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IOBeHunbHaAs (IOHOLIECKasl) CKJIepoaep-
must (FOCJl) — xpoHuueckoe ayTOMMMYHHOE 3a-
GosieBaHUe ¢ neOIOTOM OOJIe3HW 10 16-JIeTHeTO
BO3pacTa, KOTOpPOE MPOSIBISIETCS XapaKTePHbIM
(GUOPO3HO-CKIECPOTUYECKUM TTOPAXKEHUEM KO-
KM, OMOPHO-ABUTaTEJILHOIO armapara C BO3-
MOXHBIM BOBJICUEHHEM B MPOLIECC BHYTPEHHUX
OpraHoB U CUHAPOMOM PeiitHo, B OCHOBE KOTOPO-
IO JICKUT FeHepaIM30BaHHOE TIOPAXKEHUE COETM-
HUTEJIPHOI TKaHU C TpeoOiagaHueM ¢Gubdposa
¥ OOJINTEPUPYIOLIETO SHIAPTEPUMTA.

FOC/] monpa3znenstoT Ha I0BEHWIBHYIO CH-
cremHyto ckiaepoaepmuio (FOCCJI) u 1oBeHWIb-
HyI0 orpaHuuyeHHyto ckiiepoaepmuio (KOOC/I).
FOCCJI xapakTtepusyeTrcs o0si3aTeIbHBIM TTOpa-
JKEHUEM BHYTPEHHMX OpPraHOB W/WJIM Ba3ocra-
CTMYECKUMU DPEaKLUIMU IO TUIYy CHHIpOMa
Peiino. KOOC]I — 3aboJjieBaHME C XPOHUYECKUM
BOCIaJICHMEM COEAMHUTEIbHON TKaHU, KOXH
W TIOJICXAIUX CTPYKTYp, HO 0e3 TopakeHMs
BHYTPEHHMX OPTaHOB.

IOCJl BBIZECHSIOT B OTACHBHYIO (GOpMy
TOJIBKO KIIMHUYECKU, OHA He SBJISICTCSI CAMOCTO-
SITETLHOM HO30JIOTMYEeCKOl enuHuLei mo Mex-
NyHapoaHo# kiaccudukanuu 6osesneit. Jlo Ha-
CTOSIIIIETO BPeMEHM B JIUTepaType HeT eIUHOTO
MHEHUST TT0 BOIIPOCY O B3aMMOOTHOIIIEHUU CHC-
temHoi ckiepogepmun (CCJI) u orpaHUYEHHOM
cknepoaepmuun (OCI). ITatomopdosiornueckue
HCCIIEAOBAaHUS KOXU U MOAJIEXKAIINX TKaHEeH Mpr
OC/l y neteit yKa3bIBaloT Ha CXOACTBO MOPGOJIO-
ruvyeckux uaMmeHeHuii nmpu CCIA u OC/I [1]. deT-
ckuit peeMmarosior F. Zulian [2] B mocnenHue ro-
IIBI BBIIEJISIET B CAMOCTOSITEJIbHYIO «TPEThIO (hop-
my» FOOC]I ¢ BHEKOXHBIMU MIPOSIBICHUSIMU, OT-
ymuas ee ot KOCCJl u FOOC/I.

Cxueponepmust (CJ1) — peakoe 3aboneBa-
Hue. McrtuHHas dactora 0OJe3HM HEM3BECTHa

BBUJIYy OOBEKTUBHBIX TPYIHOCTEH TPOBEIEHUS
SMUICMHUOIIOTUIECKUX UCCICAOBAHUIN, pas3ImInit
B MICTIOJTb3YeMBIX KITacCU(DUKAITMOHHBIX KPUTEPH-
sx. ComlacHO MCCIIeIOBaHUIO, TPOBEICHHOMY
B ®unnanoun [3], 3a6oneBaemocts FOCCI co-
crapiset 0,05 Ha 100 ThIC. HacesieHUs, B TO BpeMst
Kak 10 pe3yjbraTaM, IOJYYEHHBIM B AHIIMU
[4], — 0,27 Ha 100 teIc. M3BecTHO, yTo FOOC]]
BcTpeuaeTcs B 5—10 pa3 vaie, yem FOCC/I. 3a60-
neBaemoctb KOOC]I y meteit KoneoeTcs, 1o JaH-
HBIM pa3HBIX aBTOPOB, OT 1 cirydast Ha 100 ThIC. Ha-
cestenus [5] mo 4,7—20 ua 100 ToIic. [6].

IOC/] yame HauMHAeTCsI B JOIIKOJIBHOM
¥ MJIAJIIeM IIKOJIBHOM Bo3pacTte. B Bo3pacte 1o
8 J1leT oHa BcTpeyaeTcst OMMHAKOBO 9acTO Y MaJlb-
YUKOB U Y IEBOYEK, a CPEIH CTapIINX IeTeil Ipe-
obnanatot neBouku (3 : 1) [7, 8].

OO1enpuHsaTas KJIMHUYecKas Kiaccupu-
kanus FOCCJ otcytctByeT. B pykoBoacTse 1o
netckoii peematojorun J.T. Cassidy u R.E. Petty
[9] aBTOpHI MTpUBOIAT KiI1acCH(UKALUIO, B KOTO-
poit CCJl y mereil rmompasiessiioT Ha KIMHUYe-
CKUI1 BapuaHT ¢ 11U GY3HBIM MOPAXKEHUEM KOXKI
¥ JINMUTAPOBAHHBIM TTOpaXKeHUEM KOXHU, a TaK-
K€ K CUCTeMHO hopMe 00JIe3HU OTHOCST Iepe-
KpecTHble (oBepaar-) cuHapomsl (ITPC; ckiepo-
JIEpMaTOMHUO3UT) U CMellIaHHOe 3a00JIeBaHKE CO-
enquHurenbHoi Tkanu (C3CT).

H.H. ¥YBapona [10] B 1989 . Ha ocHOBaHUM
MHOTOJIETHETro HabmoaeHus1 173 OOIbHBIX TIpe-
Jnoxwia pabouyto kinaccupukanuro CCH y ne-
Teli, B KOTOpOii BbiesieT 4 (popMbl 00JIe3HM:

1. duddysHas.

2. PacmpocTpaHeHHas: a) IpPOKCHMAalb-

Hast; 6) TeMUCKIIEPOICPMMUSI.
. AKpockJiepoTruecKas.
4. AtunuyHasi: a) odaroBasi; 0) cTepTbie
MOPaKeHUsT KOXU.

w
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B oTedecTBeHHOI KiaccupuKaUM CKIEpoaepMUUIe-
CKoOIi rpymniisl 6oJie3Heit y B3pocabix H.I. [yceBa [11] Beimens-
et Tpu popmbl CCI: mudpysnyro CJI, tumutupoBanuyto CJ1
u [IPC. Ho3zonmornueckas camocrosarenbHocth C3CT B Ha-
cTosiiee BpeMs MpU3HaeTcsl OOTBITMHCTBOM PEBMATOJIOTOB.
BepositHo, umenHo penkass Bctpeuaemocth CCJ, TTPC
u C3CT B neTcKOM BO3pacTe, CXOXKECTbh KIMHUYECKUX MPO-
SIBJIEHU I, TpaHCc(opMaLusi CUMIITOMOB 00J1e3HU Ha (hoHe Jie-
YEeHHUS CO3/al0T AMArHOCTUYECKWE TPYAHOCTHU ISl Meauar-
POB, YTO MPUBOIUT K OObEAMHEHUIO ITUX 3a00JIEBAaHUI MO
nuarHozom CCJI u, moayac, K CMEIIEHUIO TEPMUHOB U HO-
MEHKJIATyphl B MyOauKaiusx. PasHooOpa3ue KIMHUYECKOU
kaptuHbl neb6tota CC/ B pa3Hble MEPUOIBI JETCTBA, MO-BH-
ITMMOMY, TIO3BOJIMJIO psiay ucciemoBareneit [12, 13] TpakTo-
BaTh niposiBiicHUsT C3CT u oBepran-cUHAPOMOB KaK YIOBIIC-
TBOpstomue kputepusm KOCC/I. B mociaegHme roapl 1eTCKIe
PEBMATOJIOTH Yallle BCEro UCIOIb3YIOT KJIaCCUDUKAIIUIO TS
B3pocibix namueHToB ¢ CCJI, paznuyas clienyionme KInHA-
yeckue Gopmbl: FOCCI ¢ nuddy3HbIM MopaxXeHUueM KOXU
(nuddysHas dopma); FKOCC/ ¢ TMMUTUPOBAHHBIM MOpPaXKe-
HUEM KOXWU; TepeKpecTHble (GopMbl — OBepJian-CUHAPOM
(ITPC) [14—16].

B pesynbpraTe peTpOCNeKTUBHOTO MHOTOLIEHTPOBOTO
MEXIYHAapOIHOTO HCCleloBaHMsI, TTpoBeaeHHOro EBpormeii-
CKOW TeAUaTPUYECKON pPEeBMATOJOTUYECKOU accouuauuei,
pa3paboTaHbl TIpeABapUTESIbHbIE AMAaTHOCTUYECKUE KpPUTE-

MpenBapuTenbHble LMArHOCTUYECKNE
kKputepuun KOCCH (2007)

Kputepun MposBnenus

«bonbLon» Kputepuit — lpoKcUManbHbIA CKNepos KoXu/

0693aTeNbHbIil WHYPaLMs KOXN
«Marnble» KpuTepum:
KOXHble CKneponakTunms

COCYyANUCTbIE Cunapom PeitHo
TUNKUYHbIE M3MEHEHNS
KanunnsapoB HOrTeBOro Nnoxa
M0 JaHHbIM Kanunnspockonun

OurutanbHble A3BbI

racTPOUHTECTUHANbHbIE Oucdarus
[acTpoaszodaranbHblil pedpoke
KapLuanbHble Aputmuns
CepAeyHas HeoCTaTO4HOCTb
NoYeYHble [T0YeYHbI CKNEepoAepPMUYECKU Kpu3
losBneHue (ne6toT)
apTepuanbHoi runepTeH3nm
NeroYHble JleroyHnlit (on6po3

(no maHHbIM KT/peHTreHorpadoum)
CHuxeHune onddy3nMoHHOM
CMOCOBHOCTM NErknx
JleroyHas runepTeHsus

CKeNeTHO-MblILLIe4YHbIE Kpenutauus cyxoxunni

ApTput
Mwuosut
HEBPONOrn4ecKue Hesponaruu
CvHApOM KapnanbHOro KaHana
ceposornyeckune AHA

Cneumndpmynble ans CL ayToaHTutena
(ALLA, aHTMTONOM30MEpa3HbIE —
CKIN-70, aHTNchnbpnnnmHoBbie,
aHTu-PHK-nonumepasHbie | 1 Il

lMpumeyanmne. Ans yCTaHOBNEHUS AMArH03a HEOOXOAMMbI OAMH GOJbLION U KaK MU-
HUMYM ABA ManbIX KpUTEpUs, BO3pacT nauuenTa Ao 16 net. KT — komnbloTepHas
Tomorpadua, AHA — aHTuHykneapHble aHtutena, ALIA — aHTULEHTPOMEpPHbIE aHTK-
Tena.
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pun FOCCJI (cM. Tabnuily), KOTOpble TaKXe ObLTU MPUHSTHI
AMepUKaHCKOI KoJuIeTheil peBMaTonoros [13].

CoracHO TpeABapUTETbHBIM KIacCUbUKAIIMOHHBIM
kputepusim, KOOC]I pa3nenstror Ha msaTh Tpyr [15]:

1. OrpannuenHast ossimeyHast CJI — moBepXHOCTHast

u riyookasi popma.

2. Jluneitnast CI;:

— nuHeitHas CJI TyJ1oBHILA U KOHEYHOCTEH,
— nuHeiHas CJI rosoBsbl.

3. PacnpocrpaHenHas oasmevyHas CJI.

4. TManckneporuyeckas popma C/I.

5. CwmemranHas ¢opma orpanudeHHoit CJI.

Teuenue FOC/I MmoxeT OBITH OCTPBIM, TIOAOCTPHIM U XPO-
HUYECKUM.

B YHuBepcuteTcKoi 1eTCKOi KIMHUYECKON OOIbHULIEe
IMepBoro MI'MY um. .M. CeueHoBa 3a 5-meTHUI TIepUOJ
(2006—2011) Habmronanuch 274 pederka ¢ KOCJI B Bo3pacte
oT 2,5 roga go 18 ner, u3 Hux 62 mManbunka u 212 neBodyek
(cootHoweHue M : xk — 1 : 3,4). Knunudeckue ¢hopmbl 3a60-
JIeBaHUSI TNPEeJCTaBICHBl CIAEAYIOUIMMU BapUaHTaAMU:
IOCCJ — 54 pe6enka (B Tom uucie 19 ¢ I1PC), KOOCI —
220 neteit (cpenu HUX: ovyaroBas onsimedHas CII — 41, pac-
npocTtpaHeHHas OnasinedyHass CJ — 77, nuneitnaa CI — 89,
naHckaepornueckas dopma CJII — 5, cmemanHas popma —
8 OOJIBHBIX).

Knumunueckas kaptuna KOCJ pa3BopaunBaeTcs mocte-
TIEHHO, C TIOSIBJIEHUST XapaKTePHBIX M3MEHEHU I Ha KOXe, KO-
TOpBIE PEIKO COIMPOBOXIAIOTCS OOJIEBBIMU OIIYIICHUSIMU.
OO61IMe CUMIITOMBI — JIMXOPAaKa, YTOMJISIEMOCTh — BCTpeva-
1o1cs y 6oabHbix FOCC. Ha nmo3gHux cpokax 00sie3HU Mpu
IOCC/l y mauuveHTa pa3BUBaeTCs XapaKTEpHBIA BHELIHUM
BUJI: TUTTOMUMMUST, MAaCKOOOPa3HOCTb JIUIIA, «<KHUCETHBIN POT»,
HMCTOHYEHUE KOHYMKA HOcCa, YIIHBIX PAKOBUH, OJIECK KOXU
JULa U KOHEYHOCTElW, BbIHYXIEHHas I03a MpU XoAbde
(puc. 1).

«JIutio» Gose3HM ompenensieT mopaxeHue Koxu. Kox-
HBII POILIECC TTOCIEA0BATEbHO TTPOXOAUT B CBOEM Pa3BUTHU
TpU CTaIWM: IPUTEMa W OTEK, WHAypalus (TUIOTHBIN OTeK;
puc. 2), atpodpus u dpuodpo3 (puc. 3). Umeer mecto arpodus
TIOAKOXHOUN XKUPOBOUW KJIETUYATKU W MBI COOTBETCTBEHHO
ydacTKy nopaxeHus Koxu. Koxuseiii mpouecc npu FOCCI
OTJINYAETCSI PACTIPOCTPAHEHHOCTBIO, TPU 3TOM AUDGY3HBIT
XapakTep nopaxeHus npeobnagaet (80% OOMbHBIX) Hal aK-
pOCKJIepOTUYECKUM BapuaHToM [15]. ¥V nereit 3HaYMTEIBLHO
yale, YeM y B3pOCIHbIX, BCTPEYAETCs] TeMMCKIEPOIepMMUSI,
TPU KOTOPOI pa3BUBAETCsSI OHOCTOPOHHEE MOPaXKeHUE TYJI0-
BUIIIA U ONHOMMEHHBIX KOHEYHOCTEe!, MHOT/AA C paclpocTpa-
HEHUEM 00JIaCT! MOpaXeHUs Ha KOXY 1€ W TTOJOBUHBI JIU-
ma [2, 5, 10]. I[Ipu 3T0i1 hopMme TIydoKue TpoUIecKre Hapy-
IIEHWS SIBIISTIOTCS] TPUYUHOM YMEHBIIIEHUSI 00beMa MTopakeH-
HBIX KOHEYHOCTE! 1 TYJIOBUIIA, HAPYIIIEHUST POCTa BCEX TKa-
Heil, BKITI0Yast KOCTHYIO, UTO TIPUBOAUT K MHBAIMINU3AIIUN Pe-
oeHka (puc. 4).

[Mopaxenue cycraBos npu FOCJ] — BTOpOIi MO yacTore
cumnitoM. Berpedaercest oH 'y 19% G6onbHBIX KOOC/I, 110 JaHHBIM
MEXIYHAapOAHOTO MHOTOLIEHTPOBOTO HccleqoBaHust [8]
ny 22% neteil 1o HAIIMM TaHHBIM, yallie — npu uHeiHoi C/I.
XapaKTepHbIMU SIBIISIIOTCS TICEBA0APTPUTHI, PEXe Pa3BUBAIOT-
csl 9KccyaaTuBHbIe apTpuThl. [IceBnoapTpuThl MPEACTaBISIOT
co00i1 BUAMMYIO nedopMalinio CycTaBoB 3a cueT (pMOPO3HO-
CKJIEPOTUYECKUX W3MEHEHUIl TepuapTUKYISIPHBIX TKaHel
C pa3BUTHEM KOHTPAKTYp 0e3 MOopaxeHWs] COOCTBEHHO TKaHU
cyctaBa (puc. 5).
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Puc. 1. XapakTtepHbiii Bug 6onbHoro CCL: B
MacKo06pa3HOCTb LA, YMEHbLLEHHAs Puc. 2. [opaxeHne KoXun B BUAE GNALLKK,
anepTypa pTa, BbiNafieHne pecHuL, 6poBei, NINNOBbIN BEHYNK MO Nepucepun, B LEHT-
TeJIeaHrnaKTasum pe — NHAypaums LBeTa CrIoHOBON KOCTH

W3MeHeHMst MblIIIILL Habmonarorest y 5—10% neteit, HOCST XapakTep JIOKaTbHON
arpoduu 1 HGUdPO3a MBIIIIL, TOMTIEKALINX JIOKYCY KoKHOro ropaxkenust. [Tpu KOCCJ]
BO3MOXEH UCTUHHBIN nmoJumMuo3ur [§, 10].

Inyookast u nuneitHast ¢hpopmbl KOOC]/I MOTYT COTTPOBOXIATHCS UCTOHUYCHU -
€M KOCTHOU TKaHM, pa3BUTHUEM aBaCKYJISIPHBIX HEKPO30B COOTBETCTBEHHO yyacT-
Ky nmopaxeHHo# Koxu. Haubosee BoipakeHHbIEe U3MEHEHUSI KOCTHOM TKaHU BbI-
SIBJISIIOTCS B 00J1aCTU KUCTEH M CTOT, Tle MOXET pa3BUBATLCS OCTCOJIU3 IUCTaTb-
HbIX banaHT. B ciayyae 1okanM3auuy CKJIEpOAEPMUYECKOTO ovyara Ha JIMIIE U TOJI0-
BE 10 TUITY «yaapa cabieii» GpopMUPYIOTCS KOCTHBIE 1e(OopMalluy JUIIEBOTO Yepe-
na, IPOMCXOAUT 3arajeHue, UCTOHYEHUE KOCTH, aTpodus 3y00UYeTIOCTHOTO ar-
napara, si3blkKa, pa3BUTHE TPpyObIX QYHKIIMOHATBHBIX M KOCMETUUECKHUX Te(DEKTOB
(puc. 6).

Cunnpom Peiino (puc. 7), sIBISISICH OMHUM U3 KPUTEPUEB CUCTEMHOCTU 00JIe3-
HH, HabmonaeTcs y 75% Gonbubix FOCCII [7].

[MopaxeHue BHyTpeHHUX opraHoB npu KOCCJI KIMHUYECKH Majio BbIPAXKeHO
U BCTpeyaeTcsl pexe, 4eM Y B3pociibix 00JibHbIX. [10 yacToTe BOBICUEHUS TUAUPYIOT
KenynouHo-kuiedHblil TpakT (KKT) u nerkue, Tsxenoe rnmopaxeHue cepaia 1 rmo-
yeKk BCTpevaeTcst 3HauuTenbHO pexe [7, 10, 16]. Kaunuyecku namenenus KKT
MPOSIBISIOTCS 3aTPYAHEHUEM MPOTJIaThIBAHUS MUIIHU, AUCTIENITUYECKUMU PACCTPOTi-
CTBaMHU, IToTepeit Macchl Tea. BoBnekatorces B mpoiiecc Bee otneabl KKT. [Topaxke-
HUE JIETKUX TIPEICTaBICHO MHTEPCTUIIMATBHBIM ITyJIbMOHUTOM C MCXOIOM B IU(d-
Gy3HBIN (HUOPO3, MPOSBISETCS HAIMYMEM CYXOro Kalllisl, OABIIIKK. JlerouHast ru-
MePTEeH3UsT BCTpevaeTcst JIUIb y 7% OGOJbHBIX IETei, MPOTHOCTUYECKU HeOIaronpu-
stHa. [TopaxkeHue cep/iia pa3BuBaeTcs y AeTeil He 4acTo, Ha HaYaJIbHBIX CTAIUSIX 3a-
OoneBaHusa y 8% GOJIBHBIX, BO3pacTast IIpU YBEJIUYEHUN JJIUTEIBHOCTA OOJIE3HU 0
15% [7]. XpoHuueckast cKiiepoaepMuueckast HepornaTusi BoissBisieTcs: y 5% 60Jib-
HBIX, XapaKTepU3yeTcsl CJIeAOBOW MPOTEUHYpUE WIM MUHUMAIbHBIM MOYEBBIM
cuHapomoM. MHorma ormeyvarorcss HedpUTONOAOOHBIE M3MeHeHUs. M cTuHHas
«CKJIepoJepMHUUecKas oYyKa» pa3BuBaeTcst MeHee yeM y 1% nereii [7, 9]. Berpeua-
eTcsl CKJepoAepMUUecKoe MopaxkeHue mnepudepuyeckoil (MOIMHEBPUTUUECKUIA
CUHIPOM, TPUTeMUHaAIbHAsl HEBPOMATHsI) U LIEHTPaJbHOI HEPBHOI CUCTEMBI (CyIO0-
POXHBIN CUHIPOM), OpraHa 3peHus (YBEeuT).

C 1ebI0 IMarHOCTUKY BUCIIEpaIbHBIX TTopaxkeHuit mpu KOC]I ucronb3yroT 330-
daroracrponyoneHockonuoo, KT jerkux, MarHUTHO-PE30HAHCHYIO TOMOTpadhuio To-
JIOBHOTO Mo3ra. JJabopaTtopHble CIBUTH B BUIE JIEUKOIIMTO3a, S03NHODWINN, YBEIU-
yeHust COD, MuCpoTenHEMUHN, TIOBBIIIEHNUST YPOBHE MMMYHOTJIOOYJTMHOB BCTpeya-
forcs pesiko, B ocHoBHoM mipu FOCCI. AHA nipu FOCCJI o6HapyxuBatoT y 81—97%
mauuenToB, CKJI-70-anturena — y 28—34% neteii, 4To COBIIANAET C YACTOTOM BBISIB-
JieHUs1 y B3pocibiX. BeisiBiseMocts AITA y nereit Huke (8%), yeM Yy B3pOCIBIX
(21-23%). ¥V 1/3 AHA-nosutuBHbx meteit ¢ FOCCI He BboIsBiIsiorcs ALLA
u CKJI-70-anTturena [7].

Takum o6pazom, ocobeHHocTssMu CJI 1eTcKoro Bo3pacra siBJIsIIOTCS Ipeoosia-
JNlaHWe OrpaHUYEHHBIX (OopM OOJE3HU Hald CUCTEMHBIMHU, YacCTO BCTpeYaloluecs
TMOpaxKeHUs CyCTaBOB U MBIIIIL, KOXXHbIE U3MeHEeHUs 1o «remutumny». FKOCC/ otiu-
yaeTcs 100pOKaYeCTBEHHBIM TeUEHHUEM, pexke HaOI0Ial0TCs aKPOCKJIEPOTUUECKUI
BapuaHT 3aboyieBaHUsI, CUHAPOM PeiiHo, MemaIeHHO TporpeccupyeT BUCIepaabHast
TaToOJIOTHUSI.

Puc. 3. Ouar cknepogepmun B haze pub-
po3a, ¢ npu3Hakamn atpocun, 6recka;

Mo nepucepum — NUNOBbIA BEH4YMK, (hasa

3pUTEMbI, OTEKa

Puc. 4. Temmucknepogepmus
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AL REN

Puc. 5. [epuapTukynapHoe nopaxexue ne-
BOI0 KOJIEHHOIO CyCcTaBa 3a CYeT pubpos-
HO-CK/1EPOTUYECKOr0 NOPXEHUS KOXM

e, .hi )

Jleuenne FOCJI nipencraBiseT co00i IUTEIbHbBIN MTPO-
11eCC MCIOJIb30BaHUsI MEAUMKAMEHTO3HbIX M HEeMeIUKaMEeH-
TO3HBIX cpeAcTB. DyHIaMEHTOM JIeYeHUs SIBJISIETCS] MATOre-
HeTUYecKasl Teparus, KOoTopasi BO3AEHCTBYeT Ha OCHOBHbBIC
3BEHbBS pa3BUTHUS 00JIE3HU: YCUJIEHHOE KOJIareHo- 1 (pubpo-
3000pa3oBaHue, HAPYIICHUSI MUKPOLIMPKYISIINN, BEHIPAOOTKY
ayTOAHTUTEJ] K KOMIIOHEHTaM COCIWMHUTEJIbHON TKaHU.
Cnoxuble MexaHu3MbI pazButusi CJ1 10 KOHIIa He SICHBI, TeM
He MeHee ucrnosib3oBaHue miokokoptukounos (I'K), aHtu-
¢udpo3Horo mpenapara neHuuwuiaMuH (ITA), uuTocTaTu-
kKoB (MeToTpekcaT — MT, nuknodochamun — LID, mukode-
Hojata Modeti — MM® — u nip.) 1Mo3BoJIsIeT TOOUThCS CY-
LIECTBEHHOTO perpecca KIMHUYECKUX MPOSIBICHUI O0IE3HU.
[lepeuncneHHble mpenaparbl B JUTEpaType MPUHSATO Ha3bl-
BaTh 00JIe3Hb-MOAUGUIIUPYIOIIE, UM Oa3UCHOM, Tepanuei
(BT) CI.

B 3apy06exHOIt 1uTepaType HaM He BCTPETUIIOCH O~
CaHWI KypCOBOTO IMMPUMEHEHUS TIperapaToB U3 IPYII Ba3o-
nuiaaTaTopoB M aHTHarperantoB npu FOCJI, Kak 3To Tpen-
JlaraeTcsl B OTEYECTBEHHBIX PYKOBOJCTBAX IO JETCKOM peB-
matonoruu. B nevenuun KOCCJI ¢ cuHapomom PeiiHo, nuru-
TaJbHBIMU SI3BAaMM BCE CITEIIUATMCTHI €IUHOMYIITHO UCTIOJNb-
3yI0T OJOKATOPbl KaJbIMEBBIX KaHaIOB, aJMpOCTaauII.
dapmakosornyeckue rpenapaTsl, BIUSIONIME HETOCPEICT-
BEHHO Ha COCYIMCTOE€ 3BEHO MaToreHesa, K cpeacrBam bT
He oTHociaT. OnHoBpeMeHHO ¢ BT mpuMeHsI0T MecTHoe
BO3JEIICTBME Ha KOXY JIEKAPCTB C aHTU(PUOPO3HBIM, IPOTU-
BOBOCTIAJIUTEIbHBIM, PETCHEPUPYIOIIMM IECTBUEM B BUIE
Ma3zeil, KpeMOB, CIIEKTP KOTOPBIX MEHSETCS B 3aBUCUMOCTU
OT CTaauM TOpPaXeHMsT KOXM, IO NMOKa3aHUSIM Ha3HavyaloT
opraHocrieunduueckre mpernapaTbl (MOCUHAPOMHOE Jieue-
HUE BUCIEpUTOB). KOMIUIEKC BOCCTAHOBUTEIBHBIX MEpO-
npudaTuil (neyeOHass GU3KYJIbTYypa, Maccax, OajibHeoJeue-
HUWE U Jp.) BKIIOYAIOT B TIPOTPAMMY JICUeHUSI TOCe KyTu-
poBaHus aktuBHocTu CJI.

ITo maHHBIM MeXIyHAapOIHBIX UCCaeaoBaHuii [7, 8], yac-
torta npuMmeHeHus npernaparoB BT npu KOCC] cocraBisieT
96%, npu FOOCJ — 83%.

Jlo HacTos11IeTO BpEMEHU HET eIMHOI MPUHSITOMN TaK-
tuku HazHayeHus BT. Cuutaercs, yto npu FOCCJI B nepu-
0ol aKTUBHOTO 3aboseBaHus ctaproBas bT o0s3arenbHO
nosxHa Bkiatouath 'K u Bropoit npenapat — I1A wiau uuro-
cTaTuK. BOJMBIIMHCTBO aBTOPOB IpH TUMOY3HOM U TUMUTH -
poBanHoii opmax KOCCJ] ¢ Bucuieputamu B BUje TTopaxe-
Hust ZKKT, cepnua npumensiior komounanuio 'K u ITA [7].
I'K nomaBiasioT UMMyHHOE BOCHaJIEeHUE, 3aMEUISIIOT CUHTE3
KoJulareHa, ObICTpO BMEIIMBAIOTCS B MATOJOTUYECKUI Mpo-
11ecc, OJIHAKO MpPHU IJUTEJIbHOM MPUMEHEHUU MOTYT YCYIyo-
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J9Th GUOPO3HBIE MPOLECChl B paMKaX €CTeCTBEHHOrO Teye-
Hug CJI. Kak npasuno, 'K HazHavawT no 0,3—1 Mr/kr B
CyTKM Ha 6—12 Hen, 3aTeM 103y IOCTEIIEHHO CHIMXAIOT 10
MoaaepKUBaIIel, KOTOPYI HCIOAb3YIOT 10 12—15 mec,
¢ ToceayoNIell TTOJTHOM oTMeHOoI Tpenaparta. [TA mpume-
HSIOT B 103¢ 5—10 Mr/KT B cyTKU B TeueHue 2—5 net. OcHO-
BaHUeM i HazHaueHus [TA cIyXuT ero cmocoOHOCTh pa3-
pylIaTh W BBIBOIUTH U3 OpTaHW3Ma MOJIEKYJIBI KOJiTareHa,
MONaBIATh GyHKIMIO Gubpobdaactos [18]. OmbIT MpumMeHe-
Husg MT npu FOCCJ] Ham He BcTpeTuicsd. B mianeboKoHT-
posupyembix ucciaenoBaHusx MT npu CCJl y B3pocCibIX
npenapat okasajucs 3(pdeKTUBeH Mo TaHHBIM KOXHOTO cue-
Ta, IPU 3TOM YMCJIO HAOIIOAEHUN U IJIMTEIbHOCTb UCCIEN0-
BaHUii HeBenauku [19, 20].

[Ipu uHTEepcTULIMANTBHOM MOPAXEHUU JIETKUX MPUHSITO
Ha3Hayarh myiabc-Tepanuio 1D B coueTaHuM ¢ OpaybHBIM
npuemom 'K [15]. LD ucnonb3yior B 03¢ 15—20 Mr/Kr BHYT-
PUBEHHO KareJibHO eXeMEeCSIYHO B TeueHue 6 Mec, Mpu MoJio-
KUTENbHOUN AMHaMuKke IMyiabc-Tepanuio LD mpomoirkaior
onuH pa3 B 2—3 Mec emte B TeueHue 18—24 mec. 'K mpumens-
foT B mo3e 0,5—0,8 Mr/Kr Macchl TeJla B CYyTKU TepOpaibHO Ha
MPOTSDKEHUM § HeJl, 3aTeM 103y yMeHbInaoT a0 0,3 Mr/Kr, uc-
noJyib3y1oT B TeueHue 12—18 mec. B nocnennue 10 jeT nosiBu-
JIMCh PabOThI MO YCHENITHOMY MPUMEHEHUIO TeHHO-MHXEHEep-
HBIX OMOJIOrMYEeCKUX MpernapaToB MPU TOPMUIHBIX BapMaHTaxX
CC/I y B3pOCIbIX U A€Tei. DTOT MOJOKUTEIbHBII OMBIT Jieye-
HUS OTKPbIBae€T HOBbIE BO3MOXHOCTH B Tepanuu C [21].

[IpencraBneHHble B TUTEPATYpe CBEACHUS T10 JIEYSHU IO
IOOC/, pa3HOpPEYMBHI, UTO OTYACTU OTpaKaeT MHOroobdpa-
3ue ¢opM OOJIE3HU C Pa3TUIHON PAacCTIPOCTPAHEHHOCTHIO
U TOyOWHOU TmMmopaxkeHWs TKaHel. Jloirwe romel jiedeHue
IOOC/, poBOAMIN TOJBKO ITyTEM MECTHOTO BO3ACHCTBUS
Ha KOXHBbIi1 npouecc, B 60—90-¢ roabl XX B. CTaIu HIMPOKO
npuMeHsITh [TA, TUAPOKCUXJIIOPOXUH € XopoimnMm 3ddex-
TOM, MO TaHHBIM HEKOHTPOJIUPYEMBIX MCClIeT0BaHUii. Bme-
CTe C TEM, HECMOTPSI Ha YK€ UMEIOLIHUECs] CBEAEHMUS O CXOXKe-
CTH TUCTOJIOTUYECKUX U3MEHEHUI B KOXe, CIIeKTpa ayToaH-
Tuten npu OCJI u CCJI, npakTU4YeCKHU 0 CUX TOp y AepMa-
TOJIOTOB M PEBMAaTOJOTOB BCTPEYAIOTCSl pPa3HblE MOJIXOMIbI
K neyenuto KOOC/I. [leiicTBUTENIBHO, CYIIECTBYIOT TTOBEPX-
HOCTHBIEC, MemJieHHomporpeccupytomue ¢opmbl FOOC,
KoTopble He TpeOytoT Ha3HaueHust bT. OmHako moce mepBo-
ro ycmemrHoro npumeHeHusi MT mpu CJ y B3pocibix
B 1998 1. [22] cTanm HaKaruIMBaTHCS TTOJOXWUTEIbHBIE pe-
3yJIbTaThl BO3NMEWCTBUS TIperapata Ha KOXHBINA, CYyCTaBHO-
MBIIIEYHBIA KOMITOHEHTHI 3a00JIeBaHUsI, YTO IO3Xe OBbLIO
TMOATBEPXKIEHO B PAHIOMM3MPOBAHHOM JBOWHOM CJIETIOM
nianeboKOHTpoJIMpyeMoM uccienoBanuu [23]. binaronaps



Meanatpuyeckana pesmartonorms

9TOMY Cpeau NeTCKUX PEBMATOJIOTOB MPOYHO YKOPEHUIOCH
MHEHHE O BOBMOXHOCTH 1 HEOOXOAMMOCTH BIUSIThH Ha TXKe-
JIO TIpOTeKalole orpaHnYeHHbIe (hOPMBI OOJIE3HU CPEICT-
Bamu BT. [lo manHBIM ompoca merckux peBmaroioroB Ce-
BepHoil AMepuku (2010), nisg nedenust OOCT vanie Ha3Ha-
gator MT B mo3e 10—12 mr/m? B Hemento coBMecTHO ¢ 'K
WIK B BHIE MOHOTepamuu, pexe — MM®, B TOpIUIHBIX
caydasax — couyeranue MT u MM® [24]. U3BecTHO, 4TO
B yKazaHHBIX no3ax MT obGnagaer aHTUINpoJudepaTUBHOM
aKTUBHOCTbBIO, YTHETaeT UMMYHHOE BOCIaJeHUe, 10CTaTOU-
HO XOPOUIO MePEHOCUTCS AeTbMU. MHOTOYNCIEHHBIMU DKC-
MEepUMEHTaNbHBIMU U KIMHUYECKUMU HCCAECTOBAHUSIMU
[25—27] moka3aHo, 4TO MpU MapeHTepaJIbHOM CIToco0e BBE-
nenust MT obnagaet Gosbleii 3¢ GHeKTUBHOCTBIO, TIO CpaB-
HEHWIO C TIePOpaJbHBIM €ro MPUEeMOM, 3a CYeT BBICOKON
OMOMOCTYITHOCTH, KOTOpasi MPY MepopaTbHOM TIpUeMe Tpe-
mapara 3aBUCUT, TTOMUMO TIPOYEro, OT XapakTepa IHIIIN.
TlocnenHee 0OGCTOSTETLCTBO BBIHYXIAeT PEKOMEHIOBATH
npuem MT BHyTpb 3a 1 4 10 eabl MO0 HAa HOYb, YTO YACTO
BBI3bIBACT YCUJIeHUE CBOMCTBeHHBIX MT Kelymo4yHO-KHU-
eyHbIX paccTpoiicTB. Mcnonp3oBanue MT B mpensamosn-
HEHHBIX LIMPULIAX AJISI MOAKOXHOTO BBeIeHUs (METOMXEKT)
BO MHOTOM IOMOTaeT MOBBICUTH 3(PHEKTUBHOCTb JEUSHUS
U CHU3UTH YaCTOTY HeOJIarompusITHBIX JIEKAPCTBEHHBIX pe-
akuuit. JAnurenpsHocts Tepanuu MT, mo qaHHBIM TUTEpaTy-
pbl, coctaBisgeT 1—3 roma. [lpu mHMumMauuy jgedeHuss MT
MoxeT HasHauatbcsi coBmecTHO ¢ ['K. Her emmncTBa BO
MHeHun o no3e 'K, pazHbie crienmaancTsl UCTIOIb3YIOT 10-
361 OT 0,5 M0 1 MTI/KT B CyTKH, Yalue Ha 8—12 Hell, ¢ MOJTHOM
oTMeHOIt uepe3 1—6—12 mec. MIMeeTcs omucaHne Ha3Hayve-
Hus 'K B ctapToBoOii 103¢ 2 MI/KT B CYTKHU Ha 2 Hell, C TTOCIe-
JIYIOIIMM MEeJJICHHBIM CHUXXKEHUEM U OTMeHOM K 12 Mec [28].

JlokazanHast a¢ppektuBHocTh MT B neyeHuun KOOC],
1o HallleMy MHEHUIO, He J0oJiKHaA uckitouarb ITA u3 apceHa-
na cpeacts bT. Ham onbiT npumeHeHuss MoHotepanuu [1A
npu ovaroBoii oisiieuHoir KOOC]/l B ¢a3ze MHIypaTUBHOTO
OTeKa CBUAETEIbCTBYET O CIIOCOOHOCTU Tperapara JUKBU-
IUPOBAaTh WHIYPALMIO M TMOBEPXHOCTHBIN (HUOPO3 B ouare,
pu 3ToM 3G HEKT TeueHrs pa3BUBaETCs MEIJIEHHO, K 12-My
Mecsiy Tepanuu. OO0mas IIMTeTbHOCTh MOHOTepanuu [TA
cocTaBiisieT He MeHee 3 JieT [29]. Bo3MOXHOCTb yCIelHoro
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