IMOHSATHOM, YTO TpeOyeT MPOJOIKEHUS UCCIICIOBAaHUHN B
aTOoM HampaBieHuu. OJHaKo BbIABICHHAs 3HauuTenbHas koppemsaius CD3- T
JTUMQOIIUTOB, nu CD8- [IUTOTOKCHYECKHX JUMQPOIUTBI €  KJIMHUKO-
7a00paTOPHBIMHU TMapaMeTpPaMH BOCIAIUTEIIBHOM aKTUBHOCTH MOXET  CIIYXKHTb
OCHOBOM 17151 MCTIOJIb30BAHUS TAHHOTO MOKa3aTelisi PU MOHUTOPUHIEe aKTUBHOCTH
1 o1ieHKe 2 (HEKTUBHOCTH JICUCHHS.

Takum 00pa3oM, MacCHpPOBAaHHBIC HEKOHTPOJIHUPYEMBbIE PEaKIMH HWMMYHHOU
CUCTEMbl OpraHM3Ma MPUBOAIT K PA3BUTHUIO XPOHUYECKOTO BOCHAICHUS, K
HEOOpaTUMBIM HM3MCHEHHSM B CyCTaBaX, BHECYCTaBHBIM IIPOSIBICHUSIM (B TOM

YUCIIe K MOJUOPTaHHOM HEIOCTAaTOYHOCTH ), K MHBAIMIU3ALUUA OOJIbHBIX.

3.3. Kiiunuko jadopaTtopHble NOKa3aTeu Npu panHeil nuariocruke IOUA y

JeTeu.

N3yuenne kaptunbl FOA, accOLMUPOBAHHOTO C BHYTPHUKIECTOYHOM
nHpeKIme BbISIBUIA 0COOCHHOCTH KJIMHUYECKOW KapTUHBI apTpuUTa: IJIUTEIbHOE
TE€UYEHUE, OJIMTOAPTPUTHBIN BapUaHT MOPAKEHUSI CYCTABOB, XapaKTEPHBIN 00JIeBOM

CUHAPOM, BOBJICUCHUC HepI/IapTI/IKYHSIpHOﬁ TKaHH U I'JIa3.
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CycraBHo#t cunapoMm. I[Ipu cuCTEMHOM BapuaHTE C OJIMTOAPTPUTOM WU
OTCPOYEHHBIM CYCTaBHBIM CHHJIPOMOM — OJINTO-, PEXKE OrpaHUYCHHBIN
MOJMAPTPUT, KaK IMPaBWIO, CHMMETpUYHOe mopaxeHue. Ilopaxkarorcs
MPEUMYIIECTBEHHO KpYIHBIE (KOJIGHHBIE, Ta300€IpeHHBIC, TOJICHOCTOITHHIC)
cycraBbl. [IpeobnanaioT 3KCCyJaTUBHBIE HM3MEHEHHUsA, B Oojee IMO3IHUE CPOKH
pa3BuBaloTCs AedopMalii U KOHTPakTyphl. [IpakThuecku y Bcex OOJIBHBIX B
cpenHeM Ha 4-M romy OoJyie3HM (a WHOTJA W paHBIIE) Pa3BUBACTCS KOKCHT C
MOCJIEYIONIUM aCENTUYECKUM HEKPO30M TOJIOBOK OelpeHHBIX KocTeil. B psme
CIy4yaeB CYCTaBHOW CHHAPOM OTCPOUYCHHBIM M pPa3BUBAETCS 4YE€pPE3 HECKOJBKO
MECALIEB, a MHOTAA M JIET Mocjie Ae0lTa CUCTEMHBIX NposBieHH. PeOenka
OECIOKOST apTPAITUU U MUAJITUH, YCUITUBAIOIINECS Ha BBICOTE JIMXOPAJIKH.

Ocobennoctu. Jluarno3 cucremMHoro Bapuanta HOA ycraHaBiauBaeTcs IpH
HaJW4Yuul  apTpUTa,  CONPOBOXKIAIOMIETOCS  WJIM C  OPEALIECTBYIOLIEH
JOKYMEHTHUPOBAHHOM JTUXOPAJKOW B TEUEHHE MUHUMYM JIBYX HEJIENIb B COYETAHUU
C JByMs u Ooyiee TpU3HAKAMH: ChIllb, CEPO3UT, TECHEPAIM30BAHHAS
auMmbaneHonaTsi, renaToMeranuss wW/wid cruieHoMeranusi. ComnpoBoXKIaercs
W3MEHECHUSIMU B aHajdu3axX KpPOBW: JIEMKOIMTO3 OT YMEPEHHOrO JI0 BBICOKOTO,
HeHTpoduIies, TMIOXpoOMHas aHEMUsI, TPOMOOINTO3, yckopeHue COD, moBbIllieHNE
ypoBHel IgA, IgM, IgG, CPb, UK.

CycTaBHOU CHUHIPOM TMPU CUMMETPUYHOM OJIUTO- WM TOJUAPTPUT C
MOpPaXXEHUEM KPYIHBIX W MEJIKUX CYCTaBOB (KOJEHHBIX, Jy4e3allsICTHBIX,
TOJICHOCTOITHBIX, & TaK)K€ MEJIKHX CyCTaBOB KUCTEH M CTOIl), BKJIFOYasi BUCOYHO-
YEJIFOCTHBIE COWICHEHUS M WIEWHBIA OTHAEN MO3BOHOYHMKA WJIM ACUMMETPUYHBIN
onuroapTput. CTPYyKTypHbIE H3MEHEHHS B CYCTaBaX pa3BHUBAIOTCS B TEUYEHUE
nepBbIX 6 MecsieB 00Je3HH ¢ (POPMUPOBAHMEM AHKUIIO30B B MEJKHUX KOCTSX
3aIsICThSl y’K€ K KOHITY MEpPBOTO rojaa 0oyie3HU. Y YacTH MAIMEHTOB Pa3BUBACTCS
JECTPYKTHBHBIM apTPUT, B OCHOBHOM B Ta300€IPEHHBIX U YEIFOCTHO-BUCOYHBIX
cycTaBax.

Ocob6ennoctu. PasBuBaercs B Bo3pacte oT 1 roga mo 15 ner. Yame Goneror

JCBOYKH. Hauvano — IMoaO0CTPOC, XPOHUICCKOC. COHpOBO}KI[aCTC}I N3MCHCHHUAMU B
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aHaIM3ax KPOBU: YMEPEHHBIN JEMKOIMTO3, yckopeHue COD, NOBBIILIEHHE YPOBHEH
IgA, IgM, IgG, CPb, IIUK, y yactu nereit BoisiBisiercs PO, AHD. Nmeetcst puck
pa3BUTHS yBEUTA.

CycTaBHOW CHHAPOM TIPU OJHMTOAPTHUKYISApHONW Qopme 3aboeBaHUS.
Pa3BuBaercs uepe3 1,5-2 Hemenu mocie TMEPEHECEHHBIX HMHQPEKIUOHHBIX
3a00JIeBaHUN MOYETOJOBBIX OpPraHOB, BBI3BAHHBIX XJIAMUAUSIMHU, WIH JIHAPEH,
BBI3BAHHOW HWEPCUHUSIMHU, CAJbMOHE/UIAMH, INMUTeIUIaMH H JAp. XapakTepHO
ACUMMETPUYHOE TMOPAKEHHE CYCTaBOB, Yallle HM)KHUX KOHEUHOCTEH: KOJEHHBIX,
TOJICHOCTOITHBIX, MEJIKMX CYCTaBOB CTOII; pA3BUTUE OJTHOCTOPOHHETO CAaKPOUIIEHUTA,
TEHIOBAarMHUTA MIATOYHOTO CYXOXKHJIHS M TTOJONIBEHHOTO (hacIuuTa, IEPUOCTHTOB
MATOYHBIX OYTPOB.

BnecycrtaBHbie nposiBieHust 3a0oneBaHusi B nediore KOA y HaOmromaemoit
IPyNIbl MAMEHTOB OBUTM Pa3HOOOPa3HbI M KacaluCh, B OCHOBHOM, CHUCTEMHOTO
BapuaHTa TeueHus 3a0osieBaHus. Tak, IpU CUCTEMHOM BapHaHTe Je0roTa 00JIe3HU
auxopajaka npucyrcrBoBaia y Bcex 38 (100%) OombHbIX, anemus — y 19 (50%),
nosmmopdHas ceinb — y 21 (55%), yBenuuenue aumpaTuyeckux y3iaoB — y 16
(42%). BropuuHOoe mMopa)keHHWE cepjilla B BUJE MEpUKApPAUTA U DHIOKApIUTA
ormeueHo y 8 (21%) nerelt, UHTEPCTUIIMATIBHBIM HEPUT pa3BWIICS Takxke y 9
(23%), remaromeranus y 7 (18%) u nueBmonut y 4 (10,5%) narueHTOB. Y OJHOTO
OOJBHOTO C CHUCTEMHBIM BapUaHTOM 3a0o0JieBaHHS B Je0I0TE€ HMEI MECTO
reMOpPpParu4yecKud CUHAPOM.

PeBmaTonHbIE y3eKH HE 0OHAPYKUBAIUCH HH MPU OJTHOM W3 KITMHUYECKUX
BApUAHTOB TEUYCHUs 3a00JIeBaHUS.

VYBeut Obu1 quarHoctupoBan y 3 (7,8%) nereit B nedrore FOA, ipu aTom y 4
nanueHToB (10,5%) ¢ omuroaprputroM u Jswmmb y 1 OomsHOrOo (2,6%) C
MOJIMAPTUKYJSIPHBIM ~ BapUaHTOM 3a0oyieBaHUs. B TeueHue MOCIETYIOIIETO
Bpemenu (0T 1 roga 10 3-x yer) emie y 5 60apHBIX (4 peOCHKA C OJUTOapPTPUTOM U
1 ¢ mommapTpuToM) Takke pa3Buicsd yBeuT. CleyeT OTMETHTh, 4YTO IpH

cucreMHoM Bapuante FOUA yBeut He BcTpeuascst BooO1e.
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Juarpamma 3.5.

BuecycraBublie nposiiaenust FOUA B rpynnax uccijieloBaHus.
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[To namum nanHeiM P® oOuapyxkuBanca (14%) manueHToOB, HAaMOOJbIIEE
KOJIMYECTBEHHOE COJEp)KaHue ero ObUI0 B TpyMIe NOJUAPTUKYISIPHOTO
CEpONO3UTUBHOTO BapuaHta. IlpoBonuiach OIEHKAa  KOPPESLMOHHOM
3apucumoctt P® ¢ @K, ¢ ypoBuemM COD Ha MOMEHT OOHapyX eHUS,
PEHTTEeHOJIOTHYECKON craaue. B cucreMHoM Bapuante, PO deTko koppenmpoBan
C BOCHAJUTEIbHON aKTUBHOCTBHIO B KpoBH (I=0,77), npu PO+ nonuapTukyasspHoM
BapHaHTE — C KOJMYECTBOM MOPaKEHHBIX cycTaBoB (1=0,68).

Taxum o0pa3om, y OOJBHBIX IOBEHUJIBHBIM apTPUTOM BBISBIISIETCS BBICOKAs
CTeNeHb HWHQUIMPOBAHHOCTH CMEIIaHHOW BHUpPYCHON uHpeknuer - y 98%,
xnamuauiinod wuHbekmuen - y 74%, HP - y 75%. Axntutena k OaxTepusm
KUILIEYHON TpYIIbl B JUArHOCTUYECKOM THUTpe BBIABISIIOTCS y 45% nereit ¢
IOBEHWJIbHBIMU apTPUTAMHU.

[Ipy peHTreHoONOrHYeckoM OOCIEIOBaHUN OMPENSIUINCh CTaaud IO
Steinbrocker, B Mogudukarmu A.A. bapanosa, JI.K. bBaxxenosoii [2002].

TabOmura 3.5.

58



Penrrenosiornueckue craauu nmo Steinbrocker FONA

Bapuante FOUA Penrrenosnornueckue craguu

0 1 2 3 4
Cuctemnslii (n-8) 4 (50%) |2 (25%) | 1(12,5%) | 1(12,5%) |-
OnuroapTpuKyISAPHBINA 3(21%) | 9(64%) | 2(14%) - -
(n-14)
[TonmuapTUKyYISAPHBIH - 1 (14%) | 2 (28%) 3 (43%) 1 (14%)
PO+ (n-7)
[TomuapTuKyISIpHBIT 4 (31%) |6 (46%) | 2 (15%) 1 (8%) -
P®- (n-13)

Jlns oOmmiel OIeHKM PEHTTCHOJOTHMYECKUX H3MEHEHUW B TPYIIE JIETeH ¢
FOA npuemnembiM Obul  MeToA JlapceHa: W3YYWIM KOPPEISIIIUIO  MEXKTY
nuHamukod PC mo Hanbosnee mopak€HHOMY CYCTaBy U aKTUBHOCTBIO 0OJIE3HU
oueHeHHou 1o COD u CPb B aqunamuke 3a | rog y 18 manmeHTOB ¢ peMHUCCHUEN.
[IpoBeneno cpaBHenue nByx auHui perpeccuu: r= 0.750 (p< 0.05), mpoepka
coBmajieHus JTMHUN perpeccun coctaBuia F = 7.475 (p = 0.010). OnHOBpeMEHHO
M3yuuiau Koppensuuio mexnay auHamukod PC mo JlapceHy MU aKTUBHOCTBEO
oone3nn oueHeHHod no COD u CPb, mpu 3TOM 3aBUCMMOCTH JUIMTEIIBHOCTU
pEMHUCCUM OT KOJUYECTBEHHOTO MOPAKEHHSI CYCTAaBOB HE YCTAHOBJIEHO. JTO
MOAYEPKUBACT HEOOXOJIUMOCTh MEPUOJUYECKON BHU3yalM3allMl CYCTaBOB, IpHU
KOTOpPOM MOTyT OOHApyKUBAaThCS HOBBIE W3MEHEHHBIC CYCTaBbl, HECMOTpPS Ha
MEePUOJ PEMUCCHUHU.

ITo pesynbraram wuccaeOBaHUM, €CTh CBEJACHHUSA, YTO B CaMOM Haualie
3a00IeBaHUSl TIPU TIOMOINU PEHTreHorpaduu MOXKHO BBISBUTH Juiib 10-15%
sposuii, BuauMbix py MPT [Bukhari M.A., Wiles N.J., Lunt M. et al., 2003;
Goekoop-Ruiterman Y.P., 2005].

AHaJIN3 4acTOThI MOPAKEHUSI Pa3IMUHBIX TPYNI cycTaBoB y aetel ¢ FOA B
nebrore 3a0oJieBaHMs TMOKa3al, uyTto Oosiee yeM B moJioBuHe 22 (57%) ciyuaes

HAIIUX HaONIONEHUN TMEPBBIMH MOPAXaJTUCh KOJEHHBIE CYCTaBbl, Ha 2-M MECTe
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rojieHocTonHble 8 (21%), 3aTem naydye3ansiCTHbIE U MEJKHUE CyCcTaBbl KUCTEH 4 (1O
10,5%). Kpaitne peako, uiau peako, B MATOJOTMYECKHUI MPOIIECC BOBJICKATIUCH
JIOKTEBBIE CYCTaBbl, @ TAKXKE CYyCTaBbl IEHHOTO OT/IeJIa MO3BOHOYHHUKA.

N3 Bcex 00cnenoBaHHbIX HaMU O00JbHBIX AeTeil ¢ FOA, peHTreHoIornueckue
U3MEHEeHUsT B cycTaBax y 55% TMalMeHTOB XapaKTepU30BAIUCh YMEPEHHO
BBIDQKEHHBIM  SMU(HU3apHBIM  OCTEONOPO30M,  YTO  COOTBETCTBYeT |
peHTreHonornyeckot craauu, B 34% cnyuyaeB omnpenenena II, a B 9% - Il
pentre”onoruyeckasi craaus. Jlumsp y 1 (2,6%) 00nbHOrO ¢ MOJIUAPTUKYISIPHBIM
NOPAKEHUEM CYCTABOB IPU PEHTTEHOJIOTMYECKOM HCCIEAOBAHUHM OTMEYAIOCh
dbopmupoBanue GUOPO3HOTO aHKUII03a, UTO COOTBETCTBYET IV cTanuu.

QOYHKIMOHAIbHBIE U3MEHEHHUSI CYCTaBOB, B COOTBETCTBUU C KPUTEPUSIMU
[Ireitn6pokkepa (Cassidi J.T. et al. Textbook of Pediatric Rheumatology.
Toronto: W.B. Saunders Company, 2002. P. 819), B nogaBmsitoiieM 4ucie ciiy4acs
HAaXOJAWJIMCh B IIpeleniax mnepBbix 1ByX creneHed. llpm stom Il crenens
(GyHKUHOHAIBHOM HemocTatoyHocTh B 90% ciiydaeB oTMeyanach y MalHUEeHTOB C
MOJIMAPTUKYISIPHBIM ~ e0toToM  FOA, dYTO HECKONbKO daile, 4YeM Tpu
osuroaptukyisipaoM (90% mnpotus 64%) u nocrosepHo yaie (p<0,05), yem npu
cucteMHoMm. Jlumb y 2-x OombHbIX (9%) ¢ cuctemubiM, u 2-x (10%) c
MOJIMAPTUKYJISIPHBIM ~ BapuaHTOM  OOJIE3HH, HMMEJIO MECTO  OTpaHuYCHUE
(GyHKUIHMOHAIBHOM CIOCOOHOCTH CYCTaBOB, OTPaHMYMBAIOLIEE CaMOOOCITyKHBaHUE,
yro cootBeTcTByeT III cremenn. IV kimacc (yHKIMOHAIBHBIX HAPYIICHUNW HE
BBISIBJIEH HU Y OAHOTO OOJIBHOTO.

N3 42 GonpHbIX, ¥ 12 (28,5%) ¢ apTpuTamMu KOJICHHBIX CYCTAaBOB OBLIH
3arpynHeHus B qudepeHnnanbHoi UarHOCTUKE MEXKY PEaKTUBHBIM apTPUTOM
u aedrotom FOA, xoTopsim npoBeneHo MPT.

Huarno3 FOA Obln 3amofo3peH y 8 mamnueHTOB, peaKTHUBHBIN apTpuT y 4
MAlUEHTOB, UM MPOoBOAWIOCH MPT KONIEHHBIX CyCTaBOB.

Y 6 (50%) wuccienyeMblx JeTed MOJITBEPXKICHBI Mopdosgornueckue
W3MEHEHHS,  XapaKTEepHbIE  PEBMATOMAHOMY  TMOPAXKEHUIO:  YTOJIIEHUE

CHHOBHMAJILHOMU 060H0‘{KI/I, CYXXCHHC CYCTaBHOﬁ e, HEPOBHOCTHU HOBerHOCTCﬁ,
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HAKOIUJIEHUE JKUJKOCTH, Y3ypaTUBHbIE AecTpyKuuu, u3 Hux y 4 (33%) npu
yIbTPa3ByKOBOM  HCCIECIOBAaHWU  CYCTaBOB HE  OOHApy>KEHbl  JIlaHHBIC
NaTOJIOTUYECKUE U3MEHEHUs, U y ABYX JETeH y3ypauusi cyOXOHApaabHOW KOCTH,
BbIsiBJIeHHass MPT, mpy peHTreHOIOrM4eCKOM UCCIEI0BAHUH OblJla COMHUTENBHON
(puc.3.1).
Puc. 3.1.

MPT kapruna FOUA.

YTOJ'IH_IQHI/IG CMHOBHAJILHOU 060J'IO‘-IKI/I,
CYKXCHHUC CYCTaBHOﬁ e, HCPOBHOCTHU
HOBerHOCTefI, HAaKOIINICHUC XHUIOKOCTH,

Y3YPaTUBHBIC ACCTPYKIIUU

YMepeHHO BBIPA)KCHHBIN

snudU3apHBIA OCTEONIOPO3.

Takum o0Opa3oMm, NMPOBEICHHBIC HCCIEIOBAHUS TOKa3aldu, YTO NPU3HAKU
BocnajneHuss Ha MPT mnpucyrcTByroT mpu Bcex BUIaxX apTpuToB. biaromaps
BBICOKMUM KOHTPACTHBIM XapAKTEPUCTUKAM MOXHO OINPEACIUTh HadalbHbIC
MeJIKOO4YaroBbie uiu ¢ Gy3HbIe U3BMEHEHHSI B CYyCTaBe.

Hamu npoananmm3upoBaHbl ITOKa3aTeld KPOBH B Je0r0Te OOJIC3HM IS

BBISIBJICHHUSI OCOOCHHOCTH T€UCHUS 3a00JIEBaHUS U JAWHAMHWKH TEpaIrinu.
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Tabmnuma 3.6.

Iloka3aresn kpoBu y aereii ¢ FOA B nedrorte 60J1e3HN

Bapuantsl FOA Hs nefikoruts! 10° tpom06 | COD
r/n o0mr. | o/q c/ga auM. 10° MM/4dac
S 96,8 22,25 | 8,87 74,14 16,9 498,25 |42,25
8 +£15,8 | £3,8* | £1,3* |£3,8% |£2,5% | £108* |+93*
*
Onwuroaptuxkymspueii | 107,5 |10,12 | 3,62 62,8 33,4 248 21,75
n-14 +17,8 | +4,9 +1,1 +8,7 +4.7 +46,5 +4,1%*
[TonmmapTuKyISApHBINA 109 9,87 4.25 62,2 33,4 333 32,75
PO+ (n-7) +10,4 | £3,1 +1,03 |85 |+4,2 | £28,8* |+£5,7*
[TonuapTuKyIsIpHBINA 110,4 |10,62 |4,37+ |63,7 31,6 232,75 |21,25
PO- +13,4 |+£2,2 0,74 +6,8 +3,8 +56,5 +6,8%
(n-13)

[Tpumeuanue: *- p<0,01 c HOpM™mOIi

Kak memonctpupyer Tabmuna 3.6, aHeMus XapakTepHa MPaKTHUYECKH BO

BCEX Ipynnax, HO HauOoJiee BbIpakeHa OHA MPU CUCTEMHOM BapuaHte 96,8+15,8

(p<0,01).

[ToBbimeHHoe KommuecTBO TpoMOomuToB (498,25+108) u HeHTpODUILHBIX

aevikonuroB  (83,1+3,45) B wmccimeayeMoit rpymme OBLIO JOCTOBEPHO IIpU
cucteMHoM aptpute (p<0,01) mo cpaBHEeHHIO C HOPMOM U JPYTHMMHU BapUaHTAMHU.
NMMyHHBIN cTaTyCc OOJIbHBIX 3TOM IPYIIBI IO CPABHEHUIO C IPYTUMHU BapHaHTaMU
XapaKTEPU30BaJICS CHIKEHWEM OTHOCUTEIHHOTO U  aOCOJIIOTHOTO  YHCIIa
mumponuToB, T-numpountoB n T-cynpeccopoB, BEIPAXKEHHBIM JEHKOIUTO30M CO
CABUTOM (DOPMYJIBI B CTOPOHY YBEIMUCHHS HE3PENbIX rpaHyaonuToB (8,87=1,3).

B 3nauenusx g G, M omnpenensnoch MOBBIIEHUE MMOKa3aTeIeii, a YPOBEHb
MOBBIIICHHS ObLT OTJMYHUTEIBHBIM B 3aBUCUMOCTH OT BapuanTta FOA (ta0. 3.7.).
Tabmuna 3.7.

YPpoBHHU UMMYHOTJIO0YJIMHOB 10 Bapuantam FOUA
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Bapuantsl FOA NMmyHOT100yITHHBI
Ig A IgG IgM
CucteMHbIY BapuaHT N-4 1,8+0,13* 21,4+0,81* | 1,9+0,60*
*
[Mommaptukynsapasiii PO, n + 5 1,6£0,05* 21,2+0,62* | 1,1+£0,05%*
*
[MomuapTukynspubiit PO-, n 8 1,4+0,50* 17,3£0,90* | 1,4+0,08**
OnuroapTUKyJIApHBIA BapuaHT N -7 1,4+0,13* 12,3+0,58* | 1,4+0,10*
*-p<0,02 ot HOpMBI, ** - p<0,05 oT IPYrux BapUaHTOB

O BBIPA’KCHHBIX U3MCHCHUAX COACPIKAHUA I/IMMYHOFJIO6YJIHHOB, B 4aCTHOCTH

JgG, mpu cuctemHOM BapmaHTe, yKa3blBaeTcsi M B sureparype [bapano A.B.,

baxxenopa JI.LK. 2002; C.O. Canyruna 2009;].

Takum oOpa3zom, mpu cucteMHOM Bapuante FOA mnpeBamupyrOmUM SBISETCA

O6H_[a$I HMMYHHas peaKnuus C YBCIIMYCHUEM

HecreunpruuecKkux

I/IMMYHOFHO6YJII/IHOB knacca G W BBICOKHM COACPKAHUCM HUPKYJIHPYIOIIUX

HMMYHHBIX KOMILICKCOB, T.C. MaHOCHCHI/I(l)I/IIIGCKaH THIICPpUMMYHHAsT PCAKIHA C

IIOTCHIOMAJIOM Ha CHCHI/I(l)I/I‘IGCKOC PEBMATONAHOC ITOPAKCHHUC. B sToM oTHOIMIEHUHN

HEMaJyl0 pOJb UTPalOT T-peryisTopHbIE KIETKHU, CHWKEHUE (DYHKIIMH KOTOPBIX

NpUBCAYT K MACCHBHOMY YBCIHWYCHUIO AYTOPCAKTUBHLIX KIICTOK, BCJIICACTBUC

HapylIeHns Mexanu3moB mHaktuBammu [Groux H., 2001; Zhang Z.X., Yang L.,

Young K.J. etal., 2000 u mp.].

BeiBoabI K ri1aBe 3.

VYxe maBHO ObUIO OOpalleHO BHUMAaHHE Ha POJIb TEHETHYECKUX (PAKTOPOB

npu FOA, B dYacTHOCTM B HaIleM MCCIEIOBaHUHU

IIpyu QaHAJIU3C JaHHBIX

POJOCIIOBHBIX YCTaHOBJIEHO, uTO B 43% citydaeB y 00CIJIeIOBaHHBIX HaMH JICTEH,

ctpanaronux HKOA, BbIsIBIIeHa CeMeHas OTSTOIIEHHOCTh

[0 Pa3BUTUIO

3a0oneBaHuil peBMmaruueckord npuponabl (PA, peBmatuueckass 0Ooie3Hb cepiua,

nedhopmupyrouii octeoaptpos, bose3nb bexrepesa u ap.; p<0,3). Kpome storo y
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nerei ¢ KOA nocroBepHo wame (p<0,05), yemM B Tpynme KOHTpOJIs, B
TeHEaJIOTHYECKOM aHaMHE3€ BCTPEUYAIMCh pPa3IMYHbIe 3a00JIEBaHUS, WUMEIOLIHIE
OTHOIIEHHWE K HMMMYHONATOJOTUU: OHKoJIorHueckue y (23%), sHIOKpUHHBIE Yy
(21%), ammepruueckue y (19%) mnamueHToB. YuWTHIBas, 4YTO 3a00JICBaHHE
HaOJIIOAANIOCh Y MYKYMH-POJICTBEHHUKOB MpoOaHaa M0 MAaTEPUHCKON JUHUHU U Y
«00JIbHOTO» OTIHA (ZIe[1a) BCE €ro o4epu ObUIM 3J0POBBI, MPEANOIAraeTcs, uTo
FOA 'y pereil Hacinenyercss mno X-CHEIUIEHHOMY PELECCUBHOMY  THILY
HACJIEIOBAHMSI, a YaCTOTa HACJECAOBAHMS MPU PA3TUYHBIX KIMHUYECKUX (popMax
3a00JIeBaHUs IPOSBUIIACH T10 PA3HOMY.

HaunOonbmas wyacrora [IMB wuHpexkuun omnpeaensyiace B TIpynne cC
CUCTEMHBIM BapuaHtoM — y (35.2% B 3Toil rpyrre) OONbHBIX, MPU ITOM, B
akTUBHOW (¢opme oOHa Obuia Yy (17,6%), B NOIMAPTHUKYJIIPHOM OHa
oOHapy>kuBayiach y - 32,6% 3ToM rpyIibl, B akTuBHOU popme y (6,9%) O0NbHBIX.
AHanornuHeii GakT OOHApYKWUJICS M IO TEePHETHYECKON HH(EKIUH, KOTOpas
BCTpeUanach MOYTH Y KaXKIOTO TPEThEro OOJBHOTO B TpPyMdIax CHCTEMHOTO
Bapuanta —y (33%) u nonuapTuxkyaspHoro Bapuanta — (32%) O0JIbHBIX.
HocutenbCcTBO BHYTPUKIETOUHOW HH(PEKIMU: MHMKOIUIA3MEHHON WHGEKIUU |
XJIAMUIUA y JIeTeld C CUCTEMHBIM BApUAHTOM W TMOJIHAPTHKYJISIPHBIM BapHAHTOM
FOA, HanpoTUB, 0TMEYAIOCh COOTBETCTBEHHO B IISITh U B JIBA PEXKE, UYEM Yy JIeTeH C
MEPCUCTUPYIOLTUM OJUT0apTpUTOM - 46,3%.

BuecycraBnbie mposiBiienus 3a0oneBanus B nedore FOUA y HaGmromaemoi
TPYyNIbl TMAIMEHTOB ObUIM Pa3HOOOpa3HBl M KacalucCh, B OCHOBHOM, CHCTEMHOTO
BapHaHTa TeueHus 3aboneBanus. Tak, Mpu CUCTEMHOM BapuaHTe AeOroTa OOJIe3HU
auxopaaka npucyTtcTBoBaia y Bcex 38 (100%) Gonbhbix, anemus —y 19 (50%),
nonumopdHas ceinb — y 21 (55%), yBenuuenue aumdaTtuyeckux y3iaoB — y 16
(42%). BropuuHOe mMOpaxeHuWe cepjilla B BUJIE TMEpUKApPAUTA U HSHIOKApAUTA
ormeueHo y 8 (21%) nerelt, UHTEPCTUIIMATIBHBIM HEPUT pa3BWIICS Takke y 9
(23%), rennaromeranusa y 7 (18%) u mueBMoHUT y 4 (10,5%) nmauueHToB. Y OJHOTO
OOMBLHOTO C CHCTEMHBIM BapUaHTOM 3a0o0JieBaHHS B Je0I0T€ HWMENT MeECTO

reMopparuyecKuii CHHIPOM.
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PeBmaTounnbie y3enku HE OOHAPYXUBATUCh HU TMPH OJHOM U3 KIMHUYECKHUX
BapUAHTOB TCUCHMsI 3a00JICBAHMSI.

VYBeur Obut nuarnoctupoBa y 3 (7,8%) aereit B nedrote FOA, npu atom y 4
nauueHToB (10,5%) c¢ omuroaprpuroMm u sumb y 1 OomsHOrO (2,6%) C
NOJIMAPTUKYJISIPHBIM ~ BapUaHTOM 3a0osieBaHusl. B TeueHue moOCIEqyIONIETO
BpeMmeHH (0T 1 roga 1o 3-x j1eT) emie y 5 60JIbHBIX (4 peOeHKa C OJIMTOapTPUTOM U
1 ¢ noimapTpuToM) Takxke pas3Buwics yBeuT. Clielyer OTMETHTb, 4YTO IpHU

cucteMHoM Bapuante FOA yBeuT He BcTpeuascsi BOOOIIE.
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3AK/IIOYEHUE

PaboTta mpoBenena na 06asze kadeapbl ['ocnuranbpHON Tneauatpun N2, B
KapJAuopeBMaToioruueckoM oTaeneHnn kiauauku TamlIMU, 3a nepuoxn ¢ 2016
no 2018 rr. B wuccnemoBanme ObuIM BKIIIOUYEHBI 42 OOJBHBIX JETEH C
YCTaHOBJICHHBIM JTuarHo3oMm FOUA.

B namem uccnenoBanuu onpenenmiock, uto FOMA ¢ cucTeMHbIM HavajioM
coctaBul 19% ciyuaeB, pa3BuBaeTcs B 0ojee paHHeM Bospacte, 3,9 + 3,1 jer.
Manpunky 1 JEBOYKHU OOJIEIU C OMUHAKOBOM yacToTou 1:1.

FOUA c onuroaptuxysipaoit hopmoii 3aboneBanust coctaBui 33% citydaes,
Pa3BuBaercs B Bo3pacte 13,3 £ 4,5 ner. CooTHomieHHe 3a0071€BaeMOCTH Cpean
MaJIbYMKOB U JICBOYEK COCTaBHT 1:3,6.

IOUA ¢ nonuaptukynspHoit opMmoii 3a0o0ieBaHus, B HAIlIEM MCCICIOBAHUU
onpeaenunacb B 48% cmydaes. 3abosneBaHue pa3BHBAJIOCh, Yalle B
noApocTkoBoM B Bo3pacte 14,2 + 3,7 ner. CooTHomieHHEe 3a00JIeBa€MOCTH
MaJIbYMKOB U JIEBOUCK cocTaBmio 1:2,5.

Bcem nmanpeHTaM BKITIOUEHHBIM B UCCIIEIOBAHUE OBLIO MPOBEACHO OOIISIIPHUHSATOS
B PEBMAaTOJIOTHH KIHWHHUKO-T1a00paTOpHOE, HMHCTPYMEHTAIbHOE OOCIeI0BaHUE,
MPOU3BECHA OIlEHKa aKTUBHOCTU 3a00JICBAHUS, HAJIMYHE PEMUCCHH, COCTOSHUS
3JI0POBBS C YIECTOM KIMHUUECKOTO, (DYHKIITMOHAIBLHOTO CTaTyCOB.

3a pgeteMu ¢ IOHMA  nHaOmofeHuE OCYIIECTBISUIOCh Kaxable 3 Mecsia
aMOyJIaTOPHO WJIM TIyT€M T[OBTOPHBIX T'OCHUTAIU3AIMN C  BBINOJHEHHEM
oOclieToBaHMM TPH BKIIOYCHUH, depe3 6 — 12 — 24 mecsna.

[Ipu mpoBemeHun  aHajM3a  YacTOThl BCTPEUAEMOCTH PEBMATHUYECKHUX
3a0oeBaHUN U 3a00JICBaHUI WMMYHOMATOJOTUYECKON MPUPOJIBI TMOKA3al, YTO
4acToTa HACJIeOBaHUSA TpH ToJUapTUKYIsipHod ¢Gopme FOUMA omnpenenunach B
50%, mpu onuroaptuxkyisipuod B 43%, a mpu cucremHoM Bapuante IOUA
ceMeiiHasi OTATOILIEHHOCTh COOTBETCTBOBAJIA MOKA3aTENSIM KOHTPOJIbHOM TPYIIIIHI.

['eHeTHuecKyl0 1€TEPMUHUPOBAHHOCTH OMpeaessiu no antureny HLA-B27.
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JlanHoe uccnenoBaHue OBLUIO MPOBEACHO Y 24 UCCIENyeMbIX, U ObLIN MOTYYESHBI
HWKECIIEIYIOIIUE PE3YyJIbTaTHhI.

AHanu3 npeMopOHIHOrO (oHAa TOKazajd, 4YTO Yy OOJIBIIMHCTBA MaTepei
HabmogaembIx feteit 26 (70%) 6epeMeHHOCTh MpOoTeKajia ¢ Yrpo30i MpepbIBaHUsS
B riepBoM Tpumectpe; 1 (2,3%) nepeneciia kopeByto kpacuyxy; 28 — OPBU (66%);
KaXKJ1asl 11ecTas >KeHIUHA 06oena xpoHndeckuM nuenonedputom (16%); 5 (11%)
— CTpajaji pa3IMYHBIMA 3a00JICBaHUSMHU MOJIOBOM cdepbl (TpUXOMOHHUA3,
rapJieHese3, XJaMHIU03 U JIp.), IpU 3TOM HauOoJiee 4acTO OHM BCTPEUYATUCh Y
Matepeil nered ¢ onuroapTukyiasipHeiM BapuantoM IOUA — 4 (16%). [lonoBuna
nereit 20 (48%) ¢ FOA nonyyanu ucKycCTBEHHOE BCckapmiiuBanue. Cpeau JeTCKUX
uHpekuii Haubosiee 4YacTo BcTpeyanach BeTpsiHas ocrna —  (28%). Yacto
ooneromumMu OPBU ObLIM 1€TH ¢ CUCTEMHBIM M OJIMTOAPTUKYJISIPHIM BapUaHTOM
(86% u 74% COOTBETCTBEHHO).

Annepruyeckue peakuuu ObUIM JOCTAaTOYHO YacThiMU ciyTHUKamu FOUA ¢
CUCTEMHBIM BapUaHTOM — 0oJiee 4eM y MoJOBUHBI (63%) AeTeil BBIABISUINCH TE
WIM WHBIE THUIEPPEAKTUBHBIE COCTOSHHS. JIOMOJHUTENBHO MBI H3y4YUIIU
BEPOSITHOCTh AHAMHECTUYECKUX COOBITUH BO B3aUMOCBSI3M MEXAY cO00OM U
onpenenwm koppensuuo. Ha ocHoBaHMM MTpoBeAEHUS 0Npoca 340pOBOM IPYIIIIbI,
cocraBuBliero 10 aHkeT, Mbl BBIOpaNU JaHHbIE aHaMHE3a, OTJIMYABIIMECS C
rpynnoii  nereir ¢ FOMA: HmxKe, mpeAcTaBieHa YacToTa OOHapyX EHUs
HEOJIaronpusTHHIX (PaKTOPOB.

N3 42 Oonbubix, y 12 (28,5%) ¢ apTpuTraMu KOJEHHBIX CYCTaBOB ObUIH
3arpyaHeHus B qudpepeHnnanbHol AMarHoCTUKE MEXAY PEaKTUBHBIM apTPUTOM
u ae6rotom IOA, xoTopsiMm npoBeneHo MPT.

Huarno3 FOMA Obul 3amono3peH y 8 NalMEHTOB, PEAKTUBHBIN apTpuT y 4
NalreHToB, UM NpoBoausiock MPT koneHHbIX cycTaBoB. Y 6 (50%) uccinegyemsbix
JIeTel  TMOATBEPXKIEHbl  MOpP(OJIOrMYecKhe  HM3MEHEHHUs,  XapaKTepHbIe
PEBMATOMTHOMY MOPAKEHUIO: YTOJNIIEHUE CHHOBUAIBHON OO0O0JIOUKH, CY>KEHHE
CyCTaBHOM ILI€JIM, HEPOBHOCTH IIOBEPXHOCTEW, HAKOIUIEHWE JKUIKOCTH,

y3ypaTUBHBIE IECTPYKIUU.
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Takum 00pa3oM, TPOBENCHHBIE WCCICIOBAHUS TMOKA3JIM, YTO TPHU3HAKH
BocriasiecHnss Ha MPT mpucyrcTByroT mnpm Beex BuAax apTpuToB. bmaromaps
BBICOKMM KOHTPACTHBIM XapaKTEPUCTHKAM MOXHO OIPEJCIUTh HadyallbHbIE
MEJIKOOYaroBbie uiu Au¢Gy3HbIe U3BMEHEHHSI B CYCTaBe.

VYcTaHOBJIEHO, YTO BBICOKAash aKTUBHOCTh M arpeccuBHoe TeueHue FOPA
xapakTepHo s gered ¢ CB® TeyeHus, ¢ BO3MOXKHOCTBIO Ppa3BUTHUS
aJJIEProCcenTUYECKOr0 M KJIaCCHMYEeCKOro BapuaHta CTHIIA, KOTOPOE B HaIeM
HUCCJIEIOBAHUN MPOSIBUJIMCH; HACJIEACTBEHHOM OTATOIMEHHOCThIO B 22,2%,
BBIPAKEHHOCTBIO KJIMHUYECKUX NPOSABICHUM, YTPEHHEW CKOBAHHOCTHIO B 80,5%
CTOMKOM TeMrepatypoil B 1ebrote 3a0oseBanus B 75,6%, nopaxeHueMm rias B BUJIC
yBUTA U upuaouukinTa B 32,4% cuydasx.

VY npereit, crpamatommnx FOPA, B OAK uMennce u3MeHEHUs IOKazaTenen

(moBbimienue  COD, yMeHbIIEHUE KOJIMYECTBA JIUMQOIMTOB, YBEIUYCHHE
KOJMYECTBA  MAJIOYKOSIACPHBIX  JICMKOIIUTOB),  CBUJCTEJIBCTBYIOIIME O
BOCMAJIUTENILHOM Tiporiecce. Hamboiiee BbIpakeHHbIE J1Ta0OpaTOPHbIE M3MEHEHUS
HaOmonanmuch y 6onbHbIX ¢ CB® 3a0oneBaHust U Mpu HapacTaHUM aKTUBHOCTHU
peBMaTouaHOro BocnajieHus. CHKEHUE cojiepkaHus JTUMEOIMTOB B KPOBH, TIO-
BUJIMMOMY, CBSI3aHO CHAKOIIJICHUEM UX B CHHOBHAJIBHON 000JIOUKE.
Cpenu moka3zatesneil o0Iero KiaeToyHoro uMmmyHutera y nerei ¢ FOPA, tonbko
nokazarenu CD3 mMenu JOCTOBEPHBIE OTJIMYMS OT HOPMBI U B 3aBUCHUMOCTH OT
dbopmbl 3a00eBaHusT UMENU TeHACHIMIO K yBenudeHuto (N-50.25+4.59%; CO
FOPA -63.00+2.09%; CB® IOPA - 68.97+5.115%), 4ro mnoATBepxk a0
TUIIEPAKTUBHOCTh ~ MMMYHUTETa M HWMMYHONPOIU(EPATUBHBIM  XapakTep
3aboneBanus. Oqnako nokazatenu CD3 u CD8 y geteit ¢ FOPA 6t 1oCTOBEpHO
Boitie (P<0,05), HOpMBI.

I[Ipy  aHanu3e  HMMMYHOJOTMYECKMX  [OKA3aTeJIe  KJIETOYHOIO U
IryMOPaJIBHOI'O 3B€Ha HMMYHHOU cucteMbl y aeteil ¢ FOPA, mokasateimm CD3 — T
JUMQOIIUTHI UMEJTH JTI0CTOBEPHBIC OTIIMYHS OT HOPMBI U B 3aBUCUMOCTH OT (hOPMBI
3a00eBaHUsl UMENH TeHACHIMIO K yBenmmueHnto (N—-50.25+4.59%; Cd FOPA —

61.00£2.09%; CB® KOPA - 68.9745.115%), 4dro mnOATBEPKAAIO
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TUNIEPAKTUBHOCTh ~ MMMYHUTETa W  HWMMYHONPOJIU(GEpaTUBHBIN  XapaKTep
3a0oneBanus. Ilokazarenn CD3- T mumdonute, u CD8- HUTOTOKCHYECKHE
mumbonutel y aereit ¢ FOPA 6bumu noctoBepHo Boitie (P<0,05), HopMbi.

Takum  oOpa3oMm,  BBISIBICHHBIE  HMMMYHOJIOTMYECKHE  W3MEHEHHS
CBUJIETEIBCTBOBAIM 00 aKTUBAIIMK T'yMOPAJIbHOTO 3B€Ha UMMYHHOM CUCTEMBI, YTO
nposiBIsUIOCh ToBbIIeHHeM ypoBHel Ig M u Ig G. Haubonee BwIpaxkeHHBIC
W3MEHEHHSI COOTBETCTBOBAIA 00JIe€ BBICOKOW CTEIICHN aKTUBHOCTH 3a00JICBaHUS U
OoJyee TSDKENOMY, CHUCTEMHOMY BapuaHTy e¢ TeueHus. W paxe B mepuoj
KIIMHUYECKOM pPEMHUCCHU HMMYHOJIOTMUECKHE ToKa3arenu y OosibHbIX HOPA
OTIMYAJIUCh  OT  AHAJOTMYHBIX  TMOKAa3aTeJed  3J0pOBBIX  JETEH,  YTO
CBUJICTEIILCTBOBAJIO O HECTOWKOW 1abOpaTOpHOM PEMUCCUU U HECOOTBETCTBHE
KJIMHUYECKOW KapTUHE.

Pe3ynbTaThl HCClENOBaHUS CBUAECTENBCTBOBAIM O TOM, 4YTO JUIUTEIbHAs
AHTUTEHHAsl CTUMYJISINUSA, TEHepajau3alus [aToJOTHMYECKOTO Ipolecca U
MOBBIIIIEHHAS AKTUBHOCTh BOCIIAJIUTEILHON PeaKIuu, UcTolas (yHKIIMOHATbHbIE
BO3MO>KHOCTH MMMYHHOMU CUCTEMBI, CIIOCOOCTBOBAIN HapYILICHUIO
pPEryJMPYIOLIEr0 BIUSHUS KIETOYHOTO 3BE€HA U AaKTUBAIlMU T'yMOPAJIBHOTO
UMMYHHUTETAa y Jereld, crtpagaromux HOPA, dro corjacyercss ¢ JaHHBIMU
auTepatypsl [22].

VY 3 nereit (8,8%)nereit ¢ CO IOPA , uy 6 nereit (16,6%) c CBO. FOPA —
P®-no3utuBHbli. Takas 3aKOHOMEPHOCTH COXpaHsIaCb BO BCEX BO3PACTHBIX
rpynnax npereid. [Ipu PO- no3utuBHbIX ciayyasx FOPA daime ormedanochk ObICTPO
nporpeccupyloiiee TeueHue O0ye3HH, Torja kak mnpu PO —HeraTUBHOM H
cucteMHoM TeueHusix FOPA oTMeuanoch MEIJIEHHO MPOTPECCUPYIOIIEEe TEUCHUE
00JIe3HU.

Takum oOpa3zoM, MOTy4YEHHBIE WMCXOJHBIE JAHHBIC BBISBHIIM U3MCHECHHS B
CyOmOmyJIAIIMOHHOM COCTaBe JUM(OIIUTOB, BBIPAKAIOIINECS B YBEIUYCHUU
OTHOCHUTEIBHOT'O coAepKaHUS oOrrero KOJINYECTBA T—numdonuTon
MPEUMYIIECTBEHHO 3a CUeT  XEJINEPHO—MHAYKTOPHOM  CyOmomysisiiuu U

YMEHBIICHNH KOJUYECTBA KUIJICPHO—CYIIPECCCOPHBIX JII/IM(bOI_II/ITOB, ITOBBIINIICHHUH
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ypoBHsi NK— xnetok u B-nummdornuros. [Ipm HapacTaHuum aKTUBHOCTH
BOCHAJIUTEIBHOTO MPOLIECCa, HAPAAY C OTHOCUTEIbHBIM MOBBIIICHUEM XEIIMEPHON
aKTUBHOCTHU, HAOJI0ja1ach TEHACHIUS K YMEHBIIICHUIO KOJMYECTBA €CTECTBEHHBIX
KWJUIEPOB, OTHOCUTENIbHOMY TOBbIIIeHNIO IPU 1 HEe3HAUUTENThHOMY YBEJIMUYECHUIO
coziepkaHusi B—1uM@ponuToB, YTO CBUIETEIBCTBOBAJIO 00 akTHBaluu Kak T—, Tak
u B— kinerouHoro 3BeHbeB uMMyHHTETA. l[lpu cucremHom Bapuante HOPA
W3MEHEHHUSI B  UMMYyHOrpamMMme  ObUiM  0Oojiee  BBIPQXEHHBIMH,  4YTO
CBUJIETEIIbCTBOBAIIO O reHepalIu3aluyl  PEBMATOUIHOrO mpouecca. [lpu
YBEJIMYECHHUH JUIMTEIIbHOCTH 3a00J€BaHUsl OTMEUYAJIOCh YMEHBUIEHUE KOJIMYECTBA
JTUM@OLIMTOB, BO3MOXKHO, B  pe3yjbTare UCTONICHUA  (YHKIIMOHAIBHBIX
BO3MOYKHOCTEN UMMYHHOU CUCTEMBI.

BrisiBIeHHbIE UMMYHOJOTUYECKHE HW3MEHEHHS CBUJETEIbCTBOBAIM 00
aKTHUBAallUM TyMOPA&JIbHOTO 3BE€HAa MMMYHHOW CHCTEMBI, UYTO MPOSBISUIOCH
noBeimieHneM ypoHeil Ig M u Ig G. Hawubonee BbipakeHHbIE H3MEHEHUS
COOTBETCTBOBAJIM 0O0Ji€€ BBICOKOM CTENEHM AKTUBHOCTH 3a0o0yieBaHUS M Ooliee
TSKEIIOMY, CUICTEMHOMY BapuaHTy €¢ TedeHus. M naxe B mepuoj KIMHUYECKOU
PEMUCCUM UMMYHOJIOTHUECKHE Moka3arenu y OonbHbiXx FOPA oTnmuanuce ot
AaHAJIOTUYHBIX T[OKa3aTelel 3J0pOBbIX [JETei, YTO CBUAETEIBCTBOBAIO O
HECTOMKOM J1abopaTOpHOM PEMUCCHUU U HECOOTBETCTBUHU JTaOOPATOPHBIX JaHHBIX
KJIMHUYECKON
KapTHUHE.

Hamu mnpoananu3upoBaHbl MNOKa3aTeld KpOBU B JeOroTe OO0Je3HU IS
BBISIBJICHUSI OCOOCHHOCTH TEUCHUS 3a00JIeBaHUs U TUHAMHUKU TE€PAITUH.
[ToBbIIeHHOE KOJMMYECTBO TpoMOOUUTOB (498,25+108) u HEUTPODUIBLHBIX
neiikouuToB (83,1+£3,45) B wuccnenyemoil rTpynme ObLIO JIOCTOBEPHO MpHU
cucteMHoM aptpute (p<0,01) mo cpaBHEHUIO C HOPMOM U JIPYTHMMU BapUaHTAMMU.
NMMyHHBIHN cTaTyc OONBHBIX ATOW TPYIIIHI IO CPABHEHUIO C IPYTUMH BapHaHTaMHU
XapaKTEepPU30BAJICS CHUKEHHUEM OTHOCUTEIBHOTO U  aOCOJIIOTHOTO  YHCIIa
mumorutoB, T-mumdornutoB u T-cynpeccopoB, BEIPAXKEHHBIM JIEHKOIUTO30M CO

CABUTOM (DOpMYJIbI B CTOPOHY YBEIMUEHMS HE3PENbIX rpaHyaouuToB (8,87+1,3).
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B 3nauenusix Ig G, M onpenensnoch NOBBILIEHUE MTOKAa3aTelleld, a YPOBEHb
MOBBIIIEHUS ObUT OTJIMYUTEIBLHBIM B 3aBUCUMOCTH OT BapuanTta FOA.
Takum oOpa3zoM, mpu cucteMHoOM BapuaHte HOA mnpeBaMpyrOmUM SBISIETCS
oO1as MMMYHHast peakius c YBEIIMYECHUEM HecnenupuaecKkux
UMMYHOTJI00yIMHOB Kjlacca G W BBICOKMM COJICPKAHUEM ILHUPKYJIUPYIOIIUX
MMMYHHBIX KOMIUIEKCOB, T.e. MaJjioclenuduyeckas TUIepUMMYHHas peakius ¢

IIOTCHIOMAJIOM Ha CHCI_[I/I(I)I/I‘—ICCKOe PEBMATONAHOC IMMOPAKCHHC.
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BbIBO/1bI

1. VYcraHOBIEHO, YTO BBICOKAs AKTUBHOCTh M arpeccuBHoe TeueHne FHOUA
XapakTepHo /i Aereit ¢ cucteMHbiM FOMA (cFOUA) Tedenus, ¢ BO3MOKHOCTBIO
pa3BUTHS  AJUIEPTOCENTHYECKOTO BAPUAHTA, KOTOPOE B HALIEM HCCIEIOBAHUU
MPOSIBUWINCh, HACIEICTBEHHON OTATOMIEHHOCTBIO B 22,2%, BBIPa)KEHHOCTHIO
KIIMHUYECKUX IPOSIBICHUM, YTpPEeHHEW CKOBaHHOCThIO B 80,5% croiikoi
TeMnepaTypoil B ae0rote 3abosieBaHus B 75,6%, mopakeHUEM IJ1a3 B BUJI€ YBUTA U
upugounkinnrta B 32,4% cuydasx.

2. [lpu ananu3e UMMYHOJIOTMUECKHUX IOKa3aTesie KJIETOYHOrO0 W T'yMOPajIbHOTO
3BeHa UMMYHHOU cucteMsl y aetedt ¢ FOPA, mnokazatenun CD3 — T num@onuTs
UMEIU JIOCTOBEPHBIC OTJIWYUS OT HOPMBI M B 3aBUCUMOCTH OT (DOpPMBI
3a00JIcBaHUs UMENIM TeHIACHIMIO K yBeiauueHuto (N-50.2544.59%; clOUA —
61.00£2.09%;  nomuaptuxysmsipHot dopmoit FOUA — 68.97+5.115%), urto
MOATBEPXKIANO0 TUMEPAKTUBHOCTh HMMMYHUTETa M HMMMYHOIpPOJU(DEpaTUBHBIN
xapakrtep 3a0osieBaHusg. OTMeuaauch HauboJiee 3HaYMMble U3MEHEHUSI B CTOPOHY

yBenuuenust CPb u IgM; IgG npu clOUA.
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HAYYHO ITPAKTUYECKAS 3HAYUMOCTD PABOTBI.

Y ngereit ¢ cucremuoit dopmori IOMA wuMeer MecTO 3HAYUTEIHLHOE
HapyleHue T-KJIEeTOYHOIro 3BE€HAa MMMYHHUTETa 3a cueT mnpeoOnamanus CD4+ T-
mumponuToB 1 THMa  KJIETOK, CBHUJIETEILCTBYIONIEE O  CHCTEMHOCTU
MATOJIOTHYECKOTO TMPOoLiecca yXKEe Ha paHHUX CTaAUAX 3a00JEeBaHUS, B OTIIMYUE OT
m3mMeHeHnii npu clOUA, rae HW3MEHsINCh HE3HAUHUTENbHO U KPATKOBPEMEHHO
TOJIBKO TOKA3aTelld, XapakTepu3yromme Hecrieunduueckui otset. ucodananc T-
JUM(OLUTOB CONPOBOXKAAICS H3MEHEHHSIMU COACPKAHUS HMMYHOIJIOOYJIMHOB
CHIBOPOTKHM KpoBU. OTMedanuch HamOojee 3HAaYMMble W3MEHEHHUS B CTOPOHY
yBenuuenust IgM; 1gG nipu cycTaBHO-BUCIEpaIbHBIX PopMax 3a00IeBaHUs.

s nereir ¢ FOMA xapakTepHa 3aMHTEPECOBAHHOCTh IPAKTUYECKU BCEX 3BEHBEB
UMMYHHOM CHCTEMBI. YUHTHIBas BEAYIIYK pPOJIb ayTOMMMYHHOI'O KOMIIOHEHTa
nmpu IONA uMMyHOJIOTHYECKHME HCCIENOBAHUS AaKTyaJbHbl HE TOJBKO JJIA
u3ydeHus narorenesa FOMA, HO 1 111 COBEPIIEHCTBOBAHMS PAHHEN TUAarHOCTUKH,

MPOTHO3WPOBAHUS TEUECHHSI U TEPANIUU ATOTO 3a00JIEBAHMS.
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