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BBEAEHUE

FrEMOPPAMMYECKUU BACKYJIUT
LUEHNANHA — TEHOXA,
HAYABLLUMACYH B AETCKOM

U B3POCJIOM BO3PACTE

AKTyasIbHOCTb IP06IEMbI. XapaKkTepHOE Ha4yaso reMopparn4eckoro Backy-
smTa(IB) LLeHnsviHa — eHoxa B A€ TCKOM BO3pacTe BXOAUT B ANArHOCTUYE-
ckue Kputepuv 3ab01eBaHms, XOTs AaslbHEVILLasi ero 9BOJIIOLMSI U OCOOEHHO-
CTV NaToJIOrMHYECKOro rpoLecca c 4e0rToM 60/1€3HUN Yy B3POC/IbIX NNaLMEHTOB
OCTaloTCS HEBbISICHEHHbIMU. Llesb n 3aaaun nccnenoBaHyis. OLeHUTb 9BO-
JIIOLMIO KITMHUHECKUX, UHCTPYMEHTAasIbHbIX Y MOPQO/I0rNYECKUX MPU3HAKOB
ropaxxeHust KOXu, CyCTaBOB 1 MOYEK Yy NaLmeHTOB C I0BEHUIIbHbIM B n pe-
LnAanBUPYIOLLIMM TeHEeHeM 3ab0s1eBaHsl, Ha4aBLLUMMCS B JETCKOM v B3POC-
JIOM BO3PAacTe, U3Y4UTb XapakTep naTtoreHeTU4eckux rnocTpoeHui 6o1e3-
HM B 3TuX rpynnax naumeHToB. OObLeKT v MeToabl. [1oa HabogeHnem Ha-
xoannmnck 174 601bHbIX B (83% myxyanH n 47 % xeHLymH). Y 92 naumeHToB
3aboneBaHune AebrTPOoBaso B AETCKOM Bo3pacTe (B cpeaHem B 12 neT),
ay 82 — Bo B3pocsiom (B 25 neT). I, Il n lll cTeneHn akTMBHOCTY NaToa0rnye-
CKOro rpoLecca yCcTaHOBJ/IEHbI B COOTHOLUEeHUN 1:2:2. Pe3aynbtartel. B ripo-
Liecce 3BOJIIOLMN IOBEHUILHOIO B cTaHOBSITCS 6osiee peakumm KoXHasl,
KOXHO-CYCTaBHO-ab0MMHaIbHasi Y KOXHO-aba0MVHAa/IbHO-104YeYHast pop-
Mbl 3260/1€BaHVISI, MOPAXEHNE JTy4e3arisiCTHbIX, FOJIEHOCTOMHbIX Y KOJIEHHbIX
CyCTaBOB, HO y4aLLaloTCs MOYEYHbIV BapuaHT NaTosI0rM4eckoro rnpoLecca,
pa3BMBaETCs XPOHMYecKasi 60/1€3Hb NoHYEK, BO3HUKAIOT CaKpPOUIIEUT, CITOH-
Aaunonarus, TeHA0BarvuHUT, SHTe30nartusl, danudu3apHbiri 0CTeonopos. 3a-
6os1eBaHWIO, TPaHCGHOPMUPOBAHHOMY U3 IOBEHUIbHOro B, cBoiicTBeHHa
Y B3POCJIbIX yPTUKaPHasi popmMa KOXHOIro CUHAPOMAa N HECBOVICTBEHHA He-
KDOTUYECKU-SI3BEHHAS C HDUITbTPALIMEV KOXU MOJIMMOPGOHOSAEPHBIMU J1E -
KounTamu v pa3BUTUEM Ba30TPOMOO03a. Y B3POC/IbIX NaLMEeHTOB apTponaTtus
rpoTtekaeT 6osiee TSXKE0 C NPUCOEANHEHNEM [OMOHUTEbHBIX KITMHUYE-
CKUX, PEHTreHOJ/I0rM4eCKUX M COHOrpagpuyeckux rnpu3Hakos, GopMuUpyroTCs
IV n V Mmopgosiormndyeckmne Kinaccbl FreHOXOBCKOIro r/ioMepysioHegpuTa c Ty-
OYJIONHTEPCTULMATIBHBIM KOMITOHEHTOM BO BCEX CJly4asix. BospacTtHoii au-
Mop@u3m B Havase B nposiBaseTcsl 60/1ee HUSKVIMIM YPOBHSIMU B CbIBOPOTKE
KpoBM pUOPOHEKTUHA, LIMPKYJINPYIOLLIMX UMMYHHbIX KOMIJIEKCOB, PEBMATO-
MaAHOro gakTopa v dHAO0TENMHA- 1, HO BbICOKUMU KOHLEHTPALIMSIMU TPOMOOK -
caHa A,, UMKIIN4ECKOro ryaHo3nHMoHogocarta v napameTpa noBepxXHOCT-
HOVi BSI3KOCTM, HACTOTOM 303UHODUSIbHOU MHPUILTRALIMN 1 PUOPUHOMAHO-
ro HeKpo3a CcoCyaoB KOXW, SKCTpaBa3aLumner 3pUTpoLNTOB U AENO3NLINEN
¢ubpuHoreHa. BoiBoabl. B criyqasx nepexoaa toBeHUbHoro I'B B XpoHuye-
CKyt0 popMy B3pOCIbix 3a001€BaHNE HEPEAKO NProbpeTaeT nporpeccupy-
IoLLee TevyeHvie, 4TO, MPeXxae BCero, kKacaeTcs NaToJiorvv CycTaBOB U MOYeK.

(Jelusi¢ M. etal., 2015). BExxerogHas 3abonesaemocTs 'B

"emopparuv4yeckuin Backynut (B), nnu nypnypa LLeH-
nsaHa — NeHoxa, ABNsieTcst Hanbosee YacTbiM BapyaHTOM
cuctemHoro Backynuta (BarutK. etal., 2016; Carman M.,
Forsman J., 2016; Gur G. et al., 2016), koTopbli1 y aeTei
oTMe4aloT B 1,4 pasavalle, YHem Apyrme Ho30/10rn4yeckme
bOpMbI COCYANCTON NaToNorMm BMECTE B3sATblE (BaCKy-
nut KaBacaku, aoptoaptepumnt Takascy, y3enkoBbIi No-
nmaptepunt Kyccmayna — Maitepa, 6onesHb bexyera,
MUKpOocKonmyeckmin nonvanrumt) (Mao'Y. et al., 2016).
CyLLEeCTBYIOT AaHHbIE, YTO COOTHOLLEHME PacnpoCTpa-
HeHHocTU B y getei u B3pocnbix coctaBnseT 8:1-9:1

nocturaet 2 Yenosek Ha 10 TbIC. HaceneHus, NpUYeM Ha-
6n02eTCA NOBCEMECTHBIN POCT YACNEHHOCTU 3TUX O0S1b-
Hbix (Khanna G. et al., 2015; Elfving P. etal., 2016). Heob6-
XOAMMO OTMETUTb, 4TO 60/1e3HL MOXET NNBO0 AeBITUPO-
BaTb BO B3POCJSIOM BO3pacTe (3Ha4YMTENbHO pexe), Moo
TpaHcHOPMMPOBATLCS N3 IOBEHUIBLHOIO B, npn aTom
0CODEHHOCTV AasIbHEeNLLE 9BOOLMM NaTON0OMrMYEeCKOro
npouecca ocTatoTcs HemdydeHHbIMM (Albaramki J., 2016;
Calvo-Rio V. et al., 2016; Gaskill N. et al., 2016).

Llenb n 3apaym BbINOMHEHHOM paboTbl — OLEHKa
3BOJIOLUMN KIIMHUYECKMX, MHCTPYMEHTaIbHbIX 1 MOP-
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dONOrMYecKmx NPU3HaKOB NOPaXKeHst KOXN, CyCTaBOB
M NoYeK y NauMeHTOB C PELNAMBUPYIOLLMM TEeYEHNEM
3abosieBaHNs, Ha4YaBLLUMMCS B AETCKOM U B3POC/IOM
BO3pacTe, N3y4yeHune xapakrepa naToreHeTU4eCcKmx no-
CTPOEeHUn 60NIe3HM B 3TUX rpynnax naumeHToB.

OBBbEKT U METOAbI UCCJIEAOBAHUYA

Mop, HabmoaeHemM Haxoamnuck 174 6onbHbIX B
(52,9% My>X4mH 1 47 ,1% XEHLLUMH, CpeaHniA BO3pacT —
26,8+0,76 roga). AnutenbHOCTb 3aboneBaHns oT ae-
6toTa ero maHudgecTtauum coctasuna 8,9+0,62 roaa.
BonbHbIX pacnpenenunm Ha aee rpynnbl: 1-10 cocTa-
BUNM 92 yenoBeka, y KOTOpbIX 60ne3Hb nebioTrpoBa-
Na B AETCKOM BO3pacTe, a 2-10 — ocTasibHble 82 naup-
eHTa ¢ Hayanom B B 6onee ctapiuem Bo3pacTte. Cpen-
HWi BO3pacT B Havyane 6051e3Hu B 1-11 rpynne cocTaBui
11,7%0,41 ropa, Bo 2-1— 24,9+0,63 ropa. | cteneHb ak-
TMBHOCTM 3aboneBaHns cpeam BCcex NaLumMeHToB ycTa-
HoBneHa B 24,2% cny4aes, Il u Il cteneHb — cooTBeT-
CTBEHHO no 37,9%.

Ha npegpioywmx atanax teyeHmsa B KOXHbIe Bbl-
CbinaHMsa oTMeYann y Bcex 6e3 ncknoyeHns 60b-
HbIX, @ HA MOMeHT obcnenoBaHus — B 67,8% cnyua-
eB. [lopaxeHne NoYek — FreHOXOBCKUM FnoMepynoHed-
puT (IMMH) — amnarHocTupoBaHo B 70,7% HabnoaeHui,
cyctaBoB — B 48,3%, cepaua — B 33,3%, neyeHn —
B 21,8%, ueHTpanbHOM HEpPBHOM cuctembl — B 18,4%,
XenyaoyHo-KuLweYHoro Tpakta — B 17,8%, CKeneTHbIX
MblwL,— B 16,1%, nogxxenyooyHown xxeneasl — B 10,9%,
ceneseHkn — B 8,1%, nerkmx — B 5,8%, ysent — B 3,5%,
nenkoumToknacTHaa saHaHtema — B 2,9%, xelnut —
B 1,7%. NHpekc uHTerpanbHoii Tsxxectn B (DSI) co-
ctaBun 6,3+0,25 o.e. MNMo4veyHaa ¢dopma 3abonesaHns
auarHocTtmpoBaHa B 24,1% cnydaeB, KOXKHO-CYCTaBHO-
noyeyHass — B 16,1%, KoxxHO-noyeyHas — B 13,2%, cy-
rybo KoXHasi 1 KOXXHO-CyCTaBHasi — COOTBETCTBEHHO
no 9,2%, KOXXHO-CYCTaBHO-ab40MMHASIbHO-NoYeYHas —
B 6,9%, KOXHO-CyCTaBHO-abgomMunHanbHas — B 4,0%,
KOXHO-aba0MVHanbHo-nove4yHasa — B 3,5%, cycTaBHO-
abpomuHanbHas — B 2,9%, cycTaBHO-aba0MUHAIBLHO-
noyeyHasa — B 2,3%, abaoMuHasIbHO-novYe4yHas — B 1,2%
Clny4aes.

BONbHBLIM BBLINONHANN PEHTIEHON0rnM4Yeckoe nUc-
cnepoBaHue nepndepryecknx KOCTHbIX, KPecTLOBO-
NoAB34O0LLUHbIX M MO3BOHKOBbLIX couneHeHnn («Multix-
Compact-Siemens», l'epmaHus), coHorpaduto cycra-
BOB M BHYTPEHHMX OPraHoB (yNbTPa3BYyKOBOW CKaHep
«Envisor-Philips», HnagepnaHapl). Xapaktep CyCTaBHO-
ro CMHAPOMA OLEHMBANM Mo rnapamMeTpam CyCTaBHOIO
cuyeTa, nHaekcos JlaHcOypu (LI), akTmBHOCTU apTpuTa
(DAS) 1 nHTErpanbHOM TAXECTN MOPaKEHNSI CYCTaBOB
(SAI) no dopmyne:

SAI =\/L_ - DAS.

CkopocTb knyboykoBor dunbtpaunmn (GF) onpe-
oenanu no ¢opmyne Kokpodta — lNonta, BbICHUTbI-
BaNn MHAOEKC nporpeccupoBaHus Hedponatum (PNI)
no ¢popmyne:

PNI =57
2

roe S — crtagus XpoHn4eckoi 6onesHu noyvek, T —
anutensHocTb 'TH. DSI oueHnBanu no ¢popmyne:

KNITHIYHI JOCNIAXEHHYA

psi=-SN,
n
raoe SN — 41Mcno U3MEHEHHbIX MPU3HaKkoB, N — obLuee
YNCINO U3YYEHHbIX MPU3HAKOB.

MIMMyHODEPMEHTHBIM METOAOM B KPOBU U3Yy4ann
ypoBHU aHaoTennHa-1 (ET,), TpombokcaHa A, (TxA,),
romounctenHa (HCys), npoctauuknuHa (Pgl,), uu-
Knnyeckoro ryaHosnHmoHodocdara (cGMP), ou-
opoHekTuHa (FN) u anTuTen k kapanonunuHy (aCL)
(pnoep «PR2100-Sanofi diagnostic pasteur», ®paH-
umsa»). [ng onpeneneHns NOBEPXHOCTHbIX BA3KOCTH
(SV), ynpyrocTtu (SE), HaTsxxeHus (ST), penakcaumm
(SR) n mopyns BaskoanactmiHocTn (VE) CbiBOPOTKM
KPOBU MCNOJIb30BaN KOMMbIOTEPHbIA TEH3NOMETP
«PAT2-Sinterface» (Fl'epmanHus). C nomMoLLbio 61oxu-
Munyeckoro aHanmsatopa «Olympus-AU-640» (Ano-
HUS1») nccnenoBany B KPOBU YPOBHU KPEATUHMHA,
nmmyHornobynuHos (lg) A, G, M, peBmMaToMaHoro
dakTopa (RF), pubpuHoreHa (FG), C-peakTMBHOro
npotenHa (CRP), uupKynmpyoLwmx MMMYHHbIX KOMTI-
nekcos (CIC).

Y 24 60onbHbIX (15 MYX4UH 1 9 XEHLIWH) B BO3-
pacte 27,5+2,19 roga, ANUTENbHOCTbIO BONe3Hn —
10,2%1,77 ropa n c I-ll ctaguein xpoHunyeckoi 60-
JIe3HM NOYeEK BbINOJIHEHBI HEdpobuoncusa n Gruoncus
KOXW. [1ns nony4eHns TKaHen NCNonb30Baam MeToam-
Ky «True-Cut» («HacToSdLLEro cpesa») ¢ MpUMEHEHNEM
BbICOKOCKOPOCTHOro nmuctoneTa «Biopty-Bard». FncTo-
JNIOrnMYyeckre Cpesbl NOYEK OKpaLlVBaIv reMaToKCunn-
HOM-303VHOM, aNbUWaHOBbIM CUHUM (Ha FIMKONPO-
Tenapl) v Mo BaH MM30HY (KonareHoBbIe U 3nacTuye-
ckue BONokHa), ctaBunu PAS-peakumio. Kpome Toro,
NPOBOANIN UMMYHOMEPMEHTHBIN (C MEPOKCUAA3HOMN
METKON) N UMMYHOMIH00PECLEHTHBIN METOLbI UCCEe-
[0oBaHWs TKaHel nodek. N3yyanun otnoxeHus IgA, 1gG,
IgM, C3- n Cq1-KOMMNOHEHTOB KOMMIEMeHTa. Mukpo-
CKOMUYECKOe NUCCNeaoBaHmMe OCYLLECTBAANIN HA MU-
kpockonax «Olympus-AX40» n «Olympus-AX70-Provis»
¢ umndpposor Buaeokamepom «Olympus-DP50». Nopa-
XeHNe OTAESNbHbIX MOYEYHbIX CTPYKTYP (KNyOOYKOB,
KaHasblLeB, CTPOMbI, COCYA0B) OLeHMBanu B 6annax
(o1 0 mo 3). Mpw aTOM NOACHNTLIBANN CPESHUI MOKa-
3aTtenb nospexaeHuit (ID) no popmyne:

p=-at2b+3c ,
a+b+c+d
raoe «a», «b», «c» — 4ncno 60s1bHbIX COOTBETCTBEHO C 1,
2 1 3 6annamu, a «d» — 4ncno 60SbHbIX C OTCYTCTBU-
€M JaHHOro npmaHaka.

Cratuctmnyeckast o6paboTka nonyyeHHbIX pesysb-
TaToOB MCCNeaoBaHUNM NpoOBeAEHA C MOMOLLbIO KOM-
NbIOTEPHOI0 BApPUaLMOHHOIO, HEMapaMeTPUYeCKoro,
KOPPENSLUNOHHOr0, pErpeccuoHHoro, ogHo- (ANOVA)
n mHorogpaktopHoro (ANOVA/MANQOVA) pgucnep-
CMOHHOro aHanuaa (nporpammsbl «Microsoft Excel»
n «Statistica-Stat-Soft», CLLIA). Onpegensnu cpen-
HVe 3HaYeHus, X CTaHAapPTHbIE OLWMOKM N OTKIIOHE-
HWUS, KOO DULMEHTbI MapaMeTPUHECKON KOPPENaLmMn
MnpcoHa n HenapameTpuyeckor Kenganna, kpyutepmm
oucnepcun bpayHa — ®opcaita, MHOXECTBEHHO
perpeccuun, CTblofeHTa, YunkokcoHa — Pao, MakHe-
Mapa — Puepa 1 4OCTOBEPHOCTb CTATUCTUYECKMX
nokasaresnen.
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KNIHIYHI JOCNIAXEHH4A
PE3YJIbTATbI

Femopparn4yecknin BApnUaHT KOXHOro CUHAPOMA
oTmevanun B 28,8% cnyyae B, nanyno-Hoaynap-
Hblh — B 20,3%, ypTukapHbii — B 18,7%, nanyno-
HekpoTuyeckmin — B 8,5%, HEKPOTUYECKUN-3BEH-
HbIi — B 7,6%, nonumopdHbIi — B 5,9%, nycTynesHo-
SA3BEHHbIN N Y310BATO-93BEHHbI — COOTBETCTBEHHO
B 5,1% (puc. 1). B uenom Bo 2-1 rpynne 605bHbIX NO-
paxkeHne KOXM BbISIBNIEHO OCTOBEPHO HalLe (Ha 48%).
Ecnwv gna 1-n rpynnel, N0 gaHHbIM Kputepus MakHe-
Mapa — Puwepa, Obl xapakTepeH YPTUKaPHbIA TN
KOXHOro cMHApoma, To Ansa 2- — HEKPOTUYECKU-
S1I3BEHHbIN, KOTOPbIE YCTAaHOBIEHbI COOTBETCTBEHHO
B4,4 16 pasyaule. ID cocynos koxm y 6051bHbIX B co-
ctaBun 8,2+0,72 6anna n npsimMo KoppennpoBan ¢ no-
KasaTenem akcTpagepmanbHoro DSI.

1-a rpynna

2-9 rpynna

Puc. 1. ®opmbl KOXHOTO CUHAPOMA: & — remopparuyeckas, 6 — ypTukap-
Hasi; B — Manyno-13BeHHas; I — HEKPOTUYECKM-S3BEHHAS; 4 — NonMMopdHas

NnmoorncTtuounTapHas nepmsackynsapHasg nH-
dunbTpaLms BbiiBNEHa BO BCEX Cly4asx buontaTtos
KOXW, YTOJILLLeHMEe CTeHOK cocyaoB — B 95,2%, npo-
nnoepaums sHgotenusa — B 85,7%, HenTpodunbHas
nepvBackynsipHas nHGUIbTpaums u GubpUHoONaHoe
HabyxaHne COCYANCTOM CTEHKW — COOTBETCTBEH-
HO B 71,4%, numdornctmountapHas nHounbtTpaumns
COCYyOMCTON CTEeHKM — B 66,7%, nponudepauns nH-
Tumbl — B 61,9%, akcTpaBasaumsa spuTpPoLUTOB —
B 57,2%, Tpomb0o3npoBaHue cocygos — B 47,6%,
HenTpodunbHaa nHGUNbLTPaLUS COCYaUCTON CTEH-
Kkn — B 42,9%, pnbpunHonaHbI Hekpo3 — B 38,1%,
rMraHToKIETOYHAsA MHPUNLTPaUMS 1 aenosnumsa FG —
B 28,6%, 903nHOpUNbHAA MHGUNbTpaumnsa — B 19,1%
(puc. 2, 3). Y 60nbHbIX 2-1i rpynnbl Habnoganm 6o-
nee yactble (B 4,7 pasda) nidunbTpaymio cocygm-
CTOW CTEHKU NOJIMMOPPHOSAEPHBIMUY NekouuTaMmun
1B 3,1 pasa — TpoMOO3npPoOBaHNE COCYAOB, 4YTO MNO-
Kkazan aHann3 MakHemapa — Puwepa. Kak cemae-

TenbcTByeT aHanna BpayHa — dopcaiita, Bo3pacTt
OonbHbIX B B AebtoTe 3aboneBaHns BNUS Ha Napa-

MeTpsbl ID.
1 2 3 4 5 6 7 8 9 10 11 12 13 14
10
8
6
X 4]
2]
04

Puc. 2. Otanums yactoTsl MOPhONOrMYecKx NPU3HaKoB U3MEHEHM
COCYLOB KOXM Y 60MbHbIX [B 1-i 1 2-i1 rpynn: 1 — HelTpodunbHas MH-
dunbTpaums cTeHkn; 2 — Tpombo3uposanue; 4 — nenosuuus FG; 5 —
YTONLLEHNE CTEHKM; 6 — nMdorucToumnTapHas HGUALTPALMS CTEHKY;
7 — nponudepauns aHpoTenus; 8 — akcTpasasaums apuTpounuTos; 9 —
ruraHTokneToyHas uiounbtpaums; 10 — dubpuHouaHblii Hekpos; 11 —
nepusackynspHas HetpodunbHas nHdunsTpauus; 12 — nponndepaums
UHTUMbI; 13 — 303uHOdUNbHAs MHUNLTPaLKs; 14 — nepuBackynspHas
AMMOrNCTMOLUTAPHAS MHOUALTPALMS

100

80 W 1-q rpynna M 2-5 rpynna

1234567 8 9101112131415161718 1920212223

Puc. 3. Yactota Mopdonornyeckmx npusHakoB M3MEHEHWIA COCY0B
noyek y 6onbHbIX B 1-i1 1 2-i1 rpynn: 1 — yTonleHne W paciiennexue
KanunnspHelx neTenb; 2 — neno3uuus B kanunnspax IgA; 3 — aenosu-
umns B kanuanapax IgG; 4 — penosuuna B kanunaspax IgM; 5 — geno-
3uums B aptepuonax IgA; 6 — HeldTpodunbHas UHOGUALTPALMS Kanun-
nspos; 7 — pubpuHomaHoe HabyxaHue; 8 — nponudepaumns aHpoTenus
aptepvon; 9 — nnasmartmyeckoe nponutbiBaHue; 10 — anactopubpos;
11 — peno3nuus C3 B kanunnspax; 12 — npoandepauuns aHLOTENUS Ka-
nunnapos; 13 — ruanuHos; 14 — numdornctmouuTapHas UHGUNLTPa-
ums; 15 — nepuBackynsipHblit cknepos; 16 — cknepo3 CTeHku apTepu-
on; 17 — peno3uums IgG B aptepuonax; 18 — dGUOPUHOMAHBIA HEKPO3;
19 — aucmykonnos; 20 — penosnuus C1q B kanunnsgpax; 21 — genosu-
ums IgM B aptepmonax; 22 — neno3uuus C3 B aptepuonax; 23 — feno-
3uums C1q B apTepuonax

Y peten Bogoe valle oTMevann NU3MeHeHUs nneye-
3anACTHbIX KOCTHbIX COYJIEHEHUIA, B 2,5 pa3a — KONEH-
HbIX 1 Ha 35% — roneHocTonHbiXx. OTMEYeHo, 4To s
I0OBEHUBHOIO B HexapakTepHbl BOBIEYEHMS B NPO-
LLeCC BEPXHEYENIOCTHbIX CYyCTaBOB, IPYAMHO-KIOYMY-
HbIX, MeXdanaHroBbIx KNCTEN 1 CTON, NSACTHOMANaH-
roBblIX, Mje4YeBbiX, Ta306eApeHHbIX, KPECTLLOBOMNOA-
B300LLHbIX M MO3BOHKOBLIX. POpMUpPOBaHME OTAENbHbIX
PEHTreHOCOHOorpadun4ecKknx NPosiBIEHNIA CYyCTaBHOIO
CUHOPOMA Y B3POCIbIX MALMEHTOB B NPOLLECCE TPaHC-
dopmaumm 6onesHn n3 toBeHUNLHOro 'B conpoBoxaa-
JI0Cb pPa3BUTMEM CYOXOHAPabHOIO ckneposa B 29,3%
CnyyaeB, TEHAOBArnHUTa N OCTEOKNCTO3a — COOTBET-
CTBEHHO B 26,8%, NramMmeHT0o3a KONIeHHbIX CYyCTaBOB —
B 24,4%, anndunzapHoro octeonoposa — B 22,0%, aH-
Tesonatum — B 14,6%), U3MEHEHNN POroB MEHNCKOB KO-
JIEHHbIX CYCTaBOB U NOSIBIEHNEM UHTPAaPTUKYNSPHbBIX
XupoBbix Ten Frodbda — B 9,8%, kanbumesbix Ten LLTain-
o — B 7,3%, acenTn4eckoro OCTEOHEKPO3a 1 BHYTPU-
CYCTaBHbIX XOHOPOMHbIX Tenn — B 2,4%.

MopaxeHre NoyYek CoNpPoBOXAAN0CH Oonee peaKoin
4aCTOTOW M3MEHEHUI CKENIETHBIX MbILLLL 1 CYCTaBOB (CO-
OTBETCTBEHHO Ha 33%). BmecTte ¢ Tem DSI akcTpape-
HaNbHOWM NaTONOr K NPU HaNU4YMM HedponaTm Obin cy-
LLLeCTBEHHO Bbilwe, cocTasnsasa 3,4+0,15 1 2,6+0,20 o.e.
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Mpwn Hannuum ITH cpepHne 3HaveHua GF coctaBuam
102,7+2,68 mn/mMuH, a ID — 0,83+0,096 o.e. B cny-
yasx NOYEeYHOM MaToNorMn apTepmnanbHas rmnepTeH-
31s 3apernctTpmpoBaHa B 3,5 pasa valle, 4TO yKasbl-
BAET HA €€ peHasbHbIN reHes. lNokasarenu cpeaHero
apTepuanbHoro gaenexHus npu NMH 6bin1 OCTOBEPHO
(Ha 8%) BblilLE, YEM Y OCTasIbHbIX MaUWEHTOB, a Nepu-
depuryeckoro cocyaucToro conpotmaneHns —Ha 11%.
HedpoTrnyeckuint CMHOPOM YCTaHOBMIEH Y 5 G0SIbHbIX
(y 4,1% nauueHTtoB ¢ TH), a cooTHoweHwue I, I, IV
n V ctagnii XpoHM4eckon 601e3HN NoYek cocTaBu-
no 10:5:1:1. Ha nokasatenb PNI oka3biBanu Bo3aein-
cTBME BO3pacT 60JbHbIX B AebtoTe B, cTeneHb akTuB-
HOCTM 3a60NeBaHNS, NOPaAXKEHNE KOXN N XenyaoyHO-
KMLLIEYHOrO TpakTa.

YTOonweHne n pacliensieHme KanuansgapHbeix ne-
Tenb KNyOOUKOB BbISIBIEHO BO BCcex cny4vasx 'TH, npo-
nmdepauuno aHAoTENNa cocynos — B 54,2%, ¢u-
OpuHONaOHOE HabyxaHne X CTEHKU, anacTtopndpos
M AIMMPOrnCTUOLNTAPHYIO NHPUABTPALMIO — COOT-
BeTCTBEHHO B 50,0%), MHdunbTpaumnio Kanunnsapos
noNMMOpP@PHOAAEPHBIMU NENKOUUTAMU N TUAIMHO3
apTepuon — B 45,8%, nnaamatunyeckoe NnponuTbiBa-
HMe NoYeyHbIx cocynoB — B 37,5%, nponudepaunto
KanuaasgpHbIX 3HOOTENMOLUTOB U NEPUBACKYNISPHbIN
cknepos3 — B 33,3%, CKNepo3 COCYANCTbIX CTEHOK —
B 29,2%, nx GpUOPUHOUOHBIA HEKPO3 N ANCMYKOU-
no3 — B 20,5% cny4yaeB. bonbHble 1-11 1 2-11 rpynn
COBEPLUEHHO HE OTAMYanmMcb Mexay coboi no ya-
CTOTE NopaxeHud no4vek, Toraa kak HedpPoTNHECKUIA
CUHAPOM N XpoHMyeckas 6onesHb novek V ctaanu
MIMenu MeCTO TOJIbKO B Cllydasx Hadyana saboneBaHus
BO B3pPOC/IOM BO3pacTe. ApTepuanbHas rmnepTeH3ns
3aperucTtpupoBaHa B 1-11 rpynne B 1,6 pasa pexe,
a cHmxeHne GF — B 2,4 pasa. YposHu PNI, cpegHero
[aBJIEHUS N COCYANCTOro CONPOTUBIEHUS Yy MALMEH-
TOB C TpaHchopmaumen 'B n3 ioBeHnIbHOro okasa-
JINCb AOCTOBEPHO MeHbLIMMU Ha 64; 5 1n 14%, a Be-
nnumHa GF — Ha 20% 6onbLuei.

OBCYXAEHUE

Kak ns3secTHO, y Bcex naumeHToB ¢ B B geTckom
BO3pacTe 3aboneBaHve AebTUpyeT NasbNnMpyemMom
nypnypon (Gaskill N. et al., 2016), a npu nepeom pe-
umanBee 60E3HN KOXHbIE BbIChINAaHWSA HaboaanTCs
yxe nuwb B 90% cny4yaes (Albaramki J., 2016; Calvo-
Rio V. et al., 2016). AnarHoctnyeckass 3Ha4MMOCTb
npwv B npugaeTcsa ypTMKapHON 1N remopparmyeckomn
CbINn, JTIOKANIN30BAHHOMN NPENMYLLECTBEHHO HA HOrax
n arogmue (Dalpiaz A. et al., 2015), Torga kak Bapu-
aHTbl UBMEHEHUI KOXM Npu ['B BO B3pocaom Bo3pac-
Te BeCbMa pa3HO0bpasHbl 1M YaCTO COBEPLLEHHO He-
cneundunyHbl (Duan X. et al., 2016; Hooper J.E. et al.,
2016), B TOM yncne B BUAE NETEXUI, MaKkynonanynes-
HbIX BbICbINAHWI C BynnaMm, 93BamMm 1 CETYATLIM Nn-
Beno (Einhorn J., Levis J.T., 2015). OwyTtnmas nypny-
pa, nany’sibl U NETEXNN KOHCTATUPYIOTCS COOTBETCTBEH-
Ho B 70-75, 30-35 1 25-30% cnyyaes 'B (Yong A.M.
etal., 2015).

Mo AaHHbIM BbINOJIHEHHOIO HAMM aHaNN3a YWIKOK-
coHa — Pao, nHTerpanbHble dopmMa 1 BapuaHT naTo-
JIOrn KOXW 3aBUCENN OT Bo3pacTa 60JbHbIX B Ae6i0-

KNITHIYHI JOCNIAXEHHYA

Te 3aboneBaHns, CTeNeHM akTUBHOCTM NMpoLLecca m no-
paxkeHus NoaxXenyao4yHom xeneabl. Bo3pacTt 60/bHbIX
B AebtoTe 'B okasbiBan 0CTOBEPHOE BNMsIHME Ha op-
MmnpoBaHue B cocynax neno3utos FG. HenapameTpu-
yecknin aHann3 Kenganna v napametpudeckmin MNMup-
coHa (puc. 4, 5) ycTaHOBUN NPSIMbIE KOPPENSALMOHHbIE
CBSI3M BO3pacTa NaUMEHTOB B Hadvane 3abosnieBaHus
CO CTENEHbIO HeNTPODUNBHON MHPUABTPALMN CTEHOK
COCYL0B 1 9KCTPaBas3aLmmn 3pnuTpoLmMTOB.
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Puc. 4. KoppensimoHHO-perpeccuoHHble CBS3N CTeNeHn neikouuTap-
HOIA MHOUNLTPALMM COCYAO0B KOXM C BO3PACTOM BonbHbIX B AebtoTe B
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Puc. 5. KoppensaumoHHO-perpeccuonHble CBSA3n CTeneHn aKcTpapasa-
LN 3PUTPOLIUTOB COCYZI0B KOXM C BO3PAcTOM 60bHbIX B feGioTe B

ApTpuT unu apTpanruto amarHoctupyoty 90% na-
umeHToB c B B nebioTe 3abonesaHus (Gaskill N. etal.,
2016). CycTtaBHOM CUHAPOM [axe BXOAMUT B OMarHo-
cTuyeckme kputepumn atoro 3abonesaHusa (Modi S.
et al., 2016). NMopaxeHne cycTtaBoB (0ObIYHO KOJIEH-
HbIX, FONEHOCTONMHbIX, Jly4e3ansaCTHbIX) Yalle pasBu-
BAETCS y B3POC/bIX NALUMEHTOB M COYETAETCSH C MU-
anrveii, a xapaktep apTputa nocne TpaHchopma-
uuun NB N3 IBEHUJIBHOTO OCTAETCH HEU3YYEHHbBIM
(Albaramki J., 2016; MooijC.F. etal., 2016). Bo B3poc-
JIOM BO3pacTe CyCTaBHas NaTtosorns NHoraa HoCuT
BUA MUTPUPYIOLLETO MHTEPMUTTUPYIOLLErO Noanap-
TpuTa, HO 3TN CBeAeHUs TPebyioT yTouHeHus (Sheth K.
etal., 2015).

Mo faHHbLIM KOPPENAUMOHHOro aHannsa KeHgan-
na, ¢ nepexonom 60sbHbIX AeTel BO B3POC/bIi BO3-
pacT ¢ NpoaoXNTENBHOCTLIO 'B NnpsamMo cooTHOCKUT-
CSl YyacToTa U3MEHEHWI Nyye3ansaCTHbIX CYCTaBOB,
MexdanaHroBblx CTOM, KPECTLOBO-MNOAB340LHbIX
1 MO3BOHKOBbIX COYJIEHEHU, pa3BUTME TEHAOBA-
rmHUTa, aHTe3onaTun, anndusapHoOro 0CTeonopo-
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KNIHIYHI JOCNIAXEHH4A

3a 1 pOroB KOJIEHHbIX MEHUCKOB. NMOMMMO cKa3aH-
HOro, CBSI3b C AJSIUTENIbHOCTbLIO BONIE3HN U3MEHEHUI
MEHWNCKOB Mokasasn 1 ANCNEePCUOHHbIN aHann3 bpay-
Ha — dopcainTa. CnemoBatenbHO, B3POCIbI BO3PacT
aBnseTca GakToOpoOM prcka BOSHUKHOBEHUS MEHUC-
umTa'y 6onbHbIX 'B.

Hedponatuio gnarHoctmpytoT y 30-60% 60nb-
Hbix B (Aggarwal R. et al., 2016; Albaramki J., 2016),
pexe —ypeten (ZhaoV.L. etal., 2015). Tak Ha3bIBaEe-
MbIi TH BO3HMKAET y KaXa0ro 4eTBepToro 60/1bHOro
yxe B nebiote 'B (Lardhi A.A., 2012) n ¢ Takol xe va-
CTOTOM HabnoaaeTcs Npu NepBom peumavee 3abone-
BaHus (AlbaramkiJ., 2016; Calvo-Rio V. etal., 2016).
Heo6xoaMMO OTMETUTL, YTO 3a NOCNeAHME rofbl Cy-
LEeCTBEHHO BO3pocsa aons 60bHbIX ¢ Takon dop-
Mot rnomepynsipHon natonorum (Yin X.L. etal., 2013;
Fidan K. etal., 2016). [MopaxeHne nNoyek y naumeHToB
c 'B MoxeT npoTekaTb B BUAE MUHUMASIbHOM NpoTe-
VHYPUU N reMaTypuu (3Ha4MTesNbHO YaLue), HeppoTu-
YEeCKOro CMHAPOMA U KIIMHUYECKOM KapTUHbI 3n10Ka-
4eCTBEHHOIo HedpuTa ¢ BLICTPONPOrpeccUpyoLen
rno4vyeyHou HegocTaTto4HocThio (Hahn D. et al., 2015;
Park C.H. et al., 2016; Vogt B., 2016). B Kutae cpe-
OV OeTel C XPOHMYECKOW BONE3HbIO MOYeK Ha OO0
IMH npuxoantca 10%, a cpeau B3pocnbix — 18% cny-
yaeB (GuoY.N. et al., 2013). CornacHo pesynbratam
BbIMOJIHEHHbIX HEPpobroncuiny 6onee yem 1500 pe-
Ten, MH okasancsa cambiM HaCcTblM BAPUAHTOM BTO-
puyHoro rnomepynoHedpuTa (Yin X.L. et al., 2013).

Ha passutne 'MH y o6cnegoBaHHbIX HaMU 60b-
HbIX OKa3blBasa BO3AENCTBUE TAXECTb MbILLEYHOIO
cuHpgpowma. B ceoto oyepenp, 'MH Bnvan Ha pa3sutue
M3MEeHeHn MmexdanaHroBbix CyCTaBOB CTOMN U nnra-
MEHTO3a KOJIEHHbIX COYJIEHEHUI, KOTOPbIE B C/y4asax
HedponaTnm OTMEeYanucCb Yawle, 4To NOATBEPXAAET
aHann3 MakHemapa — ®uwepa. o pesynbraram
aHanusa KeHpanna, CywecTByOT NpsMblE KOPPEns-
Ll MOYEYHOM NaTONOrMmn C NOPaKeHNeM BepxHeye-
JIIOCTHbIX CYCTaBOB, a TakXXe CyCTaBOB NasibLEB CTOM,
dopMMpoBaHMEM NFraMEHTO3a N TEHAOBArvHUTA.
C yyeToM npencTaBneHHbIX AaHHbIX COENaHO 3aKI0-
yeHue, 410 Npu B apTpuT MexdanaHroBbixX covne-
HEHWI NafbLEB HOI N IMTAMEHTO3 ABNAIOTCS HakTo-
pamu pucka passutusa NMH.

PesynbTaThl AucnepcmoHHoOro aHanusa bpay-
Ha — Popcalita CBUAETENbCTBYIOT O BAUSHUW OSN-
TenbHocTn NMH Ha dopmupoBaHne GUBPUHOUAHOIO
HeKpo3a, rmannHoaa, anactodndbposa n nMumdormnc-
TUOUNTAPHOM MHDUABLTPALUM COCYANCTON CTEHKMN.
KoppenaumoHHbii aHannad KeHganna npogeMOoHCTPU-
pOoBasn NPSMYI0 CBSA3b C NOCEAHVUM MOPQONOrNYeCKUM
NPU3HaKoOM NovyeyHow natonorum. Cuntaem, 4To Npo-
rpeccupoBaHue NMH y B3poCabix NauyeHTOB Npexae
BCEro CBsI3aHO C YCUJIEHMEM MOHOHYKJIeapHOW Kne-
TOYHOM MHOUNBLTPALUM apPTEPUO U CTPOMbI MOYEK.

IV uV knaccel 'MH oTMeYanu TonbKOo y naueHToB
c Havyanom I'B Bo B3pocnom Bo3pacTe, a VI — ncknio-
ynTenbHo B aetckoM. OT Bo3pacTa B aebtote 3abone-
BaHWS CyLLeCTBOBaNA ANCNEPCMOHHAs 3aBMCUMOCTb
BpayHa —®dopcainTa TaKecTn NopaxeHns NoOYEYHbIX
KaHanbUEB, a C BbIPAXXEHHOCTbIO COCYANCTbIX U3Me-
HEHUI MMEena MECTO NpsiMas KOPPENSLMOHHAsA CBA3b

MupcoHa. Ecnn y 6onbHbIx 1-i rpynnel ID cocynos,
KyGOYKOB, CTPOMbI U KaHasbLLleB COOTBETCTBEH-
HO cocTtaeun 0,62+0,075; 0,96+0,061; 0,76+0,062
1 0,60+0,076 0.e., TO B KOHTPOJIbHOW rpynre MHTe-
rpanbHble FTIOMEpPYSpHbIe NOBPEXAEHNS Oblnn 0O-
CTOBEPHO 66nbWUMK Ha 25%, a UHTepcTULUManb-
Hble — Ha 30%. Y nauymeHTOB 2-11 rpynnbl B 2,3 pasa
yaile oTMedanm IMMAOOrucTMOLMTAPHYIO MHPUNbTPA-
Um0 cocynos, a Mmopgonormyeckasa kaptuHa NMH Ha-
noMMHana NepBUYHbIN Me3aHrMonponandepaTuBHbIN
rnomepynoHedpuT ¢ TYOYNONHTEPCTULMANIBHBIM KOM-
noHeHToM. Bo3dpacT Hayana 601e3H1 BNV Ha OT/O-
XeHus B knyboukax IgM, a B cocyaax — IgA, IgG n IgM.
Mpwn 3TOM CyLLECTBOBANM NMPSMbIE KOPPENALMN BO3-
pacTta 6onbHbIX B AebtoTe 'B ¢ rmomepynspHoit ae-
no3uvuuent IgA n cocyaucton IgG.

Cnenyet nogyepkHyThb, 4To B ABNsieTCca Backynu-
TOM C AOMUHUpPYIOLLEN aeno3unumein IgA B kanunngapax
n aptepuonax koxu (Paydary K. et al., 2015; Cao Z.
et al., 2016) 1 B no4yeyHbIx knyboukax (Bernardino V.
etal., 2015). MNpu 3TOM OAHOBPEMEHHAA OEMO3NLINS
IgA B KOXE N TKaHSAX Noyek B OOJbLUEl CTENEHN Xa-
pakTepHa ans B3pocsbix 6onbHbiX B (Sheth K. et al.,
2015), UMEHHO y KOTOPbIX TaKXe onpenensioT oT/10-
xeHnusa IgG, IgM n C3 (Mysorekar V.V. et al., 2015).

MNokasaTenu CUCTEMbl UMMYHUTETA, 3HAOTENMANb-
HOM OYHKLMN COCYA0B N PEOSIOTUN KPOBU Y BOJIbHbBIX
B npencTaBneHbl Ha puc. 6-8. CnepgyeT nooyepk-
HYTb, YTO BC/IEACTBME UMMYHHbIX BOCMaNNTENbHO-
HEKPOTMYECKNX NBMEHEHUI B CTEHKAX COCYA0B BO3-
HMKAIOT HapYyLIEHNS CPEOHEN CKOPOCTN KPOBOTOKA,
KOTOPbIE BO MHOIOM OMpPeaenstoTcsa SHA0TENMANIbHON
amcoyHkumen cocynos (MacconiD. etal., 2013) nuto
B pe3ynbTarte NpMBOAUT K TPOMOO3MPOBAHUIO COCY-
noB (Tatlican S. etal., 2010). C Ba30KOHCTPUKTOPHbI-
MK npoueccamu dyHKumm aHpgotennsa npu B TecHo
B3aMMOCBSsi3aHa BblCOKasi 06 beMHas BA3KOCThb CbIBO-
POTKW KPOBMU, eLe Bosblue yxyaLlaoLwas peosiormio
kpoBu (Baskurt O.K., 2011; Finke C. etal., 2011). Ta-
Kre napameTpbl Mexda3HOn akTMBHOCTY KPOBM, Kak
SV u ST, BAMSIOT HA COCTOSHME XECTKOCTN COCyau-
CTOW CTEHKU 1 Nepudepmn4eckoe CocyancToe cornpo-
TueneHue (Martin E.M. et al., 2010; Lee J., Smith N.,
2011), aVE — Ha COCTOSAHME 3HO0TENVANIbHOIO COCY-
aucTtoro rnvkokanukca (Nijenhuis H.N. et al., 2009).

Kak B 1-1, Tak n BO 2-ii rpynne 60/bHbIX TOJb-
KO nokasatenn SE He oTnnyanncb OT aHaNOrMYHbIX
y 340pOBbIX, @ 3Ha4yeHusa ET,, TxA, n HCys npeg-
ctasneHbl Ha puc. 9. Ecnn yposeHb ET, B cnyya-
ax gebioTa 601e3HN B AETCKOM BO3pacTe COCTaBui
6,7+0,15 nr/mn, TxA, — 22,7%£1,13 vur/mn, HCys —
15,5+0,65 mkmonb/n, Pgl, — 35,9+1,39 Hr/mn,
cGMP — 14,0+0,42 nkmonb/mn, SV—12,8+0,28 mH/m,
SE —42,4+0,85 mH/m, ST — 45,4+0,85 mH/m, SR —
102,0+2,64 c, VE — 19,4%£0,42 mH/m, TO BO 2-1 rpyn-
ne okasanncb 4OCTOBEPHO 6onbLUMMM (Ha 17%) napa-
mMeTpbl TXA,, Ha 10% — cGMP 1 Ha 8% — SV npu CHu-
XXEHUM 3HA4YEHUN SHOOoTENMHEMMUN HA 6%. Ha puc. 10
OTpaxeHbl Pa3NYna TDEXMEPHbIX FTMCTOrPaMM UHTE-
rpasbHbIX NoKasaTesier BA3KO3/aCTUYHbIX CBONCTB
KPOBM Yy 300POBbIX NULL U 60NbHbIX 'B ¢ pasHbiM BO3-
pacTHbIM ebioToM 3ab0sieBaHUS.
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Puc. 9. Tnctorpammel Jlannaca nokasareneii 3HA0TeNManbHO GyHKLWM CO-
Cy[OB Y 310POBbIX JlofeN (xenTas kpusasi) 1 60nbHbIX [B (3eneHas kpusasi)
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Puc. 10. Paznnuus TpexmepHbIX MHTErpasbHbIX rMCTOrpamMM BA3KOANACTUYHBIX
CBOICTB CbIBOPOTKY KpoBU (SV+SE+VE) 300poBbix Nioaeit u 60nbHbIx B

KNITHIYHI JOCNIAXEHHYA
BbiBOAbI

1. I'B yawe pa3BmBaeTCcsd B A€TCKOM BO3pacTe,
a B C/y4asx nepexoaa B XpOHN4ecKkyto Gopmy B3pocC-
Nbix 3a00N1eBaHVE HepPeaKo NpruobpeTaeT NPorpeccu-
pyloLLee TeveHme.

2. B npouecce aBontounu toBeHunbHoro NB crta-
HOBATCS Bonee peaknMm KoxHasi, KOXXHO-CYCTaBHO-
abaoMuHanbHas U KOXHO-aba0MMHANbHO-NoYeYHas
dopmbl 3aboneBaHnsl, NoOpaxeHne y4e3ansiCTHbIX,
rONIEHOCTOMHbIX M KOJIEHHbIX CYCTaBOB, HO yyallaloT-
CS1 MOYEYHbIN BapmMaHT NaToslorm4yeckoro npouecca,
pasBMBaeTCs XxpoHMyeckas 6051e3Hb NoYek, BO3HMKA-
10T CaKpOWIENT, CMIOHAMIONATUA, TEHAOBArMHUT, 3H-
Tezonartus, aNnuU3apHbIi 0CTEONOPO3.

3. 3aboneBaHuio, TpaHCHOPMMPOBAHHOMY U3 OBE-
HUNBHOroO B, CBOMCTBEHHA Yy B3POCbIX YPTUKAPHas
dopmMa KOXHOro CMHAPOMA U HECBOMCTBEHHA HEKPO-
TUYECKN-A3BEHHAA C MHPUNbTPALMEN KOXN MOnu-
MOPGHOAAEPHBIMU NENKOLMTAMU N Pa3BUTUEM Ba-
30Tpomb03a, apTponaTus npoTekaeT Bosiee TAXENo
C NPUCOEOVIHEHVEM AOMONHUTENBHbIX KITMHUYECKMX,
PEHTIEHONOrMYECKMX N CoHorpadumyeckmx NpuaHa-
koB, dopmupytotcsa IV n V mopdonornyeckne knac-
cbl 'TH ¢ Ty6ynovHTepcTuumanbHblM KOMIOHEHTOM
BO BCEX Cly4asX.

4. BospacTtHon anmopdursm B Havane B nposis-
nsetcs 6onee HU3kMMK ypoBHamu FG, CIC, RF n ET,
B CbIBOPOTKE KPOBW, HO 6onee BbICOKMMU KOHLIEHTPA-
umamm TxA,, cGMP 1 napameTtpa SV, yactoToin 303u-
HOOWIBLHON NHGUALTPaLUN U GUOPUHONAHOIO He-
KpO3a COCya0B KOXW, 9KCTpaBasaLumen spntpoumToB
n penosunumen FG.
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FEMOPATIYHUWA BACKYJIT LUEHNSINHA —
FEHOXA, WO PO3MNMO4YABCH
B ANTAYOMY TA JOPOCJIOMY BILLI

O.B. CuHsiveHko, €./[]. ErypgiHa,
O.€. YepHuwosa, B.B. lepacumeHko,
M.B. Epmonaesa, B.I. Cyapko, O.0. Aaank

Pe3lome. AKTyasibHICTb npobaemu. XapakTep-
HUV noYyaTok remopari4vHoro sackynity (IB) LLleH-
nsaiHa — eHoxa B ANTS4YOMY Bili BXOANTb A0 Ai-
arHOCTUYHUX KPUTEPIiB 3axXBOPIOBAHHS, Xx04a
nogasblua vioro eBoJioLis Ta 0cobanBoOCTI na-
TOJI0riYHOro npowecy 3 4ebiToM XBopobu y [0-
POCINX NALIEHTIB 3a/INLLIAIOTHCS HE3 SICOBaAHVIMU.
Mera i 3aBnaHHsa gocnigxeHHs. OUiHUT €BOJIIO-
Lit0 KJIIHIYHUX, IHCTPYMEHTasIbHUX Ta MOP@OJI0-
riYHUX O3HaK YpaxeHHs LLUKipu, cyrnobiB i HUPOK
y nauieHTiB 3 10BEHIIbHUM B | peunanBytodmm
nepebiromM 3axBOPIOBAHHS, LLO 10YaBCsl B AUTSI-
YoMy Ta AOPOCJIOMY BiLli, BUBYNTY XapakTep na-
TOreHeTu4HuUx nobynoB XBOpobu B Linx rpynax
nauieHTiB. O6’ekT i metoau. in Harnsaom nepe-
o6yBanun 174 xBopux Ha B (83% 4onoBikiB i 47%
XIiHOK). Y 92 nauieHTiB 3axBOpOBaHHS Ae6ioTy-
Ba’sio B AUTAYOMY BiLli (B cepeaHboMy B 12 pokiB),
ay 82— s agopocnomy (y 25 pokis). I, Il'i lll ctyne-
Hi aKTUBHOCTI NaToJ1I0r4YHOro rnpoLecy BCTaHoBJ/1e-
HO y crniBBigHOLEHHI 1:2:2. Pe3ynbTatun. Y npoueci
€BOJIOLIT 'OBEHIIbHOro B cTaloTh PiagLLIMMU LLKIP-
Ha, LKIpHO-Ccyri1060B0-abaoMiHanbHa Ta LUKip-
HO-a610MiHa/IbHO-HUPKOBA POPMU 3aXBOPIOBAH-
HSl, yPaXXeHHs NpoMeHe3ar’siCTKOBYIX, FOMIJIKOBO-
CTOMHUX | KOJIHHUX cyra00iB, ane 4acTillarTb
HUPKOBUV BapiaHT naTtosioriyHoro rnpoLecy, po3-
BMBAETLCS XPOHiYHa XBOPOOa HUPOK, BUHUKAIOTb
cakpoineir, crnoHawaonartisd, TeHAOBAariHIiT, eH-
Te3onaris, enigpizapHuii 0cTeornopos. 3axBopro-
BaHHIO, LL|O TPAHCHOPMOBaAHE 3 IDBEHIIbHOro B,
BJ1aCTVBA Yy AOPOCINX ypTUKapHa ¢popma LUKIPHO-
ro CUHAPOMY i HEBJIaCTUBA HEKPOTUYHO-BUPAa3KO-
Ba 3 IHQINbTPaUieto LWKipY rnosiMopGOHOSLEPHN-
My siefikounTamMm 1a PO3BUTKOM Ba30TPOMOO3Y.
Y nopocnux nauieHTiB nepebir apTponarii Bax-
Y i3 NPUEAHAHHSIM 4OAATKOBUX KJTIHIYHUX, PEHT-
reHoJI0riYHMX Ta COHorpagiyHnux o3Hak, popmy-
to1ecs IV i V mopgonoriyHi knacu reHoxiBCbKOro
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r;iomMepys0HeppuUTy 3 TyOYI0IHTEPCTULIATIbHUM
KOMMOHEHTOM B YCiX Bunankax. Bikosuvi aumop-
@iam Ha noyaTky B rnposiBASIETbCS HUXYUMU PIB-
HSIMU Yy CMpPOoBAaTLi KpOBi PiOPOHEKTUHY, LIMPKYJTHO-
04X IMYHHUX KOMIJIEKCIB, PEBMAaTOIAHOIr0 pakto-
paieHgoTteniHy-1, ane BULLMMU KOHLEHTPaLIiIMu
TPOMOOKCaHY A,, UMKITIYHOro ryaHo3mHMOHOQOC-
¢arty Ta napameTpa noBepPXHEBOI B’I3KOCTI, Yac-
TOTOIO €03MHOPIIbHOI iHQINbTPauii Ta YibpuHo-
iAHOro HeKpPo3y CyauH LLKIpU, ekcTpaBalalieto
epuTpouunTiB i Aerno3uuieto pibpuHoreHy. BucHoB-
Ku. Y pasi nepexoqy 0BeHiIbHOro B y XpOHIYHY
dopmy gopocavx 3axBoOpOBaHHS HeEPIAKO Haby-
Bae rporpecyr4oro nepeobiry, Lo, nepLu 3a Bce,
CTOCY€ETbCS NaTo0rii cyrinobiB i HUPOK.

KniouoBi cnoBa: Backynit remopariqyHui,
eBosoL;s, Oitu, gopochni, nepebir, naToreHes.

HEMORRHAGIC SCHONLEIN — HENOCH
VASCULITIS, OCCURRING IN CHILDHOOD
AND ADULTHOOD

0.V. Syniachenko,
Ye.D. Yegudina, O.E. Chernyshova,
V.V. Gerasymenko, M.V. Ermolaeva,
V.l. Suyarko, E.A. Dyadyk

Summary. Background. The typical beginning
of hemorrhagic vasculitis (HV) Schénlein — He-
noch in childhood included in the diagnostic cri-
teria of the disease, although its further evolu-
tion and characteristics of pathological process
with the debut of the disease in adult patients re-
mains unclear. Objective. To assess the evolution
of clinical, instrumental and morphological signs
of lesions of the skin, joints and kidneys in pa-
tients with juvenile HV and recurrent course of the
disease that began in childhood and adulthood,
to study the nature of the disease pathogenic con-
structions in these groups of patients. Material and
methods. The study included 174 patients with HV
(83% men and 47% women). In 92 patients, the

KNITHIYHI JOCNIAXEHHYA

disease made its debut in childhood (on average
in 12 years), and in 82 — in the adult (on average
in 25 years). |, Il and lll degree of activity of patho-
logical process are set at a ratio of 1:2:2. Results.
In the evolution of juvenile HV cutaneous, cutane-
ous-joint-abdominal and cutaneous-abdominally-
renal forms of the disease, affection of wrist, ankle
and knee joints become more rarely, but renal vari-
ant of the pathological process become more of-
ten, developed chronic kidney disease, occur sac-
roiliitis, spondylopathy, tendovaginitis, enteropa-
thies and epiphyseal osteoporosis. Urticarial form
of skin syndrome peculiar to diseases which trans-
formed from juvenile HV in adults and for this type of
HV is unusual necrotic-ulcerative form with infiltra-
tion of skin by polymorphonuclear leukocytes and
development of vasotrombosis. Adult patients are
undergone by arthropathy more severely with the
additional clinical, radiographic and sonographic
signs, IV and V morphological classes of Henoch
glomerulonephritis with tubulointerstitial compo-
nent are formed in all cases. The age dimorphism
in the onset of HV reveals lower serum levels of fi-
bronectin, circulating immune complexes, rheu-
matoid factor, and endothelin-1, but higher con-
centrations of thromboxane A,, cyclic guanosine
monophosphate and parameter of the surface vis-
cosity, the incidence of eosinophilic infiltration and
fibrinous necrosis of the skin vessels, extravasa-
tion of red blood cells and the deposition of fibrin-
ogen. Conclusions. In cases transfer from juvenile
HV to chronic adult form the disease often acquire
progressive course that primarily relates to joints
and kidney pathology.

Key words: hemorrhagic vasculitis, evolution,
children, adults, pathogenesis.
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PEGEPATUBHA IHOOPMALIA

dusnyeckas akTUBHOCTb CHUXaET PUCK

XpOHU4eckoro 6onesoro cuigpoma (XB6C)

Y nuu, NoXWUIoro Bo3pacTta ¢ akTMBHbIM 06pa3om
XWN3HU CHUXEH puck pa3sntna X6C BcnencTeme 0co-
6eHHOCTEN MOAYNMPOBaHUS OONEBbLIX OLLYLLEHNIA —
BbIBOA, y4eHbIx YHMBepcuTeTa MHamaHbl, CLLA. Pe3ynb-
TaTbl UCCNeaoBaHnsa onyonnkoBaHbl B XxypHane «PAIN».
YyeHble NPOBENN CEPUIO SKCMEPUMEHTOB C y4acTu-
em 51 yenoseka (Bo3pact — 60-77 neT). Y4acTHUKN
B TeyeHne 1 Hed HOCKMAM creunanbHble YCTPONCTBA
Ong peructpauum nx Gpusnyeckom akTMBHOCTKU, 3a-
TEeM NpoLUIv ABa TecTa s U3ydyeHus moaynsumm 6o-
NEBbIX OLLYLLEHNN — PYHKLNW, BAUSIOLWEN HA UHTEP-
npetaumio n Bocnpuatne 6onm LUHC. TecT «<BpeMeHHas
cyMmMauusi» N03BOJIAN OLLEHUTb PeakLmio opraHm3ma
B OTBET Ha O60NIeBOW pasapaxmnTesnb, a BTOPOM — cTe-
NneHb MHrMbrpoBaHMs 6ONEBOI peakLmn NPy BO34eN-
CTBUWN KOHKYPUPYIOLLMX pasgpaxuTtenein. Mo peadynb-

Tartam ypoBeHb MOAYNSAUNM 60N 3HAYNTENBHO 3aBU-
cesl OT nokasatenen Gpus3nyeckom akTMBHOCTU. Tak,
Y JIULL, MOXMIOro BO3pacTa C akTUBHbIM 06Pa30M XXM3HN
CHWXXEeHa BOCNPUNMYNBOCTb K 6ONEBbLIM OLLYLLLEHUSIM.

M3BECTHO, 4TO NpoLecc Moaynsuum 601 HapyLua-
etcs y naumeHToB ¢ XBC (npu aptpute, 6011 B CniviHe
n pmnbpomuranrumn). Hanbonee CKNOHHbI K Pa3BUTUIO
XBC ntoan ¢ BbICOKOW BOCNPUNMYUBOCTLIO K Bone-
BbIM Pa3apaxnTeNs M U HU3KMM YPOBHEM CMOCOOHO-
CTU K MHTMOMPOBAHNIO HEMPUATHBIX OLLYLLEHWNA. DTN
pes3ynbTaTbl COrNacyTCa C BbIBOAAMY APYrvX CNeum-
aNIMCTOB — YEM BblLLE YPOBEHb (GPUINYECKOM aKTUBHO-
CTW, TeM apdeKTUBHEN Moaynaumsa 6onn. ABTop 1Uc-
cneposaHua a-p Kennu M. Hayrne (Kelly M. Naugle)
OTMETWUNA, YTO BNEPBbIE NOJy4EHbI 4OKA3aTENbCTRA,
4TO pUn3nyeckasa akTMBHOCTb U EXeQHEBHOE NOBeAE-
HUE BAKAIOT HA PYHKLIMOHMPOBAHME SHOOMEHHOM CUC-
TeMbI, PEryampytoLLlein Bocnpusitie 6onu.
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