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48,9% cny4yaeB; U3MEHEHWUs KOPTUKANbHOIO CNOsi KOCTEW
(HEPOBHOCTb U MPEPBLIBUCTOCTb KOHTYpa, rMNepaxoreHHble
yronuienus) — B 44,2%; UICTOHYEHUE TMaNMHOBOrO Xpslla —
B 36,1%. BblparkeHHble U3MEHEHNSI KOPTUKANbHOIO CNOS KOC-
TeW W HaOKOJIEHHMKa, FMMepaxoreHHble pas3pacTaHuns B
rMasMHOBOM Xpsille M BbINOT B MOJOCTU KOJIEHHOro cycTaBa
3Ha4YMMO Yallle oTMeYanu npu cuctemHom BapuaHte FOPA no
CpaBHEHMIO C MOMKU- U NayuMapTUKYNSPHbIM. Y NauneHToB ¢
HOCA caMbIM YacTbiM yNbTPa3BYKOBbIM NMPU3HAKOM Obl10 UC-
TOHYEHME TMaNMHOBOro xpswa — 66,7% cnyyaes; BbINOT B
cyctaBe oTMeyeH B 41,7% cnyy4aeB, rMMNEpPIXOreHHble pas-
pactaHuMs B rnannHoBom xpsuie — B 30,6%; M3MEHEHUSN
KOPTMKanbHOro cnosi kocten — B 27,8%. Npu aHanu3e pac-
NPOCTPAHEHHOCTU Pa3/IMYHbIX YNLTPA3BYKOBLIX MPU3HAKOB Mo-
paeHusi CycTaBOB B 3aBUCUMOCTH OT ANMTENbHOCTU 601€3HM
yCTaHoB/EHO, 4To Npu KOPA BbINOT B NOJIOCTU KOJIEHHOTO CyC-
TaBa, BblpaXeHHble U3MEHEHUSA KOPTUKANbHOIO C1051 KOCTEN
N UCTOHYEHWE rManMHOBOIo Xpslla 3HaYMMO Yallue Habnga-
JIUCb NPW ASITENBHOCTU 60/1e3HKU 6onee 2 neT. Hannyue runep-
3XOreHHbIX pa3pacTaHui B TONLLE Xpswa B LeoM Mno rpynne
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AKTyanbHOCTb: runeptpodpuyeckan kapamommonatus (FTKMI)
XapaKTepu3yeTcs pa3HOO6pPa3neM KIIMHUYECKMUX NMPOSIBNEHWUN,
BapMaHTOB TEYEHUS M MPOrHOo3a, YTOo onpeaensieT Heob6xoau-
MOCTb MOMCKa AOCTYMHbIX MPOrHOCTUYECKUX KPUTEPHEB.

Llenb uccnepoBaHua: onpegeneHne AMarHOCTUYECKUX W
NPOrHOCTUYECKMX BO3MOXHocTen Kl 1 cyToO4HOE MOHWUTOpPU-
poBaHue KT (C OueHKON AN3PUTMHUIA U aHaNNM30M Bapuabesb-
HOCTK puUTMa cepaua) y aeten ¢ TKMI B KaTamHese.
MaumeHTbl U MeToabl. [poaHannM3npPoOBaHbl pe3ynbTaTbl 06-
cnefoBaHuA, fleYeHns W AIUTEeNbHOro KaTaMHeCTUYeCcKOoro
HabntoaeHnsa 70 6onbHbIX (11 + 3,8 roaa) ¢ avarHosom FKMI.
Pe3ynbTatbl. HapyuweHne BHYTPUXKENYAOYKOBOW MPOBOAM-
MOCTU BbisiBNeHO Y 60% aeTen, npy aTOM TOJIbKO HapacTalo-
Liee HapylieHe NPoBOANMMOCTH MO SIEBOM HOXKe Ny4yKa [mca,
BbisiBNeHHOe y 10% 60/bHbIX, YKa3blBaao Ha Nporpeccupyto-
liee Te4yeHune 3aboneBaHus. NosBneHne MHGapKTONoA06HbIX
nameHeHun Ha K TakKe XxapaKTepmn30Baio NPoOrpeccupyto-
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nauneHToB ¢ FOPA He 3aBuceno OT AJIUTENIbHOCTU GOJIE3HM.
Y naumneHToB ¢ FOCA BCe OTMEeYEeHHble YbTPa3BYKOBbIE NPU3-
HaKW NOPaXKeHUs KONEHHbIX CyCTaBOB 3HAYMMO Yalle Habio-
Janu npu anuTtenbHocTu 6one3Hn 6onee 2 net. Ocobyto Noa-
rpynmny COCTaBWAW MaUMEHTbl C IOBEHWIbHbIMU apTpUTamu,
Yy KOTOPbIX OTCYTCTBOBA/M anobbl U KIMHUYECKUE NPU3HAKK
noparKeHWs KoMIEHHbIX CyCcTaBoB (21 pebeHOK), a TaKKe AeTw,
UMEBLUWE KIIMHUYECKUE MPU3HAKMU NOParKeHUa OLHOro cycra-
Ba (41 pebGeHOK). YnbTpa3BYKOBOE WCCNefoBaHMe AaHHOM
noarpynnbl NO3BOJIUIO BbIIBUTb XapaKTEPHbIE M3MEHEHUS
KONEHHbIX CycTaBoB B 82% cny4yaeB Mpu OTCYTCTBUWU KIIMHK-
4YeCKOM CUMNTOMAaTUKM.

3akKkntoveHue. YnbTpa3ByKoBas KapTMHa NMOparKeHUs KOoJleH-
HbIX CyCTaBOB WMMefnla CBOM OCOOGEHHOCTU MPU pPasfinyHbIX
BapuaHTax Te4eHuns FOPA 1 npu FOCA Kak B 3aBUCUMMOCTHU OT
KNMMHWYECKOM KapTWHbI NOPaXEeHUs CycTaBOB, TaK U OT AK-
TeNbHOCTM 6051e3HU. Hanbonee yacTblh U paHHUM NPU3HAK
nopaxkeHusa cyctaBsa npu tOPA — HannymMe rmnepaxoreHHbIX
paspacTaHui B ToJle TrManuHoBoro xpswa, npu HOCA —
MCTOHYEHWE rMasnHOBOIo XpsLla.

lMMporHocTtuyeckoe 3Ha4YeHue HeMHBa3uBHOIo
3/1IEKTPOKapPAUOJIOrM4eCcKoro uccnegoBaHus
y AeTeu ¢ runeprpoduyecKon

wee TedeHne M'KMI. HapylweHne aTpMoBEHTPUKYNAPHOM NPo-
BOAMMOCTH MMeno Mmecto Yy 17% 60nbHbIX, B 3% CinydYaes aTpuo-
BEHTPUKYyNsipHasa 610Kaga Hocwuia AWCTanbHbIA XapaKTep,
4TO NPUBENO K NeTanbHOMy ucxoay 3aboneBaHus. Xenyaou-
KOBasi apuTMKA BbICOKUX rpajalmii B Havyane uccneaoBaHus
oTMeyvanacb y 37% 60MbHbIX, NPU NPOCMEKTUBHOM Habio-
[IEHUUN UX KOJTMYECTBO BO3POCSIO A0 68%, MpUYEM YacToTa XKe-
NIYAOYKOBOW apUTMUK Y BGONIbHbIX C HEOOCTPYKTUBHOW U
06CTPYKTMBHON dopmon 3aboneBaHus coctasuna 40 n 43%
COOTBETCTBEHHO. Cpean o6cnefoBaHHbIX GOMbHBIX C Keny-
[I04KOBOWM apuTMuen |1l rpagaunn netanbHbIM ncxo 6bin OT-
meyeH B 15%, llI-IV rpagauymn — B 21%, V rpagaumm —
B 67% cny4yaeB. YyBCTBWUTENbHOCTb M CMEUMPUYHOCTb AN
enygo4yKkoBou Taxukapamn coctaBuam 40 n 90% cooTBeT-
CTBEHHO. Hamu 6bli0 onpeaeneHo BAUAHWE BeretatMBHOM
HEepBHOM cucTeEMbl Ha GOPMUPOBaHME NATONOrMYECKOM XKeny-
[I04KOBOW aKTMBHOCTH y 60MbHbIX ¢ FTKMI1. TakK, y nauneHToB
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C Xenyo4KoBOM apuTMMUEN MMenacb HEAOCTAaTOYHOCTb Baryc-
HbIX MEXaHW3MOB pPerynsiuun npenmyLlecTBEHHO B JHEBHbIE
yacbl. CxoXuMe WM3MeHeHWs NnokasaTtener BapuabenbHOCTU
cepaeyvyHoro putma Habnoganu y 601bHbIX C CUHKOMNAbHbIMU
COCTOSIHUSIMM B aHamHe3e. [pu NpocneKTMBHOM Habnoae-
HUW OMHaMUWKa noKasaTtenen BapuabenbHOCTU CepaeyvHoro
puTMa 3aBuceNla He CTOSIbKO OT BO3pacTa, CKOJIbKO OT Xa-
paKTepa Te4yeHus n ucxoaa 3aboneBaHus. YxyaweHne GyHK-
LIMOHaNbHOI0 COCTOSIHUS MMOKapAa COMpPOBOXAAN0Ch Hapy-
LeHMeM BarocMmnaTMyecKkoro 6anaHca. TonbKo y 60/1bHbIX C
NneTanbHbIM MCXOJOM OTMeYanocb B AMHAMWKE ABYKpaTHOE
CHW)XeHWe TaKuX MnoKasaTesner BPEeMEHHOro aHanu3a, Kak
rMSSD 1 pNN5O (Kak cpeaHeCYTOYHbIX, TaK U AHEBHbIX), CHU-
eHne 06ller MOLWHOCTM cnekTpa B 2—12 pas, CHWXeHue
MOLLHOCTM HU3KOYACTOTHbIX BOJSIH B 2—3 pasa, a BbicOKoYac-

0.0. XaHpamupoBa

KUWWEe4YHUKa

AKTyanbHOCTb. B nocnegHee gecatnnerve oTMeYaeTcs HeyK-
JIOHHbIA POCT 3a60/1€BAEMOCTU BOCMaNUTENbHLIMK 3a6ose-
BaHUAMM KMULIEYHMKA CO 3HAYUTENbHLIM «OMOJSIOKEHNEM»
3TOM NaTonornn. HecMoTps Ha akTyaslbHOCTb JaHHOM Npo6e-
Mbl, B HAcTosILLLEE BPEMS OCTalOTCH HEM3BECTHLIMU MEXaHU3M
BO3HWKHOBEHMS BOCNaNMUTENbHbIX 3a60/1€BaHUI KULIEYHMKA
1N OCHOBHbIE 3TUONOTMYECKNE PaKTOPbI.

Lienb uccnepoBaHua 3aKnt04anach B U3y4eHUM BIIUSHNUS NN-
nononucaxapungos (JINC) n mypamungunentnga (MAM) Ha
3KCMPECCHI0O MTEHOB OCHOBHbIX MPO- U MPOTMBOBOCMNANUTESb-
HbIX UMTOKMHOB MOHOUMTaMK nepudepruyecKkon KpoBu y ae-
Ten ¢ BoCnanuTeNbHbIMW 3a601EBAHUAMUN KULLEYHUKA.
MaumeHTbl M meToabl. O6¢cnenoBaHbl 20 geTen B Bo3pacTe
10-14 net. AnarHos B3K 6bin noaTBepaeH mopdonormyec-
Kn. MaTtepuanom ans uccnefoBaHus CIAYXWUAM MOHOLMTI
nepndepnuyeckon KpoBM, BbIAESIEHHbIE METOAOM WMMYHO-
MarHuTHOW cenapaumu, ¢ npumeHeHnem Dynabeads MyPure
Monocyte Kit 2 for Untouched human cells (Invitrogen,
HopBgerwus). BblageneHHble KNETKM Oblin MPOCTUMYIMPOBAHbI
MypamMuIanMnenTUAOM M TUMONOAMCaXapuaom B TeyeHune 24 Y
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TOTHbIX BOJIH — B 4—6 pa3. BblpaxeHHOe CHMXEeHWE BCEX MO-
KasaTtenew BapuMabenbHOCTU CEPAEYHOro puTMa 6bl10 acco-
LMMUPOBAHO C HalM4yMem cnyyaeB BHE3aMHOW cCMepTU B
cembe. YyBCTBUTENBHOCTb U CNEUUMOUYHOCTb KaK MUHUMYM
[IBYKPATHOTO CHU}XEHWS NMoKkasaTenen BapmnabenbHOCTH cep-
neyHoro putma coctaBmam 91 n 51% cooTBETCTBEHHO.

3aknyeHune. Kputepusammn HebnaronpuaTHOro NporHosa u
nporpeccupytowero TedeHns FTKMIy geten aBnsaoTea cnyvyam
BHE3aMnHOW CMepT B CeMbe, Hanyne B aHaMHe3e CUHKone,
nosiBfieHMe MHPapKTonoaobHbIX n3MeHeHnn Ha SKI 1 Hapac-
Talollee HapyllieHWe NMPoBOAMMOCTH MO SIEBON HOXKE My4yKa
MMca, }enyaoyKoBasi apuTMKUS BbICOKMX rpadalui, auctanb-
Haa aTPUMOBEHTPUKYNsApHasa 6nokaaa |-Il cteneHn, HapacTa-
HWe BarocMmnaTM4yecKoro 6anaHca v NPorpeccuBHOE CHUXKE-
HWe Bcex NoKkasartenen BapuabenbHOCTM cepaeyHoro putma.

®HKL, neTckon rematonormm, OHKONorMmM U uMMyHonormmn Pocagpasa, MocKkBa

LIMTOKMHOBLIN NpodU/b y JeTeun
C BocnajauTeNbHbIMU 3a00/1eBaHUAMM

C nocnegylouwmm onpeaeneHneM ypoBHSA LIMTOKMHOB MyTeM
umtomeTpum (FlowCytomix Pro) B 4eTbipex o6pa3sLax: KNeTku
6e3 CTUMYNSILUMK, KIETKKU, akTnuBupoBaHHblie JIMNC, KeTku,
aKTMBupoBaHHble MU, “ KNeTKWu, NPOCTUMYNPOBaHHbIE
anc + man.

Pe3ynbratbl. Bo Bcex uccneagyembix ob6pasuax MOHOLIMTOB
nepudepryeckon KpoBu aeten, 6onbHbix B3K, oTmevanocb
yBeiMyeHue CNoHTaHHOW npoayKumu IL 8, 4To oTimMyano mx ot
06pa3L0B KOHTPOJIbHOW rpynnbl. CTUMynALMS nMnononucaxa-
pMaoOM M MypaMWUAAMNENTUAOM, KakK M30AMPOBaHHasA, Tak M
COBMeCTHas, NpMBoanna K yBennyeHuio seibpoca IL 8 no cpas-
HEHWIO C HECTUMYIMPOBaHHbIMM Npob6amMu. Hamu He 6bino
BbISIBNEHO CTATUCTUYECKN 3HAYUMbIX UBMEHEHWI KOHLIEHTPaLMM
IL6,IL10,IL2,IL5,IL 4, IFN vy, IL 12p70, TNF B, TNF «, IL 1B
KaK B CTUMY/IMPOBAHHbIX, TaK U HECTUMY/IMPOBaHHbIX NPO6aX.
3akntoueHue. lNentnabl 6aKkTepmanbHbiX 060/104€K CNOCO6-
Hbl aKTMUBMpPOBATb BbI6pOC IL 8 MOHOLMTaMK y IeTel ¢ Bocna-
NIUTENbHBIMU 3a0601EBAHUSAMM KULLIEYHUKA, YTO YKa3blBaeT Ha
BO3MOXHYIO PO/ib MUKPOOBHbIX areHTOB B BO3HUMKHOBEHWUW U
NepPCUCTEHLIMM UMMYHHOIO BOCMaNEHUS B CTEHKE KULLKM.



