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HOPMATHUBHBIE CCBIJIKA

B Hacrosmiel quccepTaliy UCHOIb30BaHbl CChUIKH Ha CIEIYIOLIUE CTAaHAAPTHI:
. Kogexc PecnyOnuku Kazaxctan «O 370poBbe Hapoja U CHUCTEME
3npaBooxpaneHus» oT 18 centsadps 2009 roma Ne194-1V.

. TOCT 7.32-2001 (MexrocynapcTBeHHbIi cTtanaapT) CucremMa CTaHAApTOB MO
uHpopmany, OMOIMOTEYHOMY M H3AaTeNbckoMmy jeny. OTd4er o HaydHo-
uccienoBarenbckoi padote. CTpykTypa v npaBuia oQpopMIIeHUS.

. TOCT 15.101-98 (MexrocynapctBeHHslii cranaapt) Cucrema pa3pabOTKH U
MOCTAHOBKM TPOAYKIMK Ha MPOU3BOACTBO. [IOpSIOK BBHIMOTHEHHUS HAYYHO-
UCCJIeI0BAaTEIbCKUX PAOOT.

. I'OCT 7.1-84 Cucrema crtanaapTtoB Mo HH(OpMaluu, OUOIMOTEYHOMY H
u3JaTeNbCcKOMy Jneny. bubnunorpadguueckoe omucanue nokymeHrta. OOmiue
TpeOOBaHuUs U MpaBUja COCTABICHUS.

. T'OCT 7.9-95 (MCO 214-76) Cucrema craHgapToB 10 UWHGOpPMAaIUU,
OuOIMOTeUHOMY U U3JaTelbckoMy geny. Pedepar u annoranums. OOuiue
TpeOOBaHUS.

. T'OCT 7.12-93 Cucrema crangaptoB no uHMOpManuu, OUOIMOTEYHOMY HU
u3zaTenbckomMy neny. bubmumorpaduueckas 3anuck. CokpalieHue cJIOB Ha
pycckoM s3bike. OOmue TpeGoBaHus U TIpaBuia.

. TOCT 7.54-88 Cucrema crangaptoB no uH(poOpManuu, OUOIUOTEYHOMY H
u3zarenbckomMy neny. lIlpencraBieHue YWCICHHBIX JaHHBIX O CBOMCTBaX
BEIIECTB M MaTEpUaOB B HAy4YHO-TEXHHYECKUX JoKyMmMeHTax. OOiue
TpeOOBaHUSI.

. Kiimanueckuit mpoTokon AUarHoCTUKU U jJedeHus. CUCTeMHasi CKIepOJAepMHUS.
OnoOpeHo 00BEIMHEHHOW KOMHUCCHEW 10 KayeCTBY MEAMIIMHCKUX YCIYyT
MunucTepcTBa 3ApaBOOXpPAaHEHUS U COLMAIBHOTO pa3BUTHS PecmyOnuku
Kazaxcran ot «29» cents6ps 2016 rona [Iporokon Nel2,



OITPEJAEJIEHUA
B Hacrosmen guccepranuyd  OPUMEHSAIOT — CIEAYIOL(ME TEPMHUHBI €
COOTBETCTBYIOIMMU OIPEAECICHUAMU:

Cucmemnas ckiepooepmusi - ayTOUMMYHHOE 3a00JI€BaHME COEIUHUTEIBbHOU
TKaHH, OCHOBHBIE  KIIMHUYECKHUE NPU3HAKK  KOTOPOTO 00yCIIOBJIEHBI
pPacupoCTPAHEHHBIMH ~ HAPYIICHUSIMU  MUKPOLUUPKYISALUH, (UOPO3OM KOXH H
BHYTPEHHHUX OPTraHOB.

Humepcmuyuanvnoe nopagicenue Jeekux — OTO TETEPOTEeHHAs TpyIIa
3a00J€BaHMi, KOTOPBIE XapAaKTEPU3YIOTCA  YTOIIMICHUEM  MEXKaJIbBEOISIPHBIX
neperopojiok, mnpoyuudepanueir ¢GuOpoOIACTOB, OTIOXKEHUEM KOJUIareéHa U IpU
OTCYTCTBUH JICUCHHS, PUOPO30M JICTKHX.

Jlecounas eunepmensuss - TEMOJWHAMHYECKOE M MATOPU3NOJIOTHMUECKOE
COCTOSIHME, OIIPE/IECJICHHOE YBEJIMUYEHUEM CPEIHEro JIETOYHOIO apTepUanbHOIO
nasienust (CAJIA)> 25 MM pT.CT. B COCTOSIHUU TTOKOSI.
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BBEJIEHUE
AKTYaJIbHOCTb TEMbI:

Cucremnas cknepoaepmust (CCJI) siBasieTcss ayTOMMMYHHBIM 3a00JIEBaHHEM
COCIMHUTEIPHON TKAaHU C XapaKTePHBIM TMOPAXKEHUEM KOXH, COCYAOB, OIOPHO-
JIBUTATEJILHOIO amnmnapaTta W BHYTPEHHHUX OPraHOB, B OCHOBE KOTOPOTO JIEKHUT
HapylIeHuEe MUKPOLMPKYJISLNY, BOCIAJIEHUE U reHepain3oBaHHblid ¢puopos. (I'yceBa
H.T'., 2008r.).

KnuHnyeckas kapTHHA CHCTEMHOW CKIEPOAEPMHH SIBISIETCSI J1OCTATOYHO
nosimMmopdHoit. [Ipn 3TOM Ha mNEpBBIM TJIaH BBIXOAUT MOpPaKEHUE BHYTPECHHUX
OPTraHoOB, YacTO IPOSBISAIOLICECS MATOJOTMENW JIETOYHOM cucteMsbl. [lo maHHBIM
3apyOexHOM auTepaTypsl npuMmepHo y 70% narnuentos, 6onsHbIXx CCJ, pa3BuBaetcs
HaTOJNIOTHsI JIETKUX B BHAC HHTEPCTHIMAIbHOrO mopaxkenus Jerkux (MITI) wu
aerouHoi aprepuanbHoit runeprensuu (JIAIY) (Elhai M., Avouac J., 2015r. ).

NutepctunmanpHoe mnopaxkenue Jerkux npu CCJ - 23T0  KIMHUKO-
MOP(OJIOTHIECKUM BapUAHT MOPAKEHUS JIETKUX, XapaKTePU3YIONTUNCS MOpaKEeHUEM
WHTEPCTUIIUAIBHOW TKaHW JIETKOTO C Pa3JIMYHBIM COYETAaHUEM BOCIHAJICHUS H
UHTEPCTUIIHATIBHOTO (rbpo3a.

B nocnegnue roasl MMEHHO MATOJOTHS JIETOYHOM CHUCTEMBI CTAJIO Beayllei
HNPUYUHON cMepTH Y OoibHBIX ckiepoaepmucii (Rubio-Rivas M., Royo C., Simeon
C.P., 2014 r.). IlopaxxeHue JIETKUX HE TOJIBKO YXY/AIIAeT IPOTHO3 3a00JIeBaHUS, HO U
CYILIECTBEHHO CHUXAET KaueCTBO U3HU MAlMEHTOB, IPUBOASA K UX MHBAJIUIU3AINY.
(Barnes J., Mayes M.D., 2012 r.)

Kimmanueckas kaptuaa CC/l-accounnpoBaHHOT0 MOPaKEHUs JIETKUX Ha pAHHUX
JTamax XapakKTepus3yeTcs CKYAHOW CHUMIOTOMATHUKOM W  HECTEeUH(PUYHOCTHIO.
OCHOBHBIM  JOCTOBEPHBIM METOJIOM JUArHOCTHKHA OCTAE€TCA KOMIIbIOTEpHAs
tomorpadus rpyaunoro cermenta (Ahuja J., Arora D., Kanne J.P., 2016r.).

N3yuenne CCJl-accouMUpOBaHHOTO MOPAKEHUS JETKUX TMPOBOJAUIIOCH B PAIE
3apyOeKHBIX HcclieqoBanuii. PaboTsl 1o uccienoBanuio nopaxkenus jgerkux B CHI
HEMHOrOYHUCIICHbl. Tak, uMmerTcs naHHbie TemioBor JI.B. 1o mHTEpCTHLIIMATBHOMY
MOPaXKEHUIO JIETKUX MpU cucTeMHou ckiepoaepmuu (Poccus, 2010r.).

PaGotet mo wm3ydenuto CCJl-acCOIMMPOBAHHOTO TMOPAKEHHUS JIETKUX B
Kazaxcrane e fJMHUYHEL.

VYuuThiBasgs  BBICOKYIO YacTOTy MOPAXKEHUS JIETKMX TIPU  CHUCTEMHOU
CKIIEPOJICPMUH, OOJIBIIIOE BIMSIHUE HA KAYECTBO )KM3HHU, BBICOKYIO JIETAIbHOCTh, MaJloe
KOJIMYECTBO MCCIEAOBATEIBCKUX PA0OT MO0 U3YUCHHIO U aHAIHM3Y MMAaTOJIOTHH JIETKUX Y
OOJBHBIX CHUCTEMHOUW CKJIIEPOJIEPMHUEH OUYEBHIHA HEOOXOAUMOCTh M aKTYyaJIbHOCTH
M3Y4YCHUS] KIMHUKO-()YHKIIMOHAIBHBIX OCOOCHHOCTEH TEYCHHS IAaTOJIOTHH JIETKUX
MPU CUCTEMHOM CKJIIEPOJCPMUU.



Heasn HCCJIeIOBAHUS: N3yunth KJIIMHUKO-() YHKITNOHATHHBIE "
PEHTIE€HOJIOTUYECKHE OCOOCHHOCTH TEUEHMsI MAaTOJIOTHHM JIETKUX Yy OOJIbHBIX
CUCTEMHOM CKJIEPOJAECPMUEH.

3agauyu mMcciaenOBaHUA:

1. V3yunTh KIMHUYECKYI0 CEMHOTHKY TMaTOJOTHMU JIETKUX y OOJBHBIX C
CUCTEMHOM CKJIEPOJEPMUEM.

2. llpoananu3upoBarh cOCTOSHUE (YHKIMM BHEIIHErO IbIXaHUs y OOJbHBIX
CCL.

3. OueHuTh OCOOCHHOCTH MOPAXEHUs JIETKUX M0 JaHHBIM KOMIbIOTEPHOU
tomorpaduu y 6onbabix CC/I.

4. V3yuutsb ocnoxHenus y 60iapHbIX CCJl pu nMopa>keHuu JeTKux .

HayuyHasi HOBHU3HA pPe3y/JIbTATOB HCCJIEIOBAHUS:

Bnepseie B Kazaxctane mnpu NpoBEIEHUH KOMILIEKCHOTO OOCIeT0BaHUS
OOJIbHBIX CHUCTEMHOW CKJIEPOJCPMUEH C TOPAKCHHEM JIETKHUX BBISBIICHBI KJIMHUKO-
dbyHKIMOHANBHBIE W peHTreHojorndeckue ocobennoctu CCJl-accomuMupoBaHHBIX
U3MEHEHUMN JIETKUX.

IIpakTHyeckas 3HAYUMOCTD:
PesynbraTel  NPOBEIEHHOIO  MCCIENOBAaHUSA  IIPU  HUCIOIB30BAHUU B
IPAKTUYECKOM 3/IpaBOOXPAHEHUH TO3BOJIAT YJIYUIIUTh paHHIOK auardoctuky CCJI -
aCCOLMUPOBAHHBIX U3MEHEHUN JIETKHUX,

ba3a npoBeaeHnsi Hay4YHbIX UCCJICIOBAHMM:
PT'TI HUUTO, ornenenue aprponorun, I' KKII na ITXB «I'opoackas 6onpHuUIIA No2y,
DOAO — KI'MK «llenTpanbHas 70poxKHass OOTBHUIIAY.

OcHOBHBIE M0JI0KEHUS], BBIHOCUMbIE HA 3aLIUTY:

1. Knuauko-(QyHKIIMOHATBLHBIE OCOOCHHOCTH TIOPAKECHHS JIETKUX IIPHU
CHUCTEMHOM  CKIEPOJACPMHH MPOSBISIIUCH B OCHOBHOM  CUMITOMAMH
JBIXaTEJIbHOW HEIOCTAaTOYHOCTH, JIETOYHOM THUIEPTEH3UEH W CHUXKECHHEM
noKasaTeneil (yHKIIMU BHEIITHETO JAbIXaHHUs.

2. PentreHomorndeckass KapTHHA IIaTOJOTHH JIETKMX TPH CHUCTEMHOMU
CKJIEPOACPMUU MPOSABIISIIACH WHTEPCTUIUATIBHBIM MOPaXKCHUEM
IPECUMYIIICCTBEHHO HIDKHHX OTJEIIOB 000X JIETKHX, ¢ pa3ButueM B 33%
COTOBOTO JICTKOTO.

O0BbeM CTPYKTYpa M TUCCEPTALUM.

Huccepranmonnass paboTa W3J0KEHA COCTOMT W3 BBEICHUA, 3 TJIaB,
CONlepKAIUX  PE3YNbTaThl COOCTBEHHBIX HCCIEOBaHWHN, OOIMMX BBIBOJOB,
MPAKTUIECKUX PEKOMEHAINN, CITUCKA UCITOJIB30BAHHOM JTUTEPATYPHI, TIPHIIOKCHUS.
Pabora u3noxxeHa Ha 61 cTpaHuIle MAaTMHOIIMCHOTO TEKCTAa, BKIIFOYaeT / Tadimi, 22
pucynka. CHUCOK WCMOJIB30BAaHHOW JTEepaTyphl coaepxut 104 muTeparTypHbBIN
MCTOYHUK, W3 HUX Ha PycCKOM si3bike 2 1 102 Ha MHOCTPAHHBIX S3BIKaX.



Anpodanusi padboThbl.

OcHoBHBIE MaTepuaibl padOThl ObUIM MPEJCTaBICHBI B BUIE JOKIaAa Ha 59-oi
HAayYHO-TIPAKTUYECKON  KOH(PEPEHIMH CTYAEHTOB M  MOJOJBIX YYEHBIX C
MexayHapoHbM yuactueM AO «MVYA» (Acrtana, 2017T); Ha 3acenanuu Kadeapbl
BHYTpEeHHHX OoJie3Heill uHTepHaTypsl (mpotokon Nea ot 29 ampensa 2019 roga), Ha
HAay4YHOM CEMMHApE MO TEPAreBTUYECKUM U CMEXHBIM CIEHHAIBHOCTAM (IIPOTOKOI
Nel0 ot 23.05.19r.).

yéaukanuu.
[To marepuanam auccepranuu onyOJuKoBaHO 4 medaTHbie pabOTHI, U3 HUX 2
CTaThH, 2 TE3UCA:

1. A6yosa A.C., Kapuna K.K., CagsipbaeBa H.A., U6paeBa A.K. /Ananus
3a0071eBa€MOCTH ¥ KJIMHUYECKOW  XapaKTEPUCTUKU  CUCTEMHOMU
CKJIEpOJICpMUHU y TManueHToB T.ActaHa/ «AcTtaHa MeauIuHaIbIK
KypHanby, 2018 v, Nel, ctp. 173-177

2. Abyosa A.C./ [Tlatomorus Jnerkux y OONBHBIX CHUCTEMHOMN
ckiepoaepmueit/ XKypnan «Baneomorus», 2018r, Nel, ctp 7-10.

3. Kapuna K.K., Aybakuposa b.A., CansipbaeBa H.A., Kankamanos V.b.,
berumbaera K.C., AOGyoBa A.C. /Ananu3 3a00JICBAEMOCTH U
KJIIMHUYECKON XapaKTePUCTUKUA CUCTEMHOM CKJIEPOJEPMUHU y TIAIIMEHTOB
r.Acrana / «Menuuunaay, 2018 , Ne3, ctp 83.

4. A6yoa A.C., Kapuna K.K., AybakupoBa Bb.A. «O 3aboneBaemMocTu
CUCTeMHOW ckiepoaepmuei». - «COopHuUK Te3ucoB 59 — i
MexayHapoTHOH Hay4YHO-TIPAKTUYECKON KOH(EpPEeHIIMH CTYIECHTOB U
MOJIOJBIX YY€HBbIX». T.AcTaHa. 13-14 Anpens, 2017 roa. 73 ctp.
[IpousBeneHo 3 akTa BHEAPEHUS.

1. Akt Ne2-16 «IIpumeHeHre Npu CUCTEMHOUN CKIEPOJEPMUH KOKHOTO
cuera o Ponnany», PI'TI HUUTO, oTaeneHue apTpoaoTuu.

2. AKT Ne4-17 «KoMmIproTepHOE HCCIeIOBAHUE TPYAHOTO CETMEHTA IS
PaHHETO BBIABICHUS TOPAXKEHUS JIETKUX Y OOJBHBIX CHUCTEMHOM
ckiepoaepmueit»y, PI'TI HUUTO, otnenenue apTposioruu.

3. Akt Ne5-17  «llpumenenune DXO-KI' y OOnbHBIX CHCTEMHOM
CKJIEpOICPMUEN C MOPAXKEHUEM JIETKUX ISl AUATHOCTHKHU JIETOYHOMN
runieprensun», PI'TI HUUTO, otaenenne apTpoiaorumu.
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1. JIATEPATYPHBI OB30P
1.1. Snuaemuonorusa CCJ

Cuctemnas ckiepoaepmusi (CCJI) - 3To 3a001eBaHNe COSAUHUTEILHON TKAHU,
XapaKTepU3YIoIIeecs N3MEHEHUSIMU MUKPOIUPKYIISAIUU, HAPYIICHUSIMUA B UMMYHHOMU
CHUCTEME U MAaCCHBHBIM HAKOIUIEHHEM KOJUIareHa W JAPYTruX MaTPUUHBIX BEIIECTB B
KOX€ ¥ BHYTPEHHHX opraHax [1-4].

[Topaxkenue nerkux, Bo3Hukawiiee B pesynbrate CCJl, sBisercss Bemymiei
MPUYMHON MHBAJIMIHOCTH U CMEPTHOCTU Y TaHHOM KaTteropuu nanueHToB. Hanbomnee
gacTto BcTpeuvarommumucs ¢opmamu CCJl-acconmupoBaHHONW TATOJOTHUU JIETKUX
SIBJISIIOTCSI UHTEpCTUIMATbHBIE 3a00eBanus aerkux (MUI1JI) u nerounas aprepuanbHas
runepren3un (JIAI'). B aumarnoctuke mnaronoruu Jserkux npu CCJ] BaxHbIMU
WHCTPYMEHTAMH OCTalOTCS TecThl Ha (¢yHKIHUI0 BHemHero aeixanus (OBJl) wu
KOMIIbIOTEpHAss ToMorpaduu rpyaHOH KieTKkd Bbicokoro paspemenus (KTBP).
HecMmoTps Ha 3HaUNTENBHBINA MPOTPECC B UCCIEIOBAHUM MATOTeHE3a MaTOJIOTMUECKUX
u3MeHeHui B gerkux npu CCJl umeromuecst airoOpuTMbI TepaIliy MOPaKEHUS JIETKUX,
aCCOLIMMPOBAHHOTO C CHUCTEMHOM CKJIEpOAEpPMHEN, OCTAlOTCS HEAOCTaTOYHO
sbdexTuBHBIME [5,6].

BenencrBun  HemoctaroyHOM A(O(PEKTUBHOCTH JUATHOCTUKU U JICYCHUS
nopaxenus Jyerkux npu CCJ] yBeaW4YMBaKOTCSA 3aTpaThl Ha JICUCHHUE JTaHHOM
natoyioruu. Hampumep, B COEIMHEHHBIX MITaTaX AMEPUKH SKOHOMHYECKHE 3aTPaThl
3IpaBOOXPAHEHUS HA JUATHOCTHUKY U JIEYEHUE CUCTEMHOU CKIIEPOJAEPMHUH BO3POCIH C
1,5 mwimuapaa nomtapoB B 1996 rony no 1,9 munmnmapaos gosutapoB B 2006 romay
[7,8].

B EBpocoro3e pacxoipl Ha TOCIUTAIN3AIMI0, TEPAIINIO, a TAKXKE 3aTpaThl MO
BPEMEHHOM HETPYJIOCHOCOOHOCTH TMAIlMEHTOB C CHUCTEMHON  CKJIepOAepMHeit
coctasiisieT 3,1 munmuapaoB espo [9].

[Ipn aHanmu3e 3>KOHOMHUYECKHX pacXxoJOB HTOroBasi CTOMMOCTH O0JI€3HU
0oJbIIIe y MAIMEHTOB MOJIOAOTO BO3pacTa, y MAIMEHTOB C 0oJiee TSKEIbIM TeUCHUEM
3a0oseBaHus U 00Jiee HU3KUM YPOBHEM HCXOJIHOTO 370pOBbsi. CTOUT OTMETHUTH, UTO
npu 1udPy3Hoi popMe CUCTEMHON CKIEPOICPMHUH CyMMapHBIC 3aTpaThl M0 O0JIE3HH
COCTABJIAIOT B cpenHeM 21 708 moiutapoB Ha OJHOrO MALMEHTA, 4TO B 1,4 pa3a mopoxe
4yeM Ipu JTuMUTUpoBaHHOM Gopme (16 135 momtapoB Ha ogHOro namueHTa)[8].

CucrtemHas CKJIepOoepMUs OTHOCUTCS K TPYIINE TOBOJIBHO PEAKUX NATOJOTHI C
3a00eBaeMOCThIO, cocTaBsitomeil oT 18 1o 20 ciryyaeB Ha MWIIHOH HACEICHUS U
pactpoctpaneHHOCTBIO oT 100 mo 300 cinyyaeB Ha MuunoH HaceneHus. CCJI
BCTPEUAETCS Y JIUI pa3IMYHON PacoBOM MPUHAMJICKHOCTU U B BCeX reorpauueckux
30HaX, HO PACHPOCTPAHEHHOCTh U TSKECTh 3a00JIEBaHUS PA3IMYAETCS B 3aBUCUMOCTH
OT pacoBOM M 3THUYECKOW MPUHAIEKHOCTH [4].

HaubGonee Brpicokass pacmpoctpaneHHocts CCJl 3apermctpupoBaHa B
CoenMHEHHBIX ITaTaX AMEPHKH, TJIe OHa cocTaBiseT 28,7 — 65,7 cioyuaes Ha 100 000
HaceJIeHHsI B 3aBUCUMOCTH OT IITaTa. BhICOKas pacrpoCTpaHEHHOCTh CKIEPOICPMUU
Ha 3TOW TEPPUTOPUU MOXKET OBbITh BbI3BaHA NpoxKMBaHUEeM Ha Tepputopuu CIIIA
unaeineB 1iemeHn Yokra (mrat Okiiaxoma), y KOTOPBIX 3aperucTpupoBaHa
HanOOJIBIIIAs YacTOTa CIYYaeB CHCTEMHOW CKIIEPOJIEPMUU B MUpeE - 65,7 ciydyaeB Ha
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100 000 HaceneHusi, YTO TOBOPUT O TOM, YTO y HEKOTOPBIX 3THOCOB HMEETCS
TCHETHYECKAs MPEAPACIIONOKEHHOCTh K 3ToMit Oonesnu [10].

B crpanax EBpocoro3a pacnpoctpaneHHOCTs CC/] MOXHO OTHECTH K CpEIHEMY
YPOBHIO, K IPUMEPY, MO JTaHHBIM 3MUAEMHUOJIIOTHYECKUX UccaeqoBanuii B Mcnanauuy,
Anrnuu, @pannuu, ['pennn u [oneme pacnpoctpanennocts CCJI cocrasnser ot 7,1
no 15,8 ciyqaeB Ha 100 000. B ABcTpanuu pacnpoCTpaHEHHOCTh CKJIEPOJEPMHHU
Bapbupyetcs ot 20,0 10 23,3 caygaes va 100 000 [11,12].

B ctpanax Asum (SInonus, TaliBaHb) pacpOCTPaHEHHOCTh TaHHOM MATOJIOTUU
HauOoJiee HU3Kas 10 CPAaBHEHUIO ¢ 001IeMUpOBbIMHU MToka3arensamu (3,8 m1o 5,6 va 100
000) [10,13].

B ctpanax FOxHo# AMepukH yacToTa JaHHOM maronoruu koneodnercs ot 10,5
ciaydaeB Ha 100 000 B bpazunuu g0 29,6 na 100 000 nHacenenust B Aprentune [14,15].

B HWuauiickoM peruoHe paclpOCTPaHEHHOCTh CUCTEMHOM CKIIEPOJAECPMUU
coctasiisieT 12,0 cinyyaeB Ha 100 000 nHacenenus [16].

[To naHHBIM DJMUAEMUOJOTHYECKUX HUCCICAOBAHUNA MPUHAJIC)KHOCTh K
TOPOJACKOMY WJIM CEIBCKOMY PETHOHY HE BIMSIET Ha PacnpoOCTPaHEHHOCTH
3aboneBanus. Ho Hapsay ¢ 3TUM, MUMEIOTCSI JJaHHBIE HUCCJEAOBAaHUNA O aHOMAaJIbHO
BbICOKOM KosudecTBe ciaydaeB CCJl B orpaHMYeHHBIX TeorpaduuecKux 30HaX, 4TO
yKa3bhIBaeT Ha HECydallHOe pacmhpocTpaHeHue 3a0osieBaHus. Hampumep, mo gaHHBIM
Monaco A. u COaBTOpOB, B UTAJIbSHCKOW TPOBHHIMM Bo3jie Puma
pacrpocTpaHeHHOCTh B 10 pa3 Bblllie, 4YeM B OCTaJIbHBIX cTpaHax EBpocorosa [17].
Taxxe, Meyer A. 1 u coaBTOpbl COOOIIAIOT O BBICOKOM pacrpoCTpaHEHHOCTH,
3apuKCUpOBaHHOM B Asb3ackoM pernone (Ppannus) — 22,8 cinyuaes Ha 100 000 [18].

[Ipu sTOoM, 3a00sieBa€MOCTh CHUCTEMHOHN CKJIEPOJAEPMHUM COCTaBigeT OT 3,7
Clly4aeB Ha MWJUITMOH HAaceJeHHs B CTpaHax A3MaTCKOro peruoHa jao 22,8 ciydyaeB B
CIIA [11].

Cpennuii Bo3pact OOJNBHBIX cocTaBisgeT oT 35 nmo 50 ner. CucremHas
CKJIEpOJIEPMHUS PEIKO MpOosBiIsieTcs panbine 25 jer [11-13].

3a0oneBanuio OoJibllle TOABEPHKEHBI JIMIIA >KEHCKOro TMoja (COOTHOIICHHE
MEKTy JKEHIIMHAMU U MYy)K9rHaMu ot 3 1o 7: 1 [11-15].

[lo naHHBIM HECKOJBKHMX HCCIEAOBAHWN, MOXKHO TOBOPUTH O OOJbIIeH
MOJBEPKEHHOCTH  Oo0JIe3HHM  apoaMEpUKAaHCKOW packl MO  CPaBHEHHUIO C
MPEACTABUTEISIMU IPYTUX PACOBBIX MPUHAMIIECKHOCTEN U3-32 HAIMYHUS B UX TEHOTHUIIE
I'CHOB, BhIpabaThIBarONIuX aHTuTeNna k tornonzomepase, ULRNP u U3 RNP, koToprie
HE TOJBKO MPUBOAUT K YBEIMYECHHIO YAaCTOThl CHUCTEMHOH CKJIEPOJECPMUH CpEAU
MONYJISIIIUU, HO TakXKe SIBJIAIOTCS MPUYMHOMN Oosee Tspkenoro tedeHus Oone3nu. K
naHHOM rpymme reHoB otHocutcss reH HLA DQB1-0501, xoTopsiii cBsizaH ¢
npoaykiuen antuueHtpomepHbix antuten (ACA), rewst DRBI * 1104 u DPB1 *
1301, xoTopsle cBsI3aHBI C BRIpaOOTKOM aHTUTEN K Tomon3omepase I (ATA) [31, 32].
Pe3ynbTaThl JaHHBIX HCCIEIOBAHUM MOATBEPKIAETCA 00Jie€ BBICOKMM YpPOBHEM
CMEPTHOCTH cpeau adpoaMEepUKaHIIEB, KOTOpbIM B TedeHHH 10 JeT ¢ MOMEHTa
MOCTAaHOBKM JuarHo3a coctaBui 43% mo CpaBHEHUIO C YPOBHEM CMEpPTHOCTH 35%
cpemu mpeacTaBuTenei 6enou pacer [19,20,22].
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CpenHssi MpoAOTKUTEIBLHOCTh KU3HU ¢ MOMEHTa MaHudectanuu GeHoMeHa
Pelino coctasnsier 7,1 rona npu auddy3Hoit popmoii ckaepoaepmunu 1 15,0 et npu
JUMHUTHPOBAHHOMW (opMe 3abosieBanus [4].

JleTanbHblii MCXOA Yy JIMI, MOATBEPXKACHHBIX CHUCTEMHOW CKIEPOAECPMUU
MPOUCXOJUT B  PE3yJlbTaTe€ BHUCLEPAIBbHON  HEIOCTATOYHOCTH  BCIEJICTBUM
nporpeccupytoiero ¢udpo3a BHyTpeHHUX opraHoB [21]. [IporHo3 BBIKHMBAEMOCTH
[P CHUCTEMHOM CKJIEPOJEPMHUHU CHIIBHO DPA3JIMYAETCS U 3aBUCUT OT KIMHUYECKOM
(dopMbI 00JIE3HU, CTENIEHN MOPAKEHHOCTH BHYTPEHHUX OPraHOB U COMYTCTBYIOIIMX
natosioruii. He6naronpusTHeIA MporHo3 HadJt01aeTcs MPU HATMYUHU TaKuX (PaKTopoB
kak auddysHas Qopma 3a0oneBaHUs, NATOJOTUA JIETKUX (OCOOEHHO, HaJIU4ME
JIErOYHOW apTepHallbHOM THUMNEPTEH3UH), HaJW4Yhe T[OYEeYHOW WM CepAeYyHOU
HEeJA0CTaTOuYHOCTH, Tsbkenoe mnopaxenue JKKT, wmanudecrauus 3aboneBaHus B
CTapIleM BO3pacTe U HAINYKE aHeEMUU [4].

ITo nanubiM mccaenoBanus Tyndall u coaBTopoB, MpoBeICHHOMY Ha OCHOBE
0a3b1 nanabix EULAR (EBpomelickoit Tpymnmbl 0 M3y4YeHUIO CKiiepoiepmuin), 55%
CMEpTEIbHBIX HCXOJOB MPOM3ONLIM B HCX0Je cucremMHoro ¢uobpo3za u B 41%
JETAIBHBIX CIy4aeB MPUYMHBI CMEPTU HE CBSI3aHBI C CHUCTEMHOM CKJIEPOACPMHH.
AHanu3upysi IPUYUHBI JIETATBHBIX UCXOJI0B, HE SIBJISIOUIUXCS UCXOJAMH CUCTEMHOMN
ckaepogepmuu, B 33% cayudasx mnpuuuHOl Obuta uHbexmus 33%, B 31%
37I0KaYeCTBEHHBIC HOBOOOPa3oBaHusi u B 29% cepAeuHO-COCYIUCThIC MPUUNHBI [23].

B cTpykType cMepTHOCTH OT OCIOKHEHHMH cucTeMHOro (pudposa Ha mepBOM
MECTE CTOUT MHTepcTulManbHoe nopaxkenue ynerkux (UILJI) — 35%, nanee cnemyer
nerouHasi aprepuanpHas runeprensus (JIAIY) 26% u nopaxenue cepana (rjaaBHbBIM
obpa3oM, cepeyHast HeJOCTaTOYHOCTh U apuT™Mun) — 26% [23].

B wuccrnenoBanuu, TmipoBeAeHHBIM EBpONENCKONM TpyHIlbl IO HW3YYEHHUIO
ckaepoaepmun (EUSTAR), B koTopom oOcienoBanack KOroptsl u3 3656 manueHToB
OBLJIO BBISBICHO, YTO TOpakKeHHE Jerkux Halmomaerca y 53% manueHToB ¢
auddysHoit hopmoii 6ose3HH U 'y 35% HAIMEHTOB ¢ IUMUTHPOBAHHOM hopMmoit [24].

S5-nmeTHsAsT BbDKHMBaeMocTh 00NbHBIX ¢ CCJl-acconMUpOBaHHBIM IOPAKEHUEM
JETKUX ¢ MOMEHTa BepUUKAIMU JuarfHoza coctasiseTr 84,1%, 4To aHaJIOTHYHO
BBDKMBAEMOCTH NALIMEHTOB ¢ CUCTEMHOU CKJIEPOAEPMHH O€3 MaTOJIOI MU JIETKUX, TOI 1A
Kak 10-1eTHSs BBEDKHBAEMOCThH ITAIIMEHTOB C MATOJIOTHEH JISTKUX cocTaBisgeT 74,9%,
YTO 3HAYUTEIHHO XYXKE TI0 CPABHCHHUIO C MAIUEHTAMH 03 TTOpaKeHwsI JITKuX [25].

1.2. TIlaroreHernueckue MexaHusMmbl pazButus CCJ{

[TaTorenes ¢pudpo3a nerxoro nmpu CCJl kak u pudpo3 Ierkux Apyron 3STHOIOTHH
elle HeJJOCTATOYHO U3YUEH.

[lepBuyHBIE TIMTOKWHBI, OTBETCTBEHHBIC 3a 3a00JeBaHUE, OCTAIOTCS
HEBBISICHEHBIMH, HO BEpOSTHO, (prOpO3 JETKUX HACTYMAeT B PE3yIbTaTe CIIOXHOTO
B3aHUMOJICMCTBUS MEXKAY BOCHAIUTEIbHBIMU MeauatopaMH, akTuBauuen B-
TUMQOLIUTOB, OKHUCIHUTENIBHBIM CTpecCOM U (UOPO3UPOBAHUEM, BEAYIIUMHU K
OTJI0’KEHHIO H30BITOYHOI'0 BHYTPUKICTOUYHOIO MaTpukca [26]. B marorenese ¢puodposa
LHEHTPAJIbHYIO POJIb 3aHHUMAIOT JIETOYHBbIE (UOPOOJIACTBI, MOCKOJIBKY HUMEHHO HX
aKTUBAllMS BBI3BIBAET MPOAYLHPOBAHUE BHEKJIETOUYHOIO MaTPUKCA, a TakKkxKe
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BOCHAIMTENbHBIX U GUOPO3HBIX MEIUATOPOB. DTOT BOCHAIUTENbHBIA OTBET IPUBOIUT
K (puOpPO3y JIETKUX M BBI3BIBACT COCYIUCTHIC HAPYIICHHUS JIETKUX [27].
OcHosHble ructonornueckue npossiaenus NI npu CCJI - uaTepCcTUIIMANBHBIN

¢uOpo3 u BacKyJONaTus, BbI3BaHHAS JIETOYHOW TUIEPTEH3UM. Haubonee
pacrpocTpaHeHHass KapTUHa WHTepcTUiMaibHoro ¢uopoza mnpu CCI — »310
Hecnenuduyeckas MHTEPCTULHAIbHAS IMHEBMOHUSI ¢budpo3Horo THIIA,

MIPOSIBIISIIONIASCS B BUJIE TNIOTHOT'O, MAJIOKJIETOYHOTO UHTEPCTUIIMATIBHOTO (pudpo3a,
MOBTOPSIOIIETO OCHOBHYIO apXUTCKTOHUKY JITKUX H HE 3aTPardBarolIyio
HETOCPECTBEHHO CYOIUIeBpasibHYI0 00sacTh. C mporpeccupoBaHueM 3a00JIeBaHMS,
obnactu ¢ubpo3a MOryT OOBEAMHATCS, UYTO MPUBOJIUT K OOPA30BAHUIO «COTOBOTO
JIETKOTO» B TEPMHUHAIBHOW CTaJUU. Hecnemuduueckas WHTEpPCTUIIMATBHAS
ITHEBMOHMS COCTaBIISIET B cpeHeM 77% ot Becel cTpykType CC/I-accounnpoBaHHBIX
WHTCPCTUIIMATIBHBIX 3a00j1eBanuii jerkuX. OObIYHAS HHTEPCTUIIMATbHAS THEBMOHUS
- BTOpOE IO PACHPOCTPAHCHHOCTH TOPaKEHUE JIETKUX, XapaKTepusyromieecs
HeoJHopoAoW mnepudeprudeckol u 0a3adbHOM pPETUKYISALUEH C 00pa3oBaHUEM
TPAKIIUOHHBIX OPOHX0IKTA30B, B OTJIUYHH OT paBHOMepHOTO (pridpo3a mpu HCUIIL.

CocynucTbie U3MEHECHHS BCJICJICTBUU JICTOYHOW THUICPTCH3UU TPOSBIISICTCS B
BUJIC KOHIICHTPHUYECKOTO pa3pacTaHus COCAMHUTCIIBHOW TKAaHM B MHTUME COCYJIOB,
OpPUBOASAIIEE K YTOJIIEHUI0 W CTE3WPOBAHMIO JIETOYHBIX apTepuoil. CTerneHb
U3MEHEHUN COCYJIOB 4acTo ObIBalOT 00jiee BBIPAKEHHBIMH, YTO HE COOTBETCTBYET
CTEIeHN UHTEePCTUIATBHOTO (prudpo3a [33].

Haubonee yacto noctynupyemas MOJAEINb MPOTPECCUPOBAHMS 3a00JI€BaHUS TTPU
CCJl sBasieTcss MOAEINb IOCJEN0BAaTEIBLHOTO Pa3BUTHS 3a00J€BaHUS  aKTHBalUEH
UMMYHHBIX MEXaHU3MOB C TIOCIIEYIOIIEeH BaCKyJONaTuen, MpUBOASIIEH K aKTUBAIIUU
¢GudpodaacToB U Gudpo3 kak KoHeuHbIH 3 PekT sTuX npoieccos [31]. Omxuako, 10
CHUX ITOP HE BBISICHEHA MOCIIEA0BATEILHOCTh JIAHHBIX MATOT€HETUYECKUX MEXaHU3MOB.
Bo3moxHo, uro 3a0oneBaHue pa3BUBAETCS TOJBKO TIPU  OJHOBPEMEHHOM
TUCPETYIAIMA UMMYHHOU CUCTEMBbI, MATOJIOTUU SHIOTENNS COCYI0B U HAPYIIICHUN B
CUCTEME BOCCTAHOBIICHUS COSIUHUTEIHHON TKAHH.

XoTs, TOYHash MOJENb MATOT€He3a OCTAETCS HEBBIACHEHHOW, JOCTOBEPHO
BBISIBJICHBI OT/ICJIbHBIC TATOTEHETUYECKUE MEXaHN3MbI Pa3BUTHS 3a00JICBaHMS.

I[To muenuio Edward P. Stern u coasmopos, M3MEHEHHS B KJICTKaX W
(U3HOTOTHYECKON AKTUBHOCTH SHIOTENHS COCYJOB HMEIOT 0c000€ 3HA4YCHHE B
natopusuonorun CCJI. B »Tux mpoiieccax UrparoT KIIOYEBYIO POJIb MEIUATOPHI,
PETYIHMPYIONIME TOHYC COCYIOB, SHAOTSIMHBI M OKCHA a3oTa. DHpoTenuH-1 (9T-1),
SBIISSICH HE TOJBKO MOIIHBIM Ba30KOHCTPUKTOPOM, a Takke meauatopom (ubpo3sa,
paccmaTpuBaeTcsi B KadecTBe BaxHOW 3ddexTopHoit momekynoir B CCJ. B
uccienopannn  Kahaleh MB 6puto nokazano, uro ypoBeHb DT-1 koppenupyer ¢
BBIPKEHHOCTHIO KIIMHUYECKUX MposiBiIeHNH (peromena Peiino y marmentoB ¢ CCJI o
CPaBHEHUIO C 3JI0POBOI KOHTPOJIbHOM rpymmoi [36]. beuto Takke mokaszano, uro J7-
1 crocoOCTBYET CMHTE3Y KOJUIareHa y 3THX NallMeHTOB. Y POBEeHb HUPKYsiuu DT-1
JI0OCTOBEPHO KOPPETUPYIOT KaK C TSHKECTHIO 3a00JICBaHMS, TAK U C TPOTPECCUPOBAHUEM
BUCIIEPAIBHBIX OCJIOXHEHHUM 3a00JieBaHUsA, B TOM YHCIJE JIETOYHOM apTepHaibHOMN
TUTNEPTEH3UEH, HHTEPCTUITHATHPHBMU 3a00JI€BAaHUSIMHU JIETKUX U CKJICPOJACPMHUUECKAM
MOYEYHBIM Kpu3oMm [37].
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DHJO0TENMaIbHOE TMOBPEKIECHUE IPU CUCTEMHOM CKJIEPOJEPMHUU HUIPAIOT
HEMaJIOBAXXHYIO POJIb B IPOrPECCUPOBAHUM BACKYJIONATUU, YTO BKYINE C JAe(PEKTHOM
CHUCTEMOH pernapaliyy U aHTHOTeHe3a, CIoCOOCTBYeT XpoHH3aluu mpoiecca [38].

Baxnyio ponb B pasButum CCJ] urparoT MoJekyidabl aare3ud, KOTOpbIe
00ecreynBaloT B3aUMOJECUCTBUE MEXAY COCYAMCTOM CHCTEMOW M BHEKIETOUHBIM
MatpukcoM. Y mnauueHToB ¢ CCJl Obuia BbISIBJI€HA MOBBIIIEHHAs SKCIPECCHS
MoJieKyibl MexkiaeTounor aaresur - 1 (ICAM-1) u sHIoTenuanbHas MOJIEKYyIa
aare3uu jerkonuToB-1 (E-celekTHH) Ha MOBEPXHOCTH SHIAOTEIHATBHBIX KICTOK.

B 95% y mnamueHTOB MOXHO OOHApy>KUThb AaHTHUTENA, ClHeUU(PUUHBIE IS
CCUA. CrneunuyHbIMA 11 AHTUTE] B OCHOBHOM SIBJISIIOTCS BHYTpUSJEpPHBIC
anturensl: nenrpomep (ACA), Tonouszomepasa 1 (ATA; panee u3BecTHbIN Kak Scl-
70), antuteno k PHK-nonmumepase Il (ARA), pubonykneonpoTeuns! (pudbpuiaapux
win U3RNP) u kommiekc sk3ocom (Pm-Scl). B GonpmivHcTBE ciy4yaeB npuvrHA
BO3HUKHOBEHHUSI aHTHUTENl OCTA€TCS HEBBISICHEHHOW, HE HMCKIIOYAETCs BO3CHCTBUSA
OKpY’KAroIIen cpeabl Wi onyxosei. Ho ecte qokaszarenbcTBa TOro, 4To, o KpanHeu
Mepe, B HEKOTOPBIX CIIy4asiX, MPOU3BOJCTBO AHTUTEN MOXET ObITh BTOPUYHBIM IO
OTHOIICHHIO K BACKYJIOMATHH IpoiieccoM. TakuM o0pa3oM, HEKOTOPhIE CBSI3aHHBIE C
CKJIEpPOJEpPMHUEN  ayTOAQHTUI€Hbl  BO3MOXHO  00pa3yloTcsi B pe3yJibTare
¢parmeHTupoBaHusi akTUBHBIMU (Gopmamu kuciopona (ADK) B ycnoBusx
SHAOTEINAIBHOTO TOBPEKACHUS, YTO MPUBOAUT K CPBIBY ayTOTOJEpaHTHOCTU. B
IIEJIOM JIaHHbIE aHTHUTENa UMEIOT TECHYIO CBSI3b CO CIEUU(DUUECKUMH MOPAXKEHUSIMU
opranos 1pu CC/] u BbIsiBIIeHHE MPUYUHBI BOSHUKHOBEHHSI aHTUTE MOXKET ChITpaTh
KJTFOUEBYIO POJIb B IOHMMAHWU MMaTOTeHe3a TaHHOoro 3a0oseBanus [39].

Hapsiny ¢ rymopansHeiM umMMmyHHTeTOM, B matoreHese CCJl 3aaeiicTBoBaH
TaKk)K€ KJICTOYHBIM WMMYHHUTET: BBISIBICHO YCHUJICHUE aktuBanun  CDA4-
MOJIOKUTENBHBIX T-KJIETOK, MyJd KOTOPBIX NPEeBATUPYET B  JIUMQOIMTAPHBIX
UHUIBTpaTax, HAOMIOJaEMbIX KaK B KOKE, TaK M B TKaHM Jierkux y nmanueHToB ¢ CCJI
[40]. Ilpu stom HabaromaeTcs BeipaxkeHHas auddepeniuanus kietok T-xeamepos 17
MOJIKJIacca, KOTOpbIE SIBISSICH  MPOPUOPOTHYECKUMHU  KIETKAMH, 3alyCKaroT
¢bubpo3upoBanre TkaHell. Takxe, CTOUT 0OpaTUTh BHUMaHHUE Ha ACHEKTHOCTH HIIH
YMEHBUIECHUE B KOJINYECTBE Iyna T-XeanepoB, OTBETCTBEHHBIX 3a ayTOTOJIEPAHTHOCTh
[41-42].

Ponp LHMTOKMHOB B IAaTOreHe3€ CUCTEMHOM CKIEPOAEPMHUHM KaK OCHOBHBIX
MapaKpUHHBIX dbakTopoB HE OTpaHUYUBACTCS JIMIIB CTUMYJISILUEH
TUMGOIUTOB. DHAOTETHANBHBIE KICTKH # (UOPOOIACThl TakkKe YYacTBYIOT B
MOCTOPOCHUHM BaXXHBIX CHUTHAJbHBIX KACKaJOB M BBISBICHHWE HApyLIEHUN B
KOMMYHHKAIIMM MEXIY 3 THUIAMH 3TUX KJIETOK UTPAeT BaXXHYIO POJIb B MOHUMAHUH
naToreHesa Ooyie3HM. OTO MyJbTHHANpaBlIeHHOE B3auMoaelicTBue. Hanpumep,
noBbIieHHas skcupeccus reHa ICAM-1, Berpeuaromerocss B pacTBOpuMoii hopme U
Ha TMOBEpPXHOCTH (PUOPOOIACTOB M IHIOTEITUAIBHBIX KJIETOK, YBEIUYHUBACT
CBs3bIBaHUE TUMQPOIUTOB ¢ HhrbpodracTaMu U TPaHCMUTPALIUIO JTUM(OIUTOB Yepes3
sHporenuii. Jlokazano, uro yBemmuenme ypoBHA ICAM-1 crumynupyrotcs
UHTEpPEpOHOM-TaMMa U (HAKTOPOM HEKpPO3a OMYXOJHd, HPOAYLHUPYEMBIX B CBOIO
ouepes u3 uMdoruTos [31
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IIpn ananu3e B3aUMOIEUCTBUS MEXAY UMMYHHOM U COCYAUCTOU CUCTEMaMH, a
TaKXKe COCJAMHUTEIBHBIMU TKaHSIMH OOJNBIION WHTEpec ObUI CKOHIICHTPUPOBAH Ha
MEXaHU3MaX, KOTOpble CHOCOOCTBYIOT aKkTuBauuu (uOpobractoB U / wWiIH
AMUTETNAIBHO-ME3EHXUMAaIbHOW TpaHc(hopManuy, OOECTIeUnBaIONMIEH MPOKYKIIHH
Muopubpobiactos, xapakrepubix s CCJ,.

B kauectBe natorennoro meauatopa CCJI uccinenoBaicss MOLIHBIN CTUMYJIISATOP
MIPOU3BO/ICTBA BHEKJIETOYHOTI'O MaTpUKca - TpaHchopmupyromuii gpakrop pocra-6era
(TGF). TloBbimennsiii ypoBenb TOP-Oeta Obul 3aUKCHPOBAH B IMOPaKECHHBIX
TKaHsIX, HO 1o naHHbIM Dziadzio M u coaBropoB, ypoBenb T®P-6eta B chiBOpOTKE
MaIMEeHTOB CHIKEH M0 CPAaBHEHUIO C KOHTPOJIBHOW IPYNIION 1
00paTHO MPOIOPIHOHAJIEH aKTUBHOCTH 3a0oeBanus [43]. Xots, mo nanusiv Kubo M
M COaBTOPOB, ObUIO mokazaHo, uTo TGF-Oera penenTopsl aKTUBUPYIOTCS B KOXeE
nauenTos ¢ CCJI [44].

dakrop pocra coenunutenbHol Tkanu (CTGF) sBisiercs BaxxHbIM 3 HekTopom
B nytu TGF-Oera, W ero SKcmpeccusi TOBBIINIEHA TNPU MHOTHX (HUOPO3HBIX
3aboseBanusx [45]. B uccnenosanuu Dziadzio M u coaBropoB ypoBenb CTGF 0but
YBEIIMYCH B KPOBU MAIIMEHTOB M KOPPEIUPOBAJ C aKTHBHOCTHIO 3a00sieBaHus 46

Ponb unTepnelikuHoB u xeMokuHoB B martoreHeze CCJl nemanoBaxna. NJI-6
SIBIISIETCS] CTUMYJISITOPOM CHHTE3a KOJIJIareHa. Y POBHU 3TOTO IIUTOKHHA MOBBIIICHBI Y
NAIMEHTOB CO CKJICPOJIEPMHUEH M KOPPEIUPYIOT C BBIPAKEHHOCTHIO TOPaKCHUs
koxu. Ho, T.x. JI-6 cexpeTupyercs kak ¢pubpobdiactamu, Tak U JTuM@onrTamMmu, ero
cnenuuyeckas poyib B mporpeccupoBanuu (pudpo3a 10 KOHIIA HE BbIsICHEHA. 47

JpyruM WHTEPICUKUHOM, TOBBIIIEHHAS JKCIPECCUS KOTOPOro MPHUBOJIUT K
M30BITOYHOMY TPOU3BOJICTBY KOJUIareHa NyTeM akTuBanuu (uOpoOIacToB, IO
nanaeiM - Distler JH wu  coaBTopos, apisiercss  WJI-4  (mpeumyniecTBEHHO
npoayiupyemsbiii Th2-xeanepubiMu kiretkamu) [48],

B marorenesze CCJI Takxke 0OTMEYAETCS y4acTHE TAKUX UHTEPIICUKUHOB Kak MJI-
l-anedpa, CXCL4 (mau dhakTop, aKTUBUPYIOIMIUA TPOMOOITUTHI 4), XeMOTaKCUUECKU
oenok monormroB (MCP)-1 u MCP-3.

Oubpo3 KOXKM U BHYTPEHHUX OPTaHOB, KOTOPBIN SBJISETCS MATOTHOMOHUYHBIM
Py CKJICPOACPMHH, 3aBUCUT OT PAa3BUTUA TOMYJSIIIUM  aKTHBHPOBAHHBIX
¢ubpo6IaCTOB, KOTOPHIE MPOU3BOJAT M30BITOK KOJUIareHa. B KiIeTOYHOW KyJbType
¢ubpobmacTel u3 KoXku U Jerkux nanueHToB ¢ CCJ/] neMOHCTpUPYIOT TOBBIIICHHYIO
AKTUBHOCTh IO CPAaBHEHHUIO C HOPMAJIBHBIMU KIETKaMH. In vivo KJIETKH C ITUM
(GeHOTHIIOM  JIOKAIM3YIOTCA B TEPUBACKYJSPHBIX TKAaHAX W B 00JacTIX
BOCTIAIMTEIIbHBIX MHPUIBTPATOB, TOrAa Kak (GuOpoOIacTsl HOPMAIBHOTO (PEHOTHIIA
COXpaHAIOTCA B ApYrux obnacTsax. He BbIAICHEHHBIM OCTaeTcs B KAaKOW CTENEHU
¢ubpoTHYECKHE TPOIECCHl  BBI3BAaHBI H30BITKOM TPOGUOPOTUUECKHX CUTHAIIOB
(IMTOKMHOB U (HaKTOPOB POCTA, ONMCAHHBIC PaHEE) MM OTCYTCTBUEM HEOOXOIMMBIX
TOPMO3HBIX CUTHAJIOB.

BepositHo, yto ummyHHas nuchyHkuus, npuBogsamas k CCJ, 3akmouaercsa B
oOpa3zoBaHuy  momyiaAanud  GuOpoOIACTOB,  CIMOCOOHBIX K  yCTOMYMBOMU
CBEPXIPOAYKIMM KoJularena. [lpyras rumore3a - OSIUTCHETUYECKas MOIYJIALUS
aKTUBHOCTH KJIETOK: B OJIHOM OJKCIIEPUMEHTE THUIEPMETHIMPOBAHUE O0IaCTH
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npomotopa reHa FLI 1 (MuHruOuTop cHHTE3a KOJUIareHa) BBI3BAJIO CTAOMIIBHYIO
MPOAYKUMIO M30BITOYHOTO KOJUIareHa u3 guopoo6s1acToB. 49

1.3. Kiaunuueckas xapakrepucruka CCJ{

XoTs1, caMbIM paHHUM cUMIITOMOB Yy nanreHToB ¢ CCJI, Kak mpaBuiio, sIBISETCS
apisieTcss (peHoMmeH PelfHO, KIMHWYECKHE MpU3HAKU 3a00JIEBaHUS Ha HaYaIbHBIX
CTaausAX MOryT ObITh pasHooOpasubiMu. [50, 51] OpgHako 3T CHUMITOMBI
HecnenupUIHbI U OYEHb PACIPOCTPAHEHBI CPEIM HaceleHus. Y YacTd MAIlUEHTOB
CCJ1 mposiBisieTcss BOCHAIMTEIBHBIM TOPAKEHUEM KOXH, OMYXIIUMHU MaJlblIaMH,
MOPAXKEHUEM  MBIIIEYHO-CKEJIETHOM  ammapaTypbl WM  KOHCTUTYIMOHAJIBHBIMHU
NPOSIBJICHUSIMH, TAKMMH KaK CJIab0CTh, ycTanocTh. [52] MHoraa y manueHToB yxe Ha
HaYaJIbHBIX CTAIUSIX HAOJIOMAIOTCS CUMIITOMBI MTOPAKEHUSI BUCIEPATbHBIX OPTaHOB,
KOTOpbIE MOXET BKJIOYaTh (UOpPO3 JIETKUX, JITOYHYIO THUIEPTCH3UI0, TOuYeyHas
HEJIOCTATOYHOCTD WJIH JKEJTyI0YHO-KHUIIIeUHbIe OCIoXHEeHUs [53,54].

Haunbonee xapakTepHbIM MECTOM IMOPaXEHUS KOXXH M OIMOPHO-JABUTATEIHLHON
cucteMbl mpu CCJ[ sBASIOTCS BEpPXHUE KOHEYHOCTH, OCOOCHHO KHCTH. XOTS
TUTIMYHBIMU TIPOSIBIICHUSIMU CKJIEPOJEPMUH SIBISIETCS CHHAPOM PeitHo u mHaypamus
KOXH, MMAIIUEHTHI TAKKE MOTYT KaJ0BaThCS HA OTEK PYK U MAJIBIIEB («OMYXIIIHUE PYKH))
u Oomu B cycraBax, uMuTHpytomue peBmatowaHblii aptpuT (PA). CycraBHbIC
cUMNTOMBI BecTpeyatorcs npumepHo y 10-60% nanueHTOB ¢ ckiepoaepMuend U Ha
MOMEHT IMOCTAaHOBKM JMArHO3a 4YacTO SIBJISIOTCS TMEPBOHAYAIbHBIMH IMPOSIBICHUSMU
3a0oneBanus. Tunuuneie nposBieHuss CCJl pyku BkitouatoT B cedst hpenomen Peiino,
VIUIOTHEHUE KOXHU TMaiblieB (CKICpOAAKTUIMUS), aTpodust MATKUX TKaHEH,
U3BS3BICHUS KOHIEBBIX (hajlaHT KUCTEH, aKpOOCTEOJIM3, KaJbIMHO3, IMOPaKEHUE
CYXOXHJIHM, KOHTpakTypel u aptpairuu [55]. Cunmpom PeitHo ycyryOnsercs
HMOIIMOHATIBLHBIM CTPECCOM WIIM XOJI0JIOM U 3aKJIF0YAeTCs B MU3MEHEHUH 1IBETA MaJIBIEB
¢ 6enoro (61eaHOr0) 10 cCMHETO (IIMaHO3) BIUIOTH JI0 KpacHoro (penepdy3uoHHOTO),
COOTBETCTBYIOIIEr0 (ha3zaM crmazMa COCYJOB, MIIEMUHU U PEAKTUBHAs TUIIEPEMUU
cooTBeTcTBeHHO [56]. mo mamueiM Hinchcliff M, Peiino BcTpeuwactcs vy 95%
nainueHToB. XoTs cuHapoMm PeitHo tunuueHn nia CCJl, ero MOKHO paccMaTpuBaTh
nzonupoBanHo (mepBuyHoe CP) wunam Moker OBITh CBA3aHHBIM C JAPYTHMH
BaCKYJIUTaMH W JIPYTUMH 3a00JICBaHUSMHU COCIUHUTEILHON TKaHU (BTopuuHbIe CP)
WM BO3JIEUCTBUAMHU XMMHUYECKUX BEIIECTB, HAPKOTHKOB WM OKPYXAIOIIEH Cpelibl
[57].

Koxa siBisieTcst HanOosee yacto BoBieueHHbIM opranoM nipu CCJl. Yronmienue
U YIJIOTHEHUE KOXH, KaK MPaBUJIO, BO3HUKAIOT HA pyKax W Jiuie. TelaHrusKrazuu
TaK)Ke 4acTO HAOMIOJar0TCs. Y TAIMeHTOB ¢ JJIOKATbHON (hOpMOI 00JIe3HU TTOPAKCHHE
KOXM BO3HHMKAeT AHMCTAIBHO OT JIOKTEM W KOJIEHEH, TOorja Kak y TMalHueHTOB C
muddy3Hol popMoit mopakeHNe KOHEUHOCTEH 3aXBaThIBACT 00JIACTH MPOKCHMAIIbHEE
[58].

JucranbHpie n3MeHeHus BkaoudaroT CP, CKIEpOAAKTWINIO, HCTOHYEHHE
MSATKUX TKaHEH, JUTUTAIbHBIC s3BBI M akpoocteosn3 [59]. McToHdyeHHMe MSTKHX
TKaHeW naibleB TecHO cBsizaHo ¢ CP u, mo mamueiM Resnick D, u coaBropos
BcTpeuaeTca oT 15% no 80% manuentoB ¢ CCJ. Ilo 3TuM ke AaHHBIM, 4acTOTa

akpoocteoym3a npu CCJl cwibHO Bapbupyer, HaumHas oT 20% mo 80% [60].
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AxpoocTeonn3 00BIYHO COTIPOBOXKAACTCS UCTOHYCHUEM MATKUX TKAHEH, HO CTCTICHb
pe3opOIMKU  KOCTH MOXET OBbITh HEMPOMOPLUUOHATBHONU. AKpPOOCTEOJIU3 HMEET
TEHACHIIMIO TIEPBOHAYAIHLHO BOBJICKATh JIAJOHHYIO TIOBEPXHOCTH M  MOXET
MPOrPECCUPOBATh BIUIOTH JO IMOSBICHHS CHMITOMAa « KOHYMKA Kapanmaiia» [60].
Pe3opbOmus KocTu Takke MOXET ObITh OOHapyXeHa B BEPXHEW 4acTH MeIuaIbHOTro
otnena ¢ 2 o 6 pedep, AMCTAIBHBIX OT/I€NIaX JIOKTEBON KOCTU U KIIFOUMIIBI, B HUXKHEH
yemocTi. Kabnudukanuy MITKUX TKAaHEH 0TMEYArOTCsT Ha BEPXHUX KOHEHYHOCTSAX Y
10-30% marueHToB W MOTYT OBITh TOJKOXHBIM MM OKOJIOCYCTaBHBIM, CO
CKJIOHHOCTBIO K JIOKAJU3allMA B KOHYUKAX IMAJIbIEB. DTH KaIbIIU(PUKAIIUN, BEPOSTHO,
BbI3BAHbI MECTHBIMH  COCYAUCTHIMH U (QuOpo3HbiMH  m3MeHeHusMu  [60].
[lepuapTukynsapHas KaablIUPUKAIIUSI MOXKET TaKKe OBITh OOHApYXKEHA 3a MpeeITaMu
PYK M HMETh «IMCTOOOPA3HBIM» WM JIOJbYATHI BHEIIHWN BHUA. YYUTHIBa,
ACUMMETPUYHOE paclpeieiicHue Kalulu(PUKaToB B JOMUHUDPYIOIICH pyKe H
pacnpoCcTpaHCHUE MOPAKCHHS Ha KOCTHBIC BBICTYIBI KOHYMKOB TAJbIICB, JIOKTSH U
KOJICH, MOXXHO TPE/IOJIOKUTh O BO3MOXKHOW pOJIM B TpPaBMbl B 0OOpa30BaHUU
kanbiupukato [60]. Hexkotopeie mcciemoBarenn oOHApYXUIM BO3MOXKHYIO CBSI3b
MEXTy KaJbIIMHO30M M JuMuTHpOoBaHHOU (hopmoit CCJI, mpu 3TOM HE HCKIIFOYaeTCS
POJIb MIEPUAPTUKYIISIPHBIX KAJTbIIU(DHUKAIIMN B KAUECTBE MPUYNHBI PO3HH CYCTaBOB MPH
CCJHI, a mapacnuHaibHAs KaJdbIUPUKAIUA MOXKET TIPUBECTH K CYKCHHUIO
MO3BOHOYHOTO KaHasa [61].

[lopaxkeHre CyXOXWIHH SBISIOTCS KJIACCMYECKHUM CHUMIITOMOM «OIIYIICHUS
TPEHUSI CYXOXWIUW», KOTOPBII MOXHO OOHApyXuTh TMpU  (U3HKAIBHBIM
o0cnenoBanrieM y mnaunueHtoB ¢ CCJI, mposBistomuiics B BHUAE KpeNUTALUU
CYXOXKWJIMH 3arsiCTUM, TajibleB, KOJEHEH W JIOABDKOK NpHU JBIKEHHH. TpeHue
CYXOXXWJIMA MOXET TaKKe€ BO3HHMKATh B IJIeYaX M JIOKTSAX. J[aHHBIA CHUMIOTOM, TIO
naHHeiM Resnick D u coaBTOpoB, mpuCyTCTBYIOT Y 53% manueHToB ¢ AUUQY3HOM
dopmoii 1 Tonbko y 5% ¢ mumuTHpoBanHoi dopmoit CCJI [60]. Hamuune Tpenuii
CYXOXHUJIUH TECHO KOPPEIHUPYET C JIErouHbIM (hrbpo3oM. TpeHre CyXOKUIui MOXKET
NPUCYTCTBOBAaTh Ha paHHEH cTaguu 3a00jeBaHUs, MHOT/A Jake Tepel HadaaoM
KOKHBIX H3MeHeHui [62].

CrubatenbHble KOHTPAKTYPBl pYK THIMYHBI U Habmonatores npumepao B 30%
ClIy4aeB. JTO TMAaTOJOTHYECKOE COCTOSHUE XapaKTepu3yeTcs Kak MpuMep
NEPUAPTHKYIAPHOTO (UOPO3HOTO TMopakeHUs cyctaBoB [61]. CrubatenbHbie
KOHTPAKTypbl TIpH (U3HKATHPHOM OCMOTpEe Hamnbojee BBIPAKEHB B TSCTHO-
dananroseix (I1D) u mexdananroseix (M®) cycraBax mpu GU3HKATEHOM OCMOTpE.
OTHU KOHTPAKTYPhl BTOPHYHBI MO OTHOMICHUIO K (UOPO3y KOXKH W CHHOBHAIBHOU
obomouku [60]. CrubatenbHbie KOHTPAKTYpbl, 1o JaHHBIM Erre GL u coaBTOpOB,
KoppenupyT ¢ auddysnoit opmoit CCJl, mamuuuem anturen mpotuB Scl-70 u
¢dubdbpo3om nerkux [61].

[Topaxenune cyctaBoB pacupoctpaneno npu CCJI, u, kak mpaBuiio, garie HOCUT
XapakTep apTpairuu ueMm aprpura [63]. Tem He MeHee, IPU3HAKK apTpUTA B CyCTaBax,
BKJIFOYAsl CY>KEHHE CYCTABHOMW IIIE€JIH, OKOJOCYCTaBHOM OCTEOINOPO3 M IPO3HHU HaCTO
PETHCTPUPYIOTCS Ha peHTreHorpaMmax pyk mamnuentoB ¢ CCJI [61,63]. B wactHoCTH,
no nanHeiM Randone SB u coaBTopoB, peructpupyerces y o 40% naruentos [61].
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CaMbIM 3HAYUTENBHBIM MTOPAKEHUEM CEPAECUHO-COCYAUCTON CUCTEMBI SABIISIETCS
(opMHpOBaHUE MPABOCTOPOHHEH CepJIeYHEH HEIOCTaTOYHOCTH H3-3a JIETOYHOI'O
ceplia BCIEACTBUU JIETOYHOW TMNEPTEH3UU. TeM He MeHee, IEPBUUYHOE MOPAKEHUE
cepaua npu CCJI sBnserca pacupocTpaHeHHbIM siBaeHueM. [Ipu Bekpeitun 10 80%
narenToB ¢ CCJI, xak coobmraercst Tzelepis GE, umeror ¢pubpo3 muokapna [64].
KnuHnyeckue CUMOTOMBI CEpAEYHOM HEJOCTATOYHOCTH oOTMevarorces y 15-35%
naneHToB, no gaHHeiM Champion HC wu coaBTopoB. Bomieuenue cepieuno-
cocyauctoir cucrembl B CCJl MMeeT Mmioxod MPOrHO3 S-JIETHEW BBIKUBAEMOCTH:
ypOBeHb cMepTHOCTH cocTaBiigeT 70% B Teuenue 5 net. 65 B cTpykType cMepTHOCTH
CCUH okono 20% npu CCJI coctaBisieT CMEPTHOCTh OT KapAHAJIbHBIX NMPUYUH, HE
CBSI3aHHBIX C JICTOYHOU TUNIEpTeH3UeH. 66 ®bpo3 MUOKap/ia U ullleMu4ecKas 00Je3Hb
cepllia SBISIIOTCS MATOJOTUSIMH, JIEKAIIUMU B OCHOBE OOJIBIIMHCTBA MEPBUYHBIX
3a0oneBanuii cepaua npu CCJI, KoTopble MOTYT NPUBECTH K TUACTOJIMYECKOU WIIH
CUCTOJIMYECKON ATUCPYHKIUU U aPUTMHUH.

KenynodyHo-KUIIEYHBIH  TPAaKT SBISIETCS BTOPHIM  HauWboJiee  YacThIM
nopaxeHHbIM opranoM y mnarueHToB ¢ CCJl, yaiie BcTpeyaeTcsi TOIbKO MOPaKeHUE
Kok [67]. CuMOTOMATHYECKOE TMOPAXKCHHUE IKEIYIOYHO-KUIICYHOIO TPaKTa
npucytctByeT B 50% cnyuaes. [lo 10% B ctpyktype cmeptHoctd CCJl MOryT OBITH
CBsI3aHbl C OOJIE3HBIO KEIYJOUYHO-KUIIEYHOTO TPaKT, MO JAHHBIM HCCIEIOBaHUS
Forbes A [67]. Xots Boieuenne JKKT vaie BcTpewaercs y manueHTOB ¢ quddy3HO
dopmoii  O0Ne3HH, TOpaKEHHWE THUIIEBOJIa TakXKe pACHpPOCTPAHEHO U TIpHU
mumutupoBanHoi popme CCJl. Kak u npu nmopa>keHuu APYTUX CUCTEM, IMOPaKEHHE
KEIYJAOUYHO-KUIIIEUHOTO TpaKTa TMPOUCXOIUT u3-3a (Gubpo3a, mnponudeparuu
SHIOTENINSI MEJIKUX COCYJIOB U HApPYLIEHUN B BEr€TATUBHBIX HEPBHBIX OKOHYAHUSIX U
¢ubpo3a. Moryt BOBIEKAThCS BCE OTHENBI KEITYAOYHO-KUIIEYHOTO TpakTa OT
NUIIEBOA 0 3aJHETO MPOX0/a.

o IUPOKOTO BBEJCHUS B B JeYeHue UHTHOUTOPOB
aHTHoTeH3UHNpeBpamatomero ¢epmenra (MAIID), ckiepomepmuyeckas IOUKa,
O0OBIYHO TIPOSBIISAIOMIMICS apTEepUATbLHON THUIIEPTEH3HMEH, ObllIa OCHOBHOM MPHUYHHOM
cmeptr narrenToB ¢ CCJI ¢ 10% -Holi BKHBaeMOCThIo B TeueHue 1 roaa [86]. C tex
MOp Kak B cxemy JieueHus Obuth BkiItoueHbl HAIID mpumepro 60% manueHToB OBLIO
JOCTaTOYHO MPOBEAEHUE BPEMEHHEIO JHANIN3a WIM NEPECTAIN HYKIAThCS B THATIN3E
coBceM. Ckiepomepmuyeckas nouka peructpupyercs y 10% namuentoB ¢ CCJl u
BcTpeuaeTcs nmpuMepHo B 10 pa3 vame y manueHToB ¢ muddy3Hoit dopmoit [67].
Hpyrue ¢akTopbl pUcKa BO3HHUKHOBEHHS CKJIEPOJIEPMHUECKON MOYKM BKIIIOYAIOT B
ce0sl UCIOIB30BaHUE BBICOKHUX 1103 (> 15 Mr / cyT) CTepouaOB, HalU4ME BBHINOTA B
nepukapae u anturen Kk PHK-nomumepase III [67]. [TogoOHO npyrum cuctemMam u
oprasam, MOBpEXJICHHE MOYEK MPHU CKIEPOJECPMHUN OMOCPEAYETCS IHAOTEIHAIBHON
IUCQYHKIMEH MENKHX COCyIOB, mponudepanued HHTUMBI H  CXOXE IO
npoucxoxaenuto ¢ CP [67]. Xponuyeckass modedHass MaTONOTHS MPHCYTCTBYET
npumepao B 80% ayromncuit OompHbix CCJI, a aprepuanbHas THIEPTEH3US,
POTEHHYpHS U a30TeMus radmomgaetcs y 50% marueHToB.

Ho cambiM BaykHBIM U c€pbe3HBIM BHCLEpaibHbIM ITposiBisiecHnemM CCJL ocraeTcs
nopakHue Jierkux. Ha paHHUX cTagusx MOpakeHUe JIErKUX MOKET IPOSBIIATCS CYXUM

KalllJIeM, OJBIIIKON npu (puanueckoil Harpy3ke u / win obuieit cinadbocTbio, 00JbIO B
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rpyAd. OTH CHUMIOTOMBI 4acTO WTHOPUPYIOTCS naunueHtamu. llpu ¢usukanbHOM
MCCJIEI0BAHUH MOXHO BBIIBUTh KPEMUTALMIO 110 TUNTY «TPECK LEeI0(aHa» B HUKHUX
oraenax Jerkux. Tem He MeHee, y HekoTopoll uactu mnauueHtoB ¢ CCJ-
aCCOLIMMPOBAHHOM MaTOJOTUEN JIETKUX MPOTEKAaeT 0€CCUMITOMHO, U (PU3HKATbHBIN
OCMOTp HE BBISBIISIET MATOJNOTUU. J(OBOJIBHO YaCTO KJIIMHUKA MPOSBIIAETCS TOIBKO MPH
oOmupHoM  (GUOPO3UPOBAHUU  JIETKUX W (POPMHUPOBAHUHU  JBIXATEIBHOM
HEJIOCTAaTOYHOCTH Ha no3aHen craauu UIJIL. [28].

1.4. CoBpemennbie MeToabl Auarnoctuxku CCJI

T.x. ckiepoaepMust SBISETCS ayTOUMMYHHBIM 3a00JIeBaHUEM, CHEIU(PUIHBIM
nabopatopHbiM MeToaoM auarHoctuku CCJl siBisieTcs BBISABJICHHE CHEIU(DUUESCKUX
ayToaHTUTEN. Y OOJBIIMHCTBA MAIUEHTOB UMEETCS MOJOKUTENbHBIN pe3yabTaT TecTa
AHA, a neratuBublii pe3ynbrar AHA, cBsizaHa c¢ 0ojee TSDKENbIM TEYEHUEM
3a0oneBanus. Jlns yMEHbIIEHUS pPHUCKa JIOKHOOTPHUIATENBHOIO  pe3ysbTara
peAnouTUTeNIbHEE TTPOBOANTE TecT Ha AHA HempsiMbIM UMMYHO(TyOPECIICHTHBIM
aHaJIM30M, ¢ ucnoib3oBaHueM kietok HEp-2 B kauectBe cyOcTpara. OTpunaTebHbINA
pesynbrar Tecta AHA y manueHTta ¢ CKIEpOTHYECKUM MOPAKEHHEM KOXKU JIOJKEH
HACTOPOKUTH Bpaya /i UCKIIOUEHHUS TCEeBAOCKIECPOJIEPMUN, TPUUMHAMU KOTOPOM
MOTYT ObITh Au(Y3HBIN (QacuuuT ¢ d03uHOGUINCH, HEPPOTCHHBIH CHUCTEMHBIN
¢Gubdpo3, CKIepOMHKCEIEMY, MapaHeOIIaCTHUSCKUN cCHHapoM [69].

I[Ipu CCJ I[lo3uTUBHOCTH K AHTHUIIEHTPOMEPHBIM aHTUTEIAM OOBIYHO
HaOro1aeTcd y manueHToB ¢ guMutupoBanHoil popmoit CCJ (ot 20% mo 40%).
Hanuuue antuten mpotuB Scl-70 cBszana ¢ nuddys3Hon dopmoit 3aboiieBaHUS U
HOBBIIIEHHBIM pUCKOM pa3BuTus UIJIL. YV nanueHToB ¢ MOJ0KUTEIBHBIM PE3YIHTATOM
Ha aHTHTENO K aHTU-PHK-momumepasy |11, oxunaercs 6onee Xyamuid mporaos3, mpu
3TOM HaOjromaercs 0oyiee OOIMIMPHOE TMOPAKEHHE KOXKU C TOBBIIIEHHON 4YacTOTOM
MOpaXEHUSI CYXOKUIIUN 1 00Jiee 4acToe pa3BUTHE CKIEPOACPMHUUECKON TTOYKH, XOTS
y HUX Oosiee Hu3Kas yactoTa Bo3HuKHOBeHHE MILJI [70]. Antutena k Th/To cBs3aHo
¢ numutupoBaHHoi ¢opmoit CCJ] u neroyHoi rurepTreH3uel, XOTsA y MaIllueHTOB C
A3TUMM aHTUTENaMM Takxke MoryT BcTpedaercss WUIIJI u ckiepomepmuueckas modka
[70]. Arturena x U1l / U12-RNP accomuupoBansl ¢ UI1JI, 9acTo TsHKEIBIM; OHAKO
TECThl Ha ATO AHTUTEJIO €IlIe MHUPOKO HE BHEAPEHBI B MPAKTUYECKOE UCIIOIb30BaHUE.
[71]

BBuay acMMOTOMHOCTH TE€YEHUS B pPaHHEW JIMATHOCTUKE MOPA)KEHUS JIETKUX
npu CCJI Oonpliyl0o podab WUrpaeT MHCTPYMEHTalbHAs JAUArHoctuka. B
MHCTPYMEHTAIIbHOW IUAarHOCTUKE MOPAKEHUS JISTKUX OCHOBHYIO POJIb UTPAIOT OLICHKA
(GYHKIIMHA BHEUTHETO JbIXaHUS W KOMIBIOTEpHAsT TOMOTrpadusi JETKHUX BBICOKOTO
paspenieHusl.

[To muenuto Schoenfeld S.R. u coasmopos, Tector s onenkn ®BJl - 310
KJIFOU€BOI KOMIIOHEHT B IMarHOCTUKE U JOJITOCPOYHOM HAOJIOCHUH 3a AllMEHTaMHU
¢ CCI-accouMMpoOBaHHOM IOPAKEHUU JIETKMX. BakHbIMU mapaMeTpamu sl OUECHKU
GYHKIMM  JIETKUX SBJISIIOTCS KU3HEHHAs €MKOCTb JIETKUX U Jud@y3uoHHas
CIOCOOHOCTD JIErKUX MO okcuay yriepoxaa. [lpu stom ypoBensb KEJI MoxeT ObITH

HUCIIOJIBb30BaH AJIA CTpaTI/I(bI/IKaI_[I/II/I IHanucHTOB IJIA no,u6opa neuenus. Ilo JaHHBIM,
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noyiyueHHbIM npu oocnenoBanuu 890 nauuentoB ¢ CC/, y 60% namuieHToB HE OBLIO
BBISIBJIEHO MATOJIOTMM JEerkux no gaHHeiM ypoBHS OB/ (FVC> 75%), 27% umenu
ymepenHoe cHmxkenue nokazareneid ®BJ[ (FVC 50% -75%), u'y 14% Oblia BoisBICHA
3HauntenbHoe cHkeHue ypoBHs XKEJI (FVC « 50%). Ilo nanubeim nutepatypst OBJI
ABJIAETCS HE TOJIBKO Ba)KHBIM KOMIIOHEHTOM JIMAarHOCTHKH, ONPEAENICHUS TaKTUKH
JICYEHHUS] M JIOJITOCPOYHBIM HAOJIOJEHUEM 32 MALKMEHTOM, HO TAKKE BBIMOJIHAET
MPOTHOCTUYECKYIO poJib. Tak, Mo JaHHBIM uccienoBanusa Bouros D u coaBTOpOB, B
xone koroporo 80 mnamumentam c¢ CCJl accouuupoBaHHBIM (HUOPO3UPYIOMIUM
albBEOJIMTOM, ObUIa TIpOBEJEHA OWOINCHUSl JIETKUX, O00Jiee HHU3KHE HadalbHBIC
nokasarenu ®BJ] ObuH CBA3aHBI ¢ OONBIIMM YpOBHEM cMepTHOCTH.[1, 4, 5].

B memom, aBTOpbl PEKOMEHAYIOT NPOBOJAUThH TIIATEIbHOE KIMHUYECKOE
HaOmonenue nauueHToB ¢ CCJl, KOHTPOIUPOBATh M3MEHEHUS! CEPACUHO-JIETOYHBIX
CUMIITOMOB, KaK NpaBWiIO, Kaxible 3-6 MecsueB. [Ipu oTCYyTCTBUM KIMHUYECKHX
u3meHenun ouenky OB/l cinexgyer nposoauts exeronHo. IIpu mporpeccupoBanuu
cUMITOMOB (OJIBIIIIKA WJIM Kailielib), oleHka @B/l momkHA TPOBOAUTHCS KaXKabie 6
MECSILIEB U MPU HAIMYUU u3MeHeHui no nanueiM @B/ ¢ mocienyrommM nposeaeHueM
KTBP [72]. Tectsl Ha ®B/I siByisifoTCst OOIMICTPUHATHIMUA METOIaMU JIJISl IUATHOCTUKH
CCU-accomuunpoanHoro UITJI co mo muenwuro 117 sxcnepros no Beaenuto CCJI [73].
IlepBble 5 7n€T mocie MOCTAHOBKM AMArHo3a HMEIOT pElIAloIIee 3HAYCHHE IS
passurtus UTUI, u nanueHThl JOHKHBI TIIATEILHO KOHTPOJIUPOBATHCS B TEYEHUE ITOTO
BPEMEHH.

Tect 6-MUHYTHOU XOABOBI - ATO MPOCTOE M HEMHBA3UBHOE MCCIIEIOBAHUE,
UCIIONIb3yeMOe JUIsl OLICHKM (YHKIMH JIETKMX Mpu 3a00JI€BaHUU JIbIXaTEIbHOU
cucteMbl. OIHaKO €ro ucrnoib3oBanue Ipu auarHoctuke CCJI-accounnpoBaHHOTO
NIJI orpannyeHa npesx;/ie BCero n3-3a PyHKIMOHAIBHBIX HAPYIICHUH ManueHToB. Tak
110 TaHHBIM HCCIIeA0BaHus, mpoBeaeHubM Buch M.H. u coaBropamu, y 163 narnueHToB
¢ UIJI B pesynbrate CCJ] nanHbie TeCcTa 6-MUHYTHOM XOJBOBI IIIOXO KOPPEIUPYET C
pesynbratamu orieaku OBJI [34].

Haubonee TOYHBIM METOJOM NMATHOCTHUKU WHTEPCTUIMATBHBIX 3a00JIeBaHUMN
nerkux mnpu CCJ] saBnsercs kommbloTepHas ToMmorpadus JErKUX BBICOKOTO
paspemieHusi. OH Oojiee YyBCTBUTENIEH, 4Y€M pPEHTTEeHOrpadus TPyIHON KIETKH,
0COOCHHO Ha paHHUX cTanusx [28].

HaubGonee  pacnpocTpaHEHHBIM  pPEHTI€HOTpaUUYECKUM  CHHIPOMOM,
BesiBIIIeMbIM Ha KTBP sBisercs Hecnenuduyeckas HHTSPCTUITMATBHAS TTHEBMOHHMS
(HCHUII). Ha KTBP rnaBueim mnpossienuem HCHII sBusercss ABycTOpoHHEe
CHW)KEHHE MTPO3PAYHOCTH B 0a3aJbHBIX OTJEaX B BUAE CUMIITOMA MAaTOBOIO CTEKJIA.
HCHII kiieTroyHOro THNAa XapaKTepU3yeTcs HAJIMYMEM CHMITOMAa MAaTOBOTO CTEKJa B
nepuOpOHXHaIbHOW 007acTH 0a3ajbHBIX OTHENbl JIETKHX, COYETAIoIeecs ¢
OTCYTCTBUEM NOpakeHUS B cyOruieBpaibHoM npoctpanctse. [Ipu HCUII pubpo3noro
TUIIA CUMIITOM MAaTOBOI'O CTEKJIa 4acTO codeTaeTrcs ¢ OpoHxoskTazamu. CUMITOM
MaroBoro crekina npu kiaeroyHom tune HCHII rucronormyecku Oosbliie
COOTBETCTBYET BOCHAIUTEIBHOMY XapaKTEpy MOPaXEHUS HHTEPCTULHAS U MOMKET
XOpOIIO OTpearupoBaTh Ha JiedeHwe, Ttoraa kak mnpu ¢ubpoznom tune HCUII
MPAaKTHYECKH He Tojaercs jJedeHuto [34]. CoroBoe jerkoe BCTpedaeTcsl PeKo.
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BropsiM 1o yactrote nposinenueM UIJI siBisercs oObluHasi HHTEpCTULMATbHAS
nueBmonust  (OUII), xapakrtepusyromiasics nepudepudyeckol u  0OazalibHO-
npeo0iajaomeil peTuKyIsiuued ¢ TpaKUMOHHBIM OpoHXoskTa3oM. Hapyiienus
APXUTEKTOHUKH, COThI U MOTEPs] 00BbEMa JIETKUX BCTPEUAIOTCS HA MO3JHUX CTaJMIX
00JIe3HU.

NHorpa BeTpedaeTcs M TPEeTUHM TUII ITOpakeHUsA Jerkux npu MIDI -
opranuzytouiasics naesmonus (OII), mposBistonascs JOKaJIbHBIMUA MPOSBICHUSMU
MaTOBOI'0 CTEKJIa WM KOHCOJIMJIalKel B 6a3aibHBIX OTAENAX C Nepuepuyeckum uiu
NepuOpPOHXOCOCYIUCThIM TpeoOnananueM. COTOBOE JIETKOE 4Yalle BCTPEYaroTcs y
NalyeHToB ¢ JumMuTupoBanHou ¢popmoit CCJ, yem y nanuenToB ¢ quddyzasim CCJI
[29].

VY nmanueHToB ¢ JIETOYHON apTepHallbHON TUIEPTEH3UEH, peHTreHorpadus uiu
KOMIIbIOTepHAas ToMorpadus 0ObIYHO MOKA3bIBAET yBEIIMUYEHHBIE JIETOYHBIE apTepUH,
HO apTepUH HOPMAJIBHOIO pa3Mepa He HCKIIYaroT nuaruos JIAT

Xapakrepuctuka MWIII, nomydyennas mno panHaeiMm KTBP, umeer Ttakxke
POrHOCTUYECKOE 3HAUCHHE. Y POBEHb OPAXKEHUs JIETKUX, JocTuratomuit oomnee 20%,
CBUJIETENIbCTBYET O MOBBIIIEHUH PUCKA JETaIbHOro ucxonaa [30].

B nenom cornacHo manubeM juteparypsl nanueHtaM ¢ CCJl pexoMeHayeTcs
THIATENIbHOE KIMHUYECKOE HAOMIOJICHHE JJii MOHUTOPHMHTA CEpACYHO-JIETOYHBIX
CUMIITOMOB, OCOOCHHO B MEpBbIC 5 JeT OT Hauaja 3adoneBanus. [lepBoie 5 net mocie
ne6rora CCJ] umeror pemaromiee 3HadeHue st passutus WIIJI, mostomy Bpauum
JOJIKHBI 0COOEHHO BHUMATEIBHO CJIEAUTD 32 JIESTOYHON CUMITOMATUKON Y MAIlMEHTOB
¢ CCJl c HemaBHUM JI€OFOTOM.

1.5. OcHoOBHBbIC NPUHIHUIBI JIeueHus mopaskenus jJerkux npu CCJI

IlepBeim miarom B BBeneHue manueHToB ¢ CCJl-accomuupoBanubiM UII
SBJISIETCS. BBISIBJIEHWE MAIMEHTOB C PUCKOM pAa3BUTHS U MPOrPECCUPOBAHUS
MHTEPCTUIIMATIBHOTO MOpaKeHUs JerKuX. JJig naeHTUPUKALUY TAIlHEHTOB C BBICOKUM
puckom UITJI MOXHO HCTIONIB30BaTh ONIPEICIICHHBIC AeMOTpauiIecKue, KIMHUISCKHE,
CEPOJIOTUYECKUE U PEHTIeHOTpapUIecKue NMpu3Haku. be3ycnoBHO, O Mepe pa3BUTHS
T€HETUYECKUX METOJIOB B MEJIMLIMHE U JlajbHelIero ucenenopanus naroreieza CCJ,
OyIyT COBEPIICHCTBOBATHCS OMOMapKephl U TeHETHUYECKHE MapKephl pucka Gudpo3a
nerkux. ['0X ¥ KoJjIeru, ucroiab3ys ucxoaasie nokazatenu @B/l u crenens Gpudpo3a
nmo paHHeiM KTBP nns mporHoswpoBaHus TporpeccHpoBaHus 3a00JIeBaHMS,
MIPEIIOKIITN MPOCTYI0 CUCTEMY CTaIUPOBAHUS, P KOTOPOU OOIIUPHOE TIOPAKECHHE
nerkux (> 20% mo manueiM KT) morpeOyeT MMMyHOCYNpPECCHBHOE JICYCHHE, B TO
BpeMs Kak orpaHudeHHoe 3aboneBanne (<20%) He TpeOyeT maHHO# Tepanuu. B
cuTyanusx, korjaa creneHb ¢puodpo3a Ha KTBP sBnsiercs HeonpeaeneHHbIM, YPOBEHb
XEJI Oyner ompenensiTh TaKTHKy JedeHus: npu mnporHoze </70% - nedeHwe
HeoOxoaumo, nipu nporHo3e> 70% - jedenue He HY)HO [75]. Takke CyniecTBYOT
JPYTUe€ CXEMbl, UCTIONb3YIONIUE Pa3IMUHble KPUTEPUH (IJIUTEIBHOCTH 3a00JI€BaHMUS,
Hanuuue JerouHbix cuMmntomoB, JKEJI, usmenenus va KT) nis onpeneneHus TakTUKA
nedenus [76].

3a nocienHue 25 1eT MMMYHOCYNPECCHUBHAs Tepanus CTajla pacCMaTPUBATHCS

ka ocHoBHas ctpaterus jgeueHuss UILJI mauuentoB ¢ CC/. Hpyrue dpopmer NI, kax
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Hampumep, wuauonarudeckuii  GuOposupyromuii  anpBeonut (MDA) He Tak
gyBcTBUTENIEH K UMMYHOcynpeccuu kKak UIJI nmpu CC/l. EnnHCTBEHHBIM ITpenapaTom,
MOKa3aBIIUi CBOIO A(OPEKTUBHOCTh B PAHAOMHU3UPOBAHHOM KOHTPOJIUPYEMOM
uccinenoBannu (PKUW) mnpu neuenun CCJl-accoumupoBannoro MIIJI sBisercs
nukinodocdamun. Ilo pekomeHgauu KCHEPTOB U Oiarojaps JaHHBIM, MOJTYyYEHHBIX
B pesynbtare 2 PKU (SLS | u FAST), EBpomneiickas Jiura mpoTuB peBMaTH3Ma
(EULAR) u EBpormelickas uccienoBareibckas rpymma ckiepogepmun (EUSTAR)
BKIIOUMIa nukiodochamun B nporokon sedenus WUIT npu CCJ [77]. Onnaxko,
HEJJaBHUI ompoc 3KcrepToB mo BeneHuto namueHToB ¢ CCJl, mokaszan OTCyTCTBHE
KOHCEHCYCa O PEIICHUSX IO JICYCHUI0 KaK IO HMHAYKIIMOHHOM CXeMme, TaK U MO
noaepxkuBaroriei cxeme [78]. He y Bcex marnuieHTOB HaOIIOIaETCs MOJOKHUTEIbHAS
TMHAMHKA Tpu TpueMe IMukiodochamMuga: NpUMEPHO y OJHOU TPETH CIydaeB
BBISBJIICTCSA  MpOJOJDKarolieecss CHmwkeHue GyHkuun Jerkux [79]. Bsuay
orpaHndyeHHor 3ddextuBHOCTH 1UUKIODOochamuna >PPEeKTUBHOCTh, a TaKkKe
VUNTHIBAS HAJIWYUE KPATKOCPOYHBIX M JOJITOCPOYHBIX PHUCKOB TOKCHUYHOCTH
npenapara, He00X0 UM MOUCK AJIbTEPHATUBHBIX IIPENapaToB UMMYHOCYITPECCHUHU.

Mukodenonst modpetun (MM®D) cuurtaercs Oosiee Oe30MacHBIM M MEHEe
TOKCUYHBIM aHAJIOTOM ITuKIIohochamuia yist JICUSHUs] ayTOMMMYHHBIX 3a00JIeBaHUH.
[To nmaHHBIM HECKOJIBKUX HEKOHTPOJUPYEMBIX KIMHHUYECKUX HCCEIAOBAaHUMU, OBLIO
BBISIBIGHO, 4TO0 MM® wMoXeT yiydmaTe WIM 3aMeIUTh MPOTrPECCUPOBAHKE
nopakenus Jierkux y naruertroB ¢ CCJI [80-89]. ITo npeapaputenbubiM qanasiM PKI
SLS |l, mpoBomsmierocs B HacTosiiee BpeMs s OIEHKH 3(P(HEKTHUBHOCTH H
0e30macHOCTH JAHHOTO IMpemnapara, B KOTOPOM MPOBOAUTCA CpaBHEHUE Teparuu
MM® (n0 1,5 r 1Ba pa3a B JIeHb) B T€UeHHE 2 JIET C IEPOPaTbHBIM IHKI0(Qochamuaom
(o 2 Mr / KT B JieHb) B TeueHue 1 rojia ¢ mociueayoM MpueMoM Iiamnedo B TeUeHne
nonoiHuTenbHOro roga y namueHtoB ¢ CCJI-accouunpoBanubiM UITTI (mpu Hanmuyuuu
CHW)KCHHSI TTHEBMATHU3AIlMU JIETKUX MO THIy MAaTOBOTO CTEKJa JIt0OOW CTENeHUu Ha
KTBP rpyanoii knetku MM® nokassiBaeT xopoinyio 3¢ dpekruBHOCTE MM,

OnyOnMKOBaHHBIA ONBIT TMPUMEHEHHS a3aTHONpPUHA Y TAIMEHTOB C
nopaxxkenrem Jerkux npu HILUI O6eur menee »¢ddekTHBHBIM, YeM MNPUMEHEHHE
mukinopochamuaa mwan MM®. [lo mannsim Nadashkevich O u coasTopos, 1o
pe3ysibTaTaM HCCIEAOBAHUS MO CPABHEHHWIO a3aTHONpPHUHA C IUKIopochaMuiaoMm y
nanueHToB ¢ auddysueiii popmoit CCJl, azatnonpuH, MO-BHAUMOMY, HE OKa3bIBa
BJIMSTHEE Ha TIpOrpeccupoBanue nopaxkenus aerkux [90].

Purykcuma0l, SIBISIFOIIMIICS MOHOKJIOHAJIBHBIM aHTHUTEJIOM, HaIpaBICHHOE
npotuB B-knerounoro anturena CD20, ObUT MPEANIOKEH B KAUECTBE MOTEHIIMATBHOMN
tepanuu s manueHtoB ¢ CCJI-UITJI. B uccnegoBanuu Daoussis D u coaBTopoB,
Tepanusi pUTYKCUMa0OM ObUTa CBsSI3aHA CO CTATHCTHYECKH 3HAYMMBIM YIIYUIICHHEM
nanHblx OB/l m xopomen nuHamukun Ha KTBP 1o cpaBHEHMIO C KOHTPOJIBHOM
rpymmoitax [91]. Ilo pe3ympraTam Jpyroro HCCICIOBAaHUS [0 THIY «CIydai-
KOoHTpobY, Yy 9 marmentoB ¢ UTTJI-CCJ] u3 63, moaydaBmmx puTyKCUMal 3a TISPHOT
HaOmoaeHus 6 mecsaneB nokaszarenu MIKEJI ocraBancs craOMIbLHBIM, a TTOKa3aTeln
DLCO yny4mmiauch MO CpPaBHEHHWIO C WCXOAHBIM ypoBHeM. Ho mpu sTom He
Ha0JII0/1aJI0Ch CYIIECTBEHHOW pa3HUIlbl B M3MeHEeHUsiX mnokaszateneit DLCO mexny

IpYIION, MTPUHUMABIIEH PUTYKCHMMA0 W KOHTpoJbHOW Tpymmoi. [92] [Ipu 3Tom He
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HaOJII0/1a7IOCh CEePhe3HBIX MOO0UHBIX 3P (PekToB He moctynano. Jig o0bEeKTUBHOMN
OLICHKU 3(P(EKTUBHOCTH U OE30IMAaCHOCTH PUTYKCHMMaba y MAalMEHTOB MOpPaXEHUEM
nerkux npu CCJl, B KayecTBE MHAYKIMOHHOW WM TMOIJIEPKUBAIOLIECH TEpamuy,
HE00X0IMMO MPOBEJICHHE B MPOCHEKTUBHOTO ABOMHOIO ciaenoro PK

Knerounas tepamnusi, TpaHCIUIAHTAlUS ayTOJOTMYHBIX CTBOJIOBBIX KIIETOK
(TACK), Obula pa3paboraHa i TOJABICHUS AayTOPEAKTHUBHOCTH HMMMYHHOMN
cuctembl. TACK-Tepanus, cBsi3aHa C BBICOKOW CMEPTHOCTBIO M3-3a MH(PEKIIMOHHBIX U
IPYTMX OCJIOXXHEHHWH, IMO3TOMY 3TOT METOJl OCTAETCS SKCIEPUMEHTAIbHBIM U
MpeaiaraeTcsi B OCHOBHOM OTJIEJIbHBIM MallME€HTaM, HaXOASIIMMCS B 30HE BBICOKOTO
pucka cMmepTHOCTH. [IpaBuibHBIA OTOOpP MALMEHTOB JJIs JAHHOTO BHJIa Teparuu
COBEpILIEHCTBYETCS IO MEpe HccleqoBaHus (akTopoB pucka il JieueHus. B
HACTOSIEEe BpPEMsI MPOBOAMTCS HECKOJBKO MYJIBTUIIEHTPOBBIX MCCIEIOBAaHUMN s
oneHkn dpdexkruBHocTH U Oe3omacHoctd TACK, Takue kak AyTonoruyHas
TpaHCIUTaHTanus B JiedeHun ckiaepogepmun (STAT), HccienoBanue mpUMEHEHHUs
UMMYHHOU CYIpPECCUH METOJIOM MEPECaJKN ayTOJIOTHYHBIX CTBOJIOBBIX KJIETKAaX MpU
CC/1 [ASSIST] u npyrue, o npeaBapUTEIbHBIM PE3yJbTaTaM KOTOPBIX YIyYIlIaics
nokasareib JIOJATOCPOYHOTO BBDKMBAHMS 10 CPAaBHEHHIO C  MAlMEHTaMU,
nojay4yaBIiruMu nukiaopochamua. [93]

B nononHeHue K BBIMICYNOMSIHYTHIMY MMMYHOJIETIPECCAHTaM, B HACTOSIIEe
BpeMsi u3ywaroTcs HoBble mnpemnapathl s jedeHuss CCJl, Bkitouas HHTUOUTOP
penentopa MJI-6 (Tonunuzymab), KoCTUMYIATOpHBIN O1okaTop T-kieTok (abaTarent)
¥ MOHOKJIOHaJIbHBIE aHTU-B antutena (6enumymad).

HecMoTpst Ha BBICOKYIO YaCTOTY BO3HUKHOBEHHS PuOp0o3a, BeAylee K O0JIbIIOHN
cmeprrocth ( 45% Ttonbko B ctpanax EBpombl u CHIA mo manasim Wynn TA), [94]
3¢ (PEeKTUBHOCTh TPUMEHEHUsI aHTU(PUOPOTHUECKHX IpernapaToB ouyeHb HHU3Ka. Ha
CTaINM KJIMHUYECKUX MCCIICIOBAHUIN HAXOIATCA 2 HOBBIX Ipenapara, mupHEeHUI0H U
HUHTenaHuO, /i yiedeHus: namuenTtoB ¢ UIIJI. O6Ga mpemnapara, neldCTBYIOT MyTeM
HOJABJICHHUS dKCIpeccuu win nepemaun curHanmoB TGF-b.  Taxke uccaemyrorcs
JIpyTHe HOBBIE TEPANEBTUUYECKUE CPEJCTBA, KOTOPHIC HAICJIEHBI HA CHEIU(UYECKUE
dakTopsl pocTa, MUTOKUHBI WU MexaHu3Mbl (Hampumep, CCN2 wiM aHTUTENO K
dakTopy pocTa COCIWHUTEIHHOW TKaHW, TOIMIM3YMad, MENTHA, MOJYyYEHHBIN W3
sHAocTaTHa-1). CylliecTByIOT AEHCTBYIONIUE JIEKAPCTBA, KOTOPBHIE MOTYT OBITh
MCITOJIb30BaHBI JIs JieueHus: pudpo3a (HarmpuMmep, arOHUCT PEleNTOpa aKTUBUPYIOIIEe
MEpPOKCMM ( TepokcuMa, [Hampumep, pocuriutasoH]|, [95-97] craTmHOB
[po3yBacTaTtuH], [98] (TOPXHUHOIOHOBBIX AHTUOMOTHKOB [Hampumep,
unpoduiokcanut], [99] u mHrHOUTOPHI TpoMOWHa [Hampumep, madurarpan] [100].
YuuteiBas, yro natoreHe3 ¢uoposza mpu CCJl cloXeH M COCTOMT M3 MHOXKECTBA
MEXaHU3MOB, MOKET MOTPeOOBAThCS BKIIOYCHHUE B JICUCHUE TAIIMEHTOB PAa3TMYHBIX
JIEKapCTB, KOTOPHIE BIUAIOT HA Pa3HbIC ITYTH.

YuuthiBasg OTCYTCTBHE BBICOKOI(()EKTUBHON MEIUKAMEHTO3HOW Tepanuu, y
HEKOTOPBIX MalMEHTOB (UOpO3 Mmporpeccupyer A0 KOHEYHOM cTaauu 3a00JieBaHUS
nerkux. [lepecagka Jierkoro paccMaTpuBaeTCs KaK ajlbTEPHATUBHOE JIEUEHUE IS
OTJICJIbHBIX TMAlUEHTOB, Yy KOTOPBIX MPOUCXOAUT MPOTpPECCUpOBaHUE 3a00JI€BAHUS
HECMOTpsI Ha MeJaukaMmeHTo3Hyto Tepanuio. llammenter ¢ CCJl-acconmupoBaHHMBI

NIJI He ABISIOTCS NPUOPUTETHBIMU KaHIUAATAMH HA MTEPECATKY, YUUTHIBAS BHICOKYIO
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pPacupoCTPaHEHHOCTh TacTPO330(areasibHoro pedIirokca, COMYTCTBYIOIIETO €My
pPHUCKa IPH aclIUpalliy U PUCK OTTOPKEHUS ajtoTpaHciuianTara. [lo nanaeiv De Cruz
S, u coaBTOpOB BBIsIBIIEHO, uTO MeHee 1% (196 u3 25 260) Bcex TpaHCIUIaHTAIUH
Jerkux, nposenaeHHbX B Coequnennbix [ltatax ¢ suBaps 1988 roma nmo ausape 2013
rojia Mo MOBOAY TEPMUHAIBHOM CTaiuu 0OJIE3HU JIETKUX OBUIN CHENAHbl Y MAllUEHTOB
c CCJ] [101]. Tem He MeHee, B MO JaHHBIM JIUTEPATYpPbI, Y MAIMEHTOB IOCIEC
nepecajku Jerkux He Obuio BbisiBIeHO peuuauBoB CCJl B amioTpaHCIUIaHTaTe
aerkoro [102].
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I'IABA 2. MATEPUAJIBI U METO/bI HCCJIEAJOBAHMUSI.
2.1 XapakrepucTuka 00beKTOB MCCIe10BAHUS

B xone uccnenoBanust O6bu1 00cnenoBad 41 mauuMeHT ¢ AMArHO30M CUCTEMHOM
CKJIEPOJEPMHUH B Bo3pacTe oT 29 1o 65 net Ha 0a3ze otneneHus aprposgorun Hayuno-
MCCJICI0BATEILCKOTO0 HHCTUTYTA TPABMATOJOTUN U OPTOICINU, OTACIICHUS TCPAITHH
I'KKII na ITXB ropoackast knunudeckas OonbHuna Ne2 B mepuoa ¢ 2017 mo 2018
roja.

Cpennuii BO3pacT MAIMEHTOB COCTAaBISI 54 TOoJAa C MHTEPKBAHTHIIBHBIM
pa3zmaxom 45-61 roa. Cpeau manueHToB rnpeodiiaaaiu xeHiuabl 39 uenosek (95%).

HccnenoBanre mpoBOAMIOCH COTIIACHO STUYECKUM MPUHITATIAM, 3aKTFOYCHHBIM
B XEIbCUHCKOHN JCKIapamuu, U ObUTO 0JJ00PEHO JIOKATBHBIM dTUYECKUM KOMHTETOM
AO «MeauuHCKOTO yHHBepcuTeTa AcTaHay (MpOTOKON 3acedanHuss KomureTa 1o
Otuke AO «MYA» Nel ot 16.02.17 roaa, npuinoxenue A).

OCHOBHBIMHM KPUTEPUSIMH BKJIIOUYCHUS TMAIMCHTOB B WCCIICIOBAHUE SIBJISIUCH
NOJIMMCaHHOE WH()OPMHUPOBAHHOE COTJIACHE IMAIIMCHTAa HAa Y4acTHUE B KIMHUYECKOM
MCCJICIOBAHNY U YCTAHOBIICHHBIN JIMarHO3 CHCTEMHOMN CKJIEPOJICPMUH.

JInarHo3 CUCTEMHOMW CKJICPOJACPMHH BEPUPHUIIUPOBAIICS HA OCHOBAHWUHU JIAHHBIX
coopa »kano0, aHamHe3a 3a00jeBaHUS U KU3HU, KIMHUYECKOrOo M JabopaTopHO-
MHCTPYMEHTAJIBLHOTO OOCJEeIOBaHMUS M BBICTABISUICS COIJIACHO MOCTABJICHHBIN IO
kputepusim EULAR/ACR 2013 roga [kinuanueckuii mpotokoia M3PK Nel2 ot «29»
CeHTAOps 2016 roja,
http://www.rcrz.kz/old/docs/clinic_protocol/2016/2%D0%BF%D0%B3/%D0%A2%
D0%B5%D1%80%D0%B0%D0%BF%D0%B8%D 1%8F/%D0%A0%D0%B5%D0
%B2%D0%BC%D0%B0%D1%82%D0%BE%D0%BB%D0%BE%D0%B3%D0%B
8%D1%8F/10%20%D0%A1%D0%B8%D1%81%D1%82%D0%B5%D0%BC%D0
%BD%D0%B0%D1%8F%20%D1%81%D0%BA%D0%BB%D0%B5%D1%80%D
0%BE%D0%B4%D0%B5%D1%80%D0%BC%D0%B8%D1%8F.pdf].

OcHOBHBIE KpUTEPUU UCKIIOUEHHUS TMAIMEHTOB: BO3pacT cTapmie 65 e,
COITYTCTBYIOIIAsl TIATOJIOTHSI OPTAaHOB JBIXaHUS B aHAMHE3€, MPUEM METOTpeKcaTa B
aHaMHe3e, 0TKa3 OT y4acTus B uccienoBanuu (N=9).

Jlu3aiiH wWccleIoBaHUsA: OJHOMOMEHTHOE TmonepeyHoe (TpeicTaBlieH Ha
pucyHke 1).
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http://www.rcrz.kz/old/docs/clinic_protocol/2016/2%D0%BF%D0%B3/%D0%A2%D0%B5%D1%80%D0%B0%D0%BF%D0%B8%D1%8F/%D0%A0%D0%B5%D0%B2%D0%BC%D0%B0%D1%82%D0%BE%D0%BB%D0%BE%D0%B3%D0%B8%D1%8F/10%20%D0%A1%D0%B8%D1%81%D1%82%D0%B5%D0%BC%D0%BD%D0%B0%D1%8F%20%D1%81%D0%BA%D0%BB%D0%B5%D1%80%D0%BE%D0%B4%D0%B5%D1%80%D0%BC%D0%B8%D1%8F.pdf
http://www.rcrz.kz/old/docs/clinic_protocol/2016/2%D0%BF%D0%B3/%D0%A2%D0%B5%D1%80%D0%B0%D0%BF%D0%B8%D1%8F/%D0%A0%D0%B5%D0%B2%D0%BC%D0%B0%D1%82%D0%BE%D0%BB%D0%BE%D0%B3%D0%B8%D1%8F/10%20%D0%A1%D0%B8%D1%81%D1%82%D0%B5%D0%BC%D0%BD%D0%B0%D1%8F%20%D1%81%D0%BA%D0%BB%D0%B5%D1%80%D0%BE%D0%B4%D0%B5%D1%80%D0%BC%D0%B8%D1%8F.pdf
http://www.rcrz.kz/old/docs/clinic_protocol/2016/2%D0%BF%D0%B3/%D0%A2%D0%B5%D1%80%D0%B0%D0%BF%D0%B8%D1%8F/%D0%A0%D0%B5%D0%B2%D0%BC%D0%B0%D1%82%D0%BE%D0%BB%D0%BE%D0%B3%D0%B8%D1%8F/10%20%D0%A1%D0%B8%D1%81%D1%82%D0%B5%D0%BC%D0%BD%D0%B0%D1%8F%20%D1%81%D0%BA%D0%BB%D0%B5%D1%80%D0%BE%D0%B4%D0%B5%D1%80%D0%BC%D0%B8%D1%8F.pdf
http://www.rcrz.kz/old/docs/clinic_protocol/2016/2%D0%BF%D0%B3/%D0%A2%D0%B5%D1%80%D0%B0%D0%BF%D0%B8%D1%8F/%D0%A0%D0%B5%D0%B2%D0%BC%D0%B0%D1%82%D0%BE%D0%BB%D0%BE%D0%B3%D0%B8%D1%8F/10%20%D0%A1%D0%B8%D1%81%D1%82%D0%B5%D0%BC%D0%BD%D0%B0%D1%8F%20%D1%81%D0%BA%D0%BB%D0%B5%D1%80%D0%BE%D0%B4%D0%B5%D1%80%D0%BC%D0%B8%D1%8F.pdf

NaymeHTbI C CUCTEMHOM CKAepoaepmueit
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2. KAMHWYECKMI OCMOTP
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<
N

1. JlabopaTopHoe 1ccnefoBaHue
2. CnupomeTpwusa, MyabCOKCMMETPUA
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OLI,EHKa KNNHUYECKUX, na6opaTopr|x, d)yHKLI,VIOHa}'IbeIX, PEHTIEHONOTUYECKUX noKasaTenem

PucyHok 1 — qu3aiiH uccieqoBaHus

2.2. MeToabl HCCJIEIOBAHUSA

B xome xmumHWMYecKOro oOCIENOBaHMA BCE MAIMEHTHl OBUIM OCMOTPEHBI
COBMECTHO C JIOTIeHTOM Kadeapsl, pematonorom Kapunoit K.K., 6611 mpoBeeH coop
XKamo0, anaMmHe3a 3a0o0eBaHUs W JKU3HU, BKIIOUYABIIETO B ce0s TIIATEIBHBIA COOP
aHaMHe3a Ta0aKOKypeHHs, 3a00JIeBaHMN OPraHoOB JbIXaHUs, MPOU3BOJICTBEHHBIX
BpeaHocTel (paboTa ¢ XMMHUYECKHMH, PAJAHNOAKTHBHBIMH CPEICTBAMH, JIUTEIHHOE
BO3JICHCTBHE X0JI0Aa, BUOpAIMK), OOBEKTUBHBIA OCMOTP.

Kpome storo, manuentamMm mpoBOAWINCH TaKHe J1aOOpPAaTOPHBIE HCCIEN0OBaHUS,
Kak oOmuii aHanu3 kpou U moun (OAK, OAM), OuoxuMuUyecKue aHaau3bl KPOBU
(BAK) c onpenenennem ypoBHs obiiero 6enka, C-peaktuBHoro 0enka (CPB).

NHcTpyMeHTallbHAast ~ UArHOCTUKA  MPOBOAWIACHE B JUArHOCTHYECKOM
ornenenun  kaMHUKH AO «KI'MK» ropoga Acrtana. KomnbiorepHast Tomorpadus

IPYJHOTO CETMEHTa MPOBOJAUIACH HA 66-CPE30BOM KOMIIBIOTEPHOM ToMoTrpade (Bpau
27



Kum JI.LA.), OCHAILIEHHOTO PEHTT€HOBCKON TPYOKOM M JE€TEKTOpOM IMIHpUHON 40 MM
co ckopocTbio 06opoTta 0,35 cekyH]1, MOLITHOCTh TeHepaTopa 72 kBT.

OXO-KI' mpoBogunach Ha YHUBEPCAJbHOM  YIIBTPa3BYKOBOM CKaHEpPE
AKCIEPTHOTO KJIacca, OCHAIIEHHOTO TEXHOJIorue oO0beMHOM HaBuranuu, GPS-
MOoJ00HON TEXHOJIOTHEH Ui BU3YaJIbHOT'O OTCJICKMBAHUS TO3UIMHM B Tpolecce
CKAaHUPOBAHUS U BHICTABJIICHUSI MAPKEPOB JIJIsI MOCIEAYIOMIETO OBICTPOr0 HAXOXKICHUS
AHATOMUYECKUX CTPYKTYpP MPHU MPOCMOTPE C APYroro yria 3peHusi 1 HHCTPYMEHTOM
Scan-AccucTeHT, TMO3BOJISIIONIMM Bpady MPEeABAPUTEIBHO 3alporpaMMUPOBATH
HauOoJIee YacTO BBIMIOJHSAEMbIC JEUCTBUS, @ BO BPEMsS CKAaHUPOBAHUS IMO3BOJIUTH
CHUCTEME camMOil MPOU3BOUTH JieTalbHbIe MaHUNYJISAIUU (Bpad bateipbaesa [[.A.)

CnupoMeTpusi MPOBOJUIACHE C TOMOIIBIO KOMIBIOTEPHOTO CIHUPOMETpa C
JMara3oHoM U3MepeHusi 00beMHOM ckopocTu Bo3ayxa oT 0 o 1.5 n/c ¢ nonmyckaemoit
OTHOCHUTEJIbHOW MOTPEIIHOCThI0 U3MEPEHUsT 00beMHOM CKOpocTH Bo3ayxa +3% I
HNuamna3on wusmepeHuss o0veMoB Bosayxa or 0.1 mo 12 1, ¢ pomyckaemoi
OTHOCHUTEJIbBHOM TOTPEIIHOCThI0 M3MEPEHUsI 00BEMOB BO3yXa: OTHOCHTEIHHOW B
nuanasoHe ot 2 jo 12 1.

[TynbcokcumeTpusi MPOBOIUIACH C TIOMOIIBIO MOPTATUBHOTO MYJILCOKCHUMETPA,
OCHAIIICHHOTO KUIKOKPUCTALTNYECKUN HHAUKATOPOM, IMO3BBOJISIOIIMM TPOBOIUTH
uccieaoBanre kuciopoaHoi carypaiuu (SpO2) B auamazone usmepenus ot 70% 10
99%, ¢ morpemHoCcThIO U3MepeHus: oT 81% 10 99% - £ 2%, ot 70% m0 80% - + 3 %,
yacroTta mynbca (PR) B nuamason usmepenust ot 30 10 235 ya./MuH, ¢ TOTPENIHOCTHIO
u3Mmepenus ot 30 10 99 yu./mun - £ 2 ya./muH, ot 100 10 235 ya./mMuH - + 2 %

2.3. CtaTucTHYEeCKHMI aHAJIU3
CratucTnueckas o0padoTka HAHHBIX MIPOBOJANIIACH COTJIACHO
OOIIETPUHATHIM Ha OCHOBAaHMH CTATUCTUYECKOTO makera IBM Statistics 22 Bepcusi.

JIns onucaHWs KOJMMYECTBEHHBIX IPU3HAKOB HCIIONIB30BAIUCH YHUCICHHBIE H
rpaduyeckue MeTonbl. BenencTBum Toro, 4To YMCICHHOCTh BHIOOPKHU cocTapisiia 41
OOBEKT U3 YUCIECHHBIX METOJIOB I IPOBEPKH HOPMAJILHOCTH PACTIPEACIICHUs ObLIN
UCILTB30BaHbI Kputepuid Lllanmmpo-Yuka 115 MaasiX BEIOOPOK, KpUTEPUM aCCUMETPUHN
U DKCIIECCa, CpPAaBHEHUE TaKUX XapaKTEPHUCTHUK paclpelesieHuss Kak CpeaHee
apupmeTndeckoe, wmeamana. M3 rpaduyeckux METOJOB MPOBEPKH  ObLIH
HCIIOJIb30BaHbl METO/bl MOCTPOCHUSI THCTOTPAMM pacClpeleseHUs M KBAaHTUJIBbHBIX
nuarpamMm. B pesynbsrare qaHHOTO aHanu3a ObLIO BBIABICHO, YTO B JJAHHOUN BBIOOpPKE
KOJIMYECTBEHHbIE NpPU3HAKU HE Tmomyiexkar HopMmainbHoMy  (I'ayccoBckomy)
pacrpeesieHuI0 U B CBSA3M C Y€M JaHHbIE MPU3HAKU OBLUIM OMNUCAHBI C MOMOIIBIO
MEAUaHbl U 25-75 TpOUCHTUIICH.

JInsi OLEHKH pa3iuyuil KOJWYECTBEHHBIX MPU3HAKOB, OBLI HCIOJIb30BaH
HEMapaMeTPUUYECKUN KpuUTepuil MaHHA-YUTHM 0pU CTaTUCTUYECKOM aHaJIu3e,
BKJIFOUYABIIEM 2 TPYIIIBI C KPUTHYECKUM ypoBHeM 3Haunmoctu <0,05, u xpurepuid
Knackepa-Yomiuca npu CTaTUCTHUECKOM aHaIW3€ ISL 3 TPYNI C KPUTHYECKUM
ypoBHeM 3Haunmoctu <0,017.

JI71s1 onucaHusi KAYECTBEHHBIX MPU3HAKOB ObLI UCIIOJIB30BaH KPUTEPUN COTTIACHS
x> (Xu xBagpar IImpcoHa) C HOMOIIBKO MOCTPOEHMS YETHIPEXIONbHBIX TAOJIHIL
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COMPSKEHHOCTH, JUIsl KaKJIOTO IMPU3HAKA MPOU3BOAMJIICA MOJCYET JOBEPUTEIBHOIO
WHTEpBaJla C HaJEeXKHOCThIO 95% MomuduuupoBaHHBIM MeTonoM Banbaa kak
HanOojee ONTUMAJbHBIA METOA JUIsi MallbIX BBIOOPOK C MOMOILIBIO OHJIANH
KasbKyssiTopa https://www.graphpad.com/quickcalcs/conflnterval?/.

B nmanHOit paboTe BMECTO KJIACCHYECKOTO JIMHEWHOro Kod(dduiueHta
koppessit  [Tupcona Obul MCHONB30BaH paHroBbld ko3 duuueHnt CnupMmeHa c
OLICHKOM CWJIbl KOpPPEJSILIMOHHOM B3auMOCBsi3M 1o Yennaoky, Kak Oonee
MPEANOYTUTETbHBIN KO PUIIMEHT 711 OLIEHKU KOPPENISALIMI MaJblX BBIOOPOK.
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I'nasa 3. PE3YJIBTATBI UCCJIEJOBAHUSA
3.1. ITos10BO3pacTHAS XapAKTEPUCTUKA UCCJIeI0BAHHBIX NALIUEHTOB

[lo  pe3ymprataM  KIMHHYECKOTO, 71a60paTOPHO-UHCTPYMEHTAIBHOTO
o0cieToBaHMs MOPaKEHUE JISTKUX Pa3IMYHOM creneHu Obuto BhIsABIcHO y 21 (51%)
MalMEeHTa, KOTOPBIM OB BEpUPHUIIMPOBAHO NOPAKEHUE JIETKUX, ACCOLIMMPOBAHHOE C
CCU. Otu nauueHTsl ObTM 00bEIUMHEHBI B NIEPBYIO (OCHOBHYIO) rpynny. IlanueHTsl,
y KOTOpPBIX TMOpaXEHHE JIETKMX HE ObUIO BBISBIEHO, COCTABWIM BTOPYIO
(KOHTPOJIBHYIO) TPYIIY.

Tabnuia 1 - CpaBHUTEIBHBIN aHAIN3 TAIMEHTOB | U 2 TPYIIIBI IO BO3PAcCTy.

ITanueHTHI C ITanuenTnl 0e3
nopakeHueMm NnopaskeHust
Jgerkux Me (25, | aerxkux Me (25,75),
75), n=21 n=20
Bospact Ha MOMeHT 55 (48, 62) 51,5 (39, 61)
o0cIeT0BaHuA
Bospact Ha MOMeHT 43 (27,52) 385 (29,52)
Ha4vaja 00J1e3HH

Bospact uccnenoBaHHbIX MalMEHTOB B NMEPBOM IpyIine BapbupoBai ot 29 a0 65
neT, ¢ Me=55 ¢ uHTepKBapTUIBLHBIM pazMaxoM 48-62 roaa, B BTopoii rpymie oT 34 1o
64 ¢ Me=52 c MHTepKBapTWIBHBIM pazmMaxoM 39-61 rog.

70,00

60,00

50,004

BO3pacT

40,00

30,00 8

20,00

| T
mrynnahel mynnahe2

rpynna

Pucynok 2 - CpaBHUTENBHBIN aHAN3 MAIMEHTOB MEPBOM M BTOPOM TPYMITBI TIO
BO3pacTy.
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[Ipy oueHke pasauuuii MeEXAy TPYNIAMUA TAIUMEHTOB MO  BO3PacCTy
CpPaBHUTENbHBIA aHAIU3 TapaMeTpPOB COTJIACHO Kputepuro MaHHa-YUTHH ObLI
cratuctuiecku He 3HaunM, (U kputepnii=66,5, Z= -0,855, p=0,392)

Tabnuua 2 - Pacnipesienenyie naMeHToOB M0 BO3PACTHBIM IPYIIIIAM.

I'pynmsl Bo3spactable rpyninsl

18-25 26-44 45-59 60-75
['pymma Nel,(n=21) - 7 (33,3%) 10 (47,6%) | 4 (19%)
['pyra Ne2, (n=20) - 5 (25%) 8 (40%) 7 (35%)
Bce, (n=41) - 12 (29,3%) |18 (43,9%) |11 (26,8%)

Kak cnegyer w3 Ttabnwmel 2, Oonbimyio dacte mnamueHntoB ¢ CCJI-
aCCOLIMUPOBAHHBIM TOPAKEHUEM JIETKUX COCTABUJIM JIMIA TPYAOCIOCOOHOTO
BO3pacTa.

B xon1e m3yueHus reHIepHBIX XapaKTePUCTHK OBIJIO BBISBICHO, YTO UCCIIECTyEeMbIe
TPYIIBI COMTOCTABUMEBI TI0 TIOJIOBOMY MPHU3HAKY T.K. B 00€HX TPyIIax Mpeodagaim
JUIA KEHCKOTo ToJia, 4YTo coctaBmiio 95,2% B rpynme MmaiveHToB C MOPaKEHUEM
JIETKUX U COOTBETCTBEHHO 87,5% B rpyIine nanueHToB 0e3 nopaxeHus jerkux ¢ 95%
J 75,6-99,9 % u 54,3-99,9%.

CpaBHUTENBHBIM aHATU3 IMAlMEHTOB MEPBOM M BTOPOW TPYMIIBI MO TOJIOBOMY
NPU3HAKY HE BBISIBIII JIOCTOBEPHBIX pa3IUYUN COTJIACHO KPHUTEPHUIO COTJIACHUS
IMupcona, ¥?=0,540, df=1, p=0,483 (pucynox 3).

95.20%
87.50%

12.50%

4.70%
[

rpynna Nel, n=21 rpynna Ne2, n=20

B MysKcKkovi non M KeHcKkuii non
Pucynok 3 - ['eanepHoe pacrpeaesieHne cpeau MariueHToB MepBOi U BTOPOi
TPyII.

B cBs131 ¢ MOMy4eHHON NOJIOBO3PAaCTHOM XapaKTEPUCTUKON MOKHO YTBEPK/IATh,
YTO MPEJICTABICHHBIE TPYIIbI OJHOPOHBI U MOTYT OBITH COITOCTABUMBI IO BO3PACTY,
MOJy M STHUYECKOMY pacrpeneiieHuto. Kpome Ttoro, anamms3 Bo3pacta W Iona
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HCCIICIOBAHHBIX HAMHU JIMI[ HE BBIABUJ 3HAYMUTEIBHBIX OTJIWYMWA 10 B CPAaBHEHUU C
JAHHBIMU JIMTEPATYPBI.

3.2. Knuunyeckasi XapaKTepUCTUKA NANMEHTOB ¢ CHCTEMHO CKJIepoepMun
¢ MopakeHneM JIeTKUX.

He6ror CCJl y uccienoBaHHBIX HAMM MAIlMEHTOB HAOJIOAAJICS B Pa3IMYHOM
BO3pacTe, caMoe paHHee Hadayio Ooiyie3HU 3adukcupoBaHo B 20-JeTHEM BO3pacTe,
camoe Mo3jaHee Hayajao Obuio oTtMeueHo B 98 jet. Ilo pesynbpTaTam CTaTUCTUYECKOTO
aHanM3a MeJMaHa Bo3pacta nae0loTa B MEpBOM rpymme coctaBwia 43 roga, ¢
MHTEPKBApTUIHHBIM pa3dmaxoM 28-52 roja, BO BTOPOH TpyIllie MeauaHa paBHSIACH
38,5 ronam, ¢ HHTEpKBapTUIIBHBIM pazmaxom 30-50 siet (PucyHok 4).
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Pucynok 4 - CpaBHHUTENBbHBIM aHAINU3 OOJBHBIX MEPBOM W BTOPOH TPyHI IO
BO3pacTy Ae0roTa.

CpaBHUTENBHBIN aHAIU3 MAlMEHTOB IMEPBOM M BTOPOM TPYMNIBI MO BO3PacTy
Nne00Ta COIIaCHO KpUTEepHUi0 MaHHa-YUTHH HE HMENI CTATUCTUYECKH 3HAYUMBIX
pazmuunii, U=83,0, Z=-0,49, p=0,961, 4to 1eMoHCTpUpyeT PUCYHOK 4.

[Togpo6Hoe wu3ydenme anHamue3a mamueHTOB ¢ CCJ[ BBISBHIO pa3inuvHBIC
TPUITEpHBIE (PAKTOPBI, KOTOPHIE IO MHEHHIO IMAIMEHTOB MOIJIM OBITh NMPUYUHON
ne6rora 3aboneBanus. TakuMu GakTopaMu SBISUICH BO3JCHCTBHE MH(EKIIMOHHOTO
arenta (OPBU, rpunn u 1.1.) B 13,8%, nepeoxnaxaeHue (pabota B YCIOBHUSX
MMOHMKEHHOW TeMIeparypbl, paboTa, CBS3aHHAas C JUIMTCIBHBIM KOHTAaKTOM C
3aMOpOXKEeHHOM mpoaykiueit) B 24,1%, NCUX0IMOIMOHAIBHBIN cTpecc (Trubenb
Omm3koro denoBeka m T.A.) B 24,1%, B 6,9% Oone3nb mposiBUiach Ha (oHE
o6epemenHoctH, B 10,3% cirygaeB TpUITEpOM BO3MOXKHO MOCTY>KHJIa CMEHA KinMaTa
(mepeesn U3 pervoHa ¢ TeIUIBIM KJIMMAaTOM B PETHOH ¢ 00Jiee XOJOAHBIM KIIMMATOM ), B
B 20,7% cny4aeB malMeHThl He CMOTJIN CBA3aTh J1€00T 3a00JIeBaHUS C OIPEICTICHHBIM
dbakTopom.
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daKTop He UHeKuma,
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cTpecc,...

6epemeHHOC
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Pucynok 5 - Brniusinue pakTopoB-TpUrrepoB Ha pa3BUTHE 3a00JIEBAHMUS.

Beu1 mpoBeneH CpaBHUTEIBHBIA aHANW3 PAa3BUTHS TMOPAKCHHS JIETKHX B
3aBUCUMOCTH OT BO3JICHCTBHS Ka)XJI0ro TpurrepHoro (akropa. Ilpm Bo3mericTBHM
CaMbIX YaCTO BCTPEUAOIIUXCS MPOBOIMPYIOMHUX (aKTOPOB — CTpecca M BO3ACHCTBUS
xonmona, CCJl pasBmiock y 24,1%, ¢ 95% AU 12,2-42,1%. Tlpu Bo3aeicTBUU
Pa3IUYHBIX HHPEKIIMOHHBIX (aKTOPOB (OCTPHIC PECIIMPATOPHO-BUPYCHBIC HHPEKITUH,
rpunn u ap.) y 13,8% ¢ 95% AU 5,5-30,6%. Cmena kiaumara mosiusuia Ha 10,3%
nanueHToB ¢ CCJI ¢ 95% AU 1,9-22%, 6epemennocts Ha 6,9% naruenTtos ¢ 95% AU
3,6-26,4%. Y HEKOTOpOW 4YacTd MalUeHTOB MPOBOIUPYIOMUNA (akTop HE yHanoch
BBISIBUTH, U3 HUX Y 20,7% ¢ 95% JIU 9,8-8,4%.
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Pucynok 6 - CpaBHUTENbHBIN aHann3 OOJBHBIX C MOPAKEHHEM JIETKUX U 0e3
MOPaXEHUS JIETKMX IO TPUTTEPHOMY (HaKTOpy.
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B xone uccnenoBaHusi HE OBUIO BBISBICHO CTAaTUCTUYECKH 3HAYMMOWM CBSI3U
MEXJy OTACJIIBHO B3SITBIMU TPUTTEPHBIMU (HAaKTOpAaMHU U Pa3BUTHUEM MOPAKEHHEM
nerkux y nanueHtoB ¢ CCJI, onHako oTMeyanach TEHJICHIIUS K MPEBATUPOBAHUIO
X0JI0/Ia ¥ CTpecca B KaUeCTBE TPUTTEPHBIX (PAKTOPOB.

N3yuenne nauana 3abojeBaHUSI MOKA3aJI0, YTO Yy HCCIEIOBAHHBIX IMAIIUEHTOB
MEPBUYHbIE KIMHUYECKHE TMPU3HAKU OTIUYAIUCh BapuaOeabHOCThI0. C pa3iudHOM
4acTOTOM B MaHu(ecTalluu ObUIM KaK MOPaKeHHUs] KOKU B BHUJAE IUIOTHOTO OTEKa,
JETUTMEHTAIINY, TUTIEPIIUTMEHTAIIUS, S3BOUCK, TaK U pa3BUTHE cUHApoMa PeitHo u
apTpura.

B cBsi3u ¢ yem Hamu ObLIa MCCIIEAOBaHA B3aUMOCBSI3b PA3BUTHS MOPAKCHUS
JIETKUX B 3aBUCHMOCTU OT Mpeo0Iafaromiero cuMmmnroma B je0roTe 3a0o0JieBaHUS.
BrisiBneno, uro cuHapoMm PelHO Kak NEpPBUYHBIM KIMHUYECKUMW NPU3HAK CPEAU
MaIMEeHTOB OCHOBHOM TpyIIibl uMmen Mecto B 61,9% ciyuaes ¢ 95% JIU 40,8-79,3%.
[Topaxkenue koxu B ne0rTe BeTpeuyanoch y 9,5% manueHToB OCHOBHOW TPYMIIBI, €
95% J11-43,4-90,3%. ApTtpanrus kak AeOITUPYIOMUNA CUMIITOM ObUT 3aMKCUPOBaH
y 28,6% manuentos, ¢ 95% JIU 13,6-90,3% (pucynox 7).

Ho, mpu cratucTuyeckoM aHaiau3e MOJIYYEHHBIX JAHHBIX HE OBLIO BBHISBICHO
HaJU4Me JOCTOBEPHBIX PA3IUYMN MEXKAY pPa3BUTHEM TMOPAXKEHUS JIETKUX V

HNCCJICAOBAHHBIX IMMATUCHTOB U IICPBUYHBIM KIIMHUYCCKUM CHUMIITOMOM.
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Pucynok 7 - CpaBHUTENbHBIN aHAIN3 KITUHUYECKUX CUMIITOMOB B J1€010TE
CHCTEMHOU CKJIEPOAECPMUH.

JlanHble, TIONly4eHHBIE B XOJe H3ydeHne ocobenHoctedt aebrora CCJ| He
MOKA3aJi0 3HAYMTENBHBIX OTJIWYMK Hadajda KIMHWUYECKOW MaHudecranmuu y
MCCIIEIOBAHHBIX HAMU JIUI B CPABHEHUHU C IAHHBIMU JINTEPATYPHI.

B pesynbpraTe mpoBeAEeHHOTO OCMOTpa MALMEHTOB, BKJIIOUYABIIETO B ceOst cOOp
*ano00, aHaMHe3a 3a00JIeBaHUs U JaHHBIX 00bEKTUBHOT'O CTaTyCa MOKA3aJl Pa3InyHYI0
creneHsp TskecTy U teuenue CCJL cpenu nccneayemMplx JIL.
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Pucynox 8 - CpaBHHUTENbHBIN aHaNIM3 NAMEHTOB NEPBOM M BTOPOW TPYMI IO
JUINTENIBHOCTH 3a00J1€BaHMsl, TA€ JUIUT — 3TO JJIUTEIBbHOCTD 3a00JI€BaHUsI.

CTOUT OTMETHTb, UTO JUTMTEILHOCTH 3a00JIeBaHMs BapbupoBaia ot 1 roga g0 32
JIET, TIPY 3TOM MeJIMaHa COCTaBHJIa BCEro 8 JIeT, B TO BPeMs Kak MHTEPKBAPTUIIbHBIH
pa3Max BapbHpoBai oT 5 10 21 roxa. [Ipu 3TOM B rpyIie NalMeHTOB ¢ MOPAKCHHEM
JeTKuX MeauaHa coctaBisuia 10,0 jret, Bo rpyIie MamueHToB 0e3 MOopaKeHUs JIETKUX
6,0 ner (pucyHok 8), HO pe3y/iabTaThl CPABHUTCIBHOIO aHAIN3a JJIUTCIHBHOCTH
3a00JIcBaHUSI B 3aBHUCHUMOCTH OT HAJMYUSA WM OTCYTCTBHS IOPAKCHHUS JIETKHX
COTJIaCHO KpuTeputo MaHHa-YUTHU ObUIM CTaTUCTHYECKH He 3HaumMm, U=67,5, Z= -
0808, p=0,4109.

Kmuandeckne ¢opMbl OOJE3HH ONPEASISUIMCH IO TPUHSATHIM  IPUHITUIIAM
kinaccudukauu. CaMol pacnpoCTpaHEHHOW KIMHUYECKOM (opmoii 3abosieBaHuUs
apisiack aumuTupoBanHas ¢opma CCJl ¢ ywactoroit 62% ¢ 95% AU 44,0-77,3%.
Huddysnas dopma BcTpeuanacs y 21% c 95% AU 9,8-38,4%. Tlepekpectras hopma
3aboneBanus Obwia BeIsABICHA y 17% mamumednToB ¢ 95% JW 7,6-34,5%, dro
JEMOHCTPUPYET PUCYHOK 9.

nepeKpecTH
an
21%

AMMUTUPOBA
andodysHan HHaA
17% 62%

Pucynox 9 - PacnpeneneHue manueHTOB B 3aBUCHUMOCTH OT KIWHUYECKOH (OPMBI
3200JICBaHUS.
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Ho npu anannse B3auMOCBS3HM pa3BUTHUS IOPAKEHUS JIETKUX B 3aBUCUMOCTH OT
KJIIMHUYeCKOH (popMmbl 3a00sieBaHMs HE ObUIO MOTYYEHHBIX CTATUCTUYECKH 3HAUMMBIX
pazIu4uil.

OcHoBHbIMH cuMnTOMaMu nopaxeHus jgerkux npu CCJl y uccienoBaHHBIX
MALMEHTOB SABJSUIMCh MaJIONPOAYKTUBHBIA Kallellb, OABIIIKA M XapaKTEPHBIA 3BYK
KpenuTauuu Mo THUIY «Tpecka ueuiodaHa» MpU aycKylbTalud Jerkux. Yacrora
JAHHBIX CUMIITOMOB Y UCCJIEI0BAaHHBIX MAIlMEHTOB MpecTaBieHa Ha pucyHke 10.
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OoAblLWKa Kawenb Kpenutauyua

Hrpynna Nel, n=21 HErpynnaNe 2, n=20

PI/ICYHOK 10 - PaCHpCIIGJIeHI/IC KIIMHUYCCKUX ITPU3HAKOB B 3aBUCUMOCTHU OT
HaJINIHs1/ OTCYTCTBHUA ITOPAKCHUA JICTKUX.

Tabnuna 3 - JloBeputenbHble HHTEPBAIBI KIMHUYECKUX CUMIITOMOB MTOPAXKEHUS

JIETKHX.
Cumnrom 95% JU
I'pynma Nel ['pynna Ne2
Kamens 49,8-86,4 % 5,3-55,7 %
Opplka 64,5-95,9% 11,7-64,9%
Kpenuranms 54,5-89,8% -

[Ipu cratucTHYEeCKOM aHalW3€e pachupeAeieHus KIMHUYECKHX MPU3HAKOB
nopaxxenus erkux npu CCJl, Oplita moaTBEepKACHA CBSI3b KPEMUTAIIUHN C TOPAKCHHEM
nerkux, ¥?=10,3, df=1, p=0,01, ciemoBaTenbHO, XOTSA KPEHNMTALHUS BhIABISAETCS Y
MEHBIIIETO YHUCJa MAlUeHTOB, OHA SIBJIAETCS JOCTOBEPHBIM IMPU3HAKOM MOPAKECHUS
nerkux npu CCJI. YV ocTalbHBIX CHMOTOMOB CPABHHUTENIbHBIN aHAIU3 YacTOT MOKa3all
OTCYTCTBHE JIOCTOBEPHBIX pasznuumii (oxprmka x-=6,7, df=1, p=0,09; kamens x°=3,16,
df=1, p=0,109).

Takum 00pa3oM, IIaBHBIM 1OCTOBEPHBIM KIIMHUYECKUM KPUTEPHUEM MOPAKECHUS
nerkux npu CC/] y HaOirogaeMbIX MAlMEHTOB SIBJISIACh KPEUTALUS.
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3.3. XapakrepucTHKa Ja00pATOPHBIX O0IIECKJIMHHYECKUX NOKa3aTeJell y
nanueHToB ¢ CCJl-acCoMMPOBAHHBIM MOPaKEHHEM JIETKHX

HccnenoBanue nabopaTopHbIX noka3atenei, Takux kak napamerpsl OAK u CPb
MIOKA3aJIU CIEAYIOIINE PE3YJIbTATHI:

Tabnuua 4 - CpaBHUTENbHBIN aHAJINW3 JJAOOPATOPHBIX MOKa3zaTesel | u 2 rpynmsl.

Iloka3zarean

I'pynma Nel, Me (25,75),
% ot gomkHoro, N=21

['pynna Ne2, Me (25,75),
% ot momkHoro, N=20

DputpouuTsl, X101

4,7 (4,1;5,0)

4,5 (3,9; 4,9)

I'emornoOwuH, /1

123 (106,5; 138,5)

132 (106,0;138,5)

Tpom6Gonutsl, x10°

311 (194,5: 360)

175 (128,0; 238,0)

JeitkoruTsl, x10° 8,2 (6,3; 11,3) 6,2 (4,6; 9,3)
/1, % 2 (2,0; 6,5) 3,0 (2,0; 4,0)
Cla, % 60,9 (34,9; 68,0) 61,4 (50,2; 63,0)
Mououutsl, % 6,0 (4,4; 8,6)) 8,3 (6,7; 10,4)
Do3uHoduIbI, % 1,2 (0,85; 3,5) 2,1 (1,0; 5,5)
bazoduisl, % 0,1 (0; 0,25) 0,6 (0,13; 1,1)
COD, mM/uac 26 (17,5; 37) 14,5 (12,0; 28,3)
CPBb, en/n 5(1,2; 11,3) 1,2 (0,85; 1,37)

AHanu3upys Moka3aTeln J1abopaTOPHBIX HCCIICIOBAHUH, Y TICPBOM TPYIIIBI OBLIO
BBISIBJICHO TTOBBIIICHUE TPOMOOIIMTOB B 1,7 pa3 1o CpaBHEHHIO CO BTOPOM TPYIIIION, HO
9TH JaHHBIC HE HAILIU cTaTHcTHYeckux moarBepxkaeuuit (U=30,0, Z= -2,6, p=0,08).
Tak e Habmonanock yeenunuenne COD y ManMeHTOB MEPBOM TPYIIIBI 0 CPABHEHHUIO
C TaIMEHTAaMU BTOPOW TpyIIbl B 2 pa3a, CTATHCTUYCCKHM JIaHHBIC HE HAIUIN
nocroBepHbIx noateepxkacuuii (U=56,0, Z=-1,37, p=0,172).

CrnenoBaTellbHO, JOCTOBEPHBIX Ppa3IMUMi B TMapaMeTrpax IMPOBEICHHBIX
71a00paTOPHBIX MCCIICIOBAHHBIX MEKTY OCHOBHOM M KOHTPOJIBHOM I'PYIIION BBISBICHO
He OBLIO.

3.4. OueHka (PYHKUHMH BHENIHEr0 JAbIXaHUA NPH MOPAKEHHH JIETKHX Y
nanueHToB ¢ CCJI

Jlns omneHkH (PYHKIIMM BHEIIHETO JBIXaHUS IMalUeHTaM OO0eWX TPYIIT ObLIO

MPOBEJICHA KOMITbIOTEPHAS CITMPOMETPHUS, PE3yJbTaThl KOTOPOW IPEACTaBICHBI Ha
tadune 5.

Tabnuna 5 - Pesynerater onenkn @B/ mepBoii 1 BTOpO TpyIIIbI MAITMEHTOB

[TapameTtpsbl I'pynna Nel, Me (25,75), | I'pynna Ne2, Me (25,75),
% oT moJpkHOoro, N=21 % oT moipkHoro, =20

KEJI 78 (62,5; 96) 109 (104,4; 110,8)

OXKEJI 84 (69,5; 101,5) 109 (105,5;113,5)

ODBI 90 (81,2; 100) 104 (101,5; 105)
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ODB1/DKEIT 95 (80,5; 98,5) 102 (97,2;108,5)
MOC 75 57 (71,8; 67) 76 (71,8; 86,3)
MOC 50 70 (61; 74) 95 (82; 89,5)
MOC 25 91 (81; 96) 102 (93,5; 109,5)

AHanu3 pe3yiabTaTOB CHUPOMETPUH TNoKasaln, focTtoBepHoe cHkeHue KEJI u
OXEJT Ha 28% 1 23% COOTBETCTBEHHO Yy UCCIEIOBAHHBIX NALUEHTOB C MOPAXKEHUEM
JIETKUX 10 CPAaBHEHMIO C TPYNIOW MALMEHTOB 0O€3 MOpa)KeHUsl JIETKUX COTJIACHO
kputeputo Manna-Yutuu (OKEJI: U=1,0, Z= -4,05, p=0,001 u ®XKEJI: U=15,0, Z= -

3,4, p=0,001).
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Pucynok 11 - Yposens Me XKEJI B 3aBUCUMOCTH OT KJIMHUYECKOU (POPMBI

3200JI€BaHUA.
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Pucynok 12 - Yposens Me @XKEJI B 3aBUCHMOCTH OT KIIMHAYECKOU (POPMBI

3200JIEBaHUA.
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Taxxe ObLI0 MpoaHanu3upoBaHo 3aBucuMocTh napameTpos KEJI u @XEJI or
knuHuyeckorn ¢gopmbl CCJl, B pe3ynbrare 4ero BBISBICHO, YTO y HAIMEHTOB C
muddy3nont dopmoii Habmogaercss 3HauntenabHoe cHibkeHue JKEJI m @XEJI mo
CPaBHEHHUIO C MAalMEHTaMH C JMMUTHUPOBAaHHOM M mepekpecTHor ¢(opmoii. Ilpu
CTaTUCTHUYECKOW O0OpabOTKE TOJYYEHHBIX pE3YyIbTaTOB COIVIACHO KPUTEPHIO
Kpackena-Yonucca cHmxenne JKEJI ObLIO CTaTHCTHYECKH JOCTOBEPHBIM ((°=6,3,
df=2, p=0,044), a cumwkenue mnokaszareias DIKEJI crarucTuyeckd He 3HAYMMBIM

(x*=3,8, df=2, p=0,147).
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Pucynok 13 - Yposens Me JKEJI B 3aBUCUMOCTH OT HAJIMYUSI WUIH OTCYTCTBUS
KpENUTALNH.
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Pucynox 14 - Yposenr Me ®XEJI B 3aBUCHMOCTH OT HAJTUYHUS WM OTCYTCTBUS
KpEIUTAIUH.
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KoppensunoHHblil aHamu3 MexAy BO3PACcTOM MNAlMEHTOB, BO3pacToM JelroTa
3a0051€eBaHUs U TTUTENBHOCTBIO 3a00JIEBaHUSI HE BBIABWII CTATUCTHUYECKH 3HAUYMMOMN
CBSI3M, OJTHAKO IIPOCJIEKUBAIACH CBA3b Mexay napamerpamMu OBJ[ n ximHukon. Y
MAlMEHTOB C HAIMYUEM KPETUTALMH HAOJII0AaJI0Ch CHUYKEHUE MTOKa3aTeIel BHEILIHETO
npixanus takux kKak, JKEJI u @XEJI va 30% u 28% COOTBETCTBEHHO, MPU aHAIN3E
3TUX JAHHBIX COIJIACHO KpuTepuio MaHHa-YUTHH, 3apuUKCUpOBaHa AOCTOBEPHOCTD
cumxenus KEJI (U=15,0, Z=-2,8, p=0,05), cratuctuyeckass CBsI3b MEXIY
kpenuranuer 1 ®IKEJI ve 6nina noareepxkaeHa (U=17,5, Z=-2,6, p=0,08).

Bbbuti mpoaHaau3upoBaHa CBsI3b MEX1Y TECTaMHU MO OLEHKE (DYHKIIMHY BHEITHETO
JbIXaHUS! U OOLIEKJIMHUYECKUX JIa0OPAaTOPHBIX MMOKa3aTesei, B pe3yabTaTe 4ero Obuio
BbIsIBJIEHA MPUMEPHO OJAMHAKOBAas 3aBUCUMOCTb 0OpaTHOro xapakrtepa mexay KEJI
(r=-0,387, p=0,038) u ®XEJ (r=-0,397, p=0,033) u COD, a XEJ (r=-0,461,
p=0,012), ®XEJI (r=-0,444, p=0,016) u CPb.

Takum 00pa3oM, pe3ynbTaTbl CHUPOMETPUU y OOCIEOBAaHHBIX MALMEHTOB
BBISIBUIO HapylleHHe (PYHKIUW BHEIIHETO JAbIXaHHsS, OCOOCHHO Yy MAalMeHTOB C
muddysnoit popmoii. beuto BeisiBaeHO noctoBepHoe cHikeHue KEJI wa 28% y
NAlMEHTOB C TMOPaKEHHWEM JIeTKUX, a Takxke JoctoBepHoe cHikeHue JKEJI y
nanueHToB ¢ aud@y3Hoit (hopmoil MO CpaBHEHUIO C JAPYTMMH KIMHUYECKUMU
dbopmamu 3ab0sieBaHUS.

3.5. PeHTreHonoruyeckass XapakTepUCTUKA MOPAKEHHUHA JErKHUX Yy
nanueHToB ¢ CC/l mo nannbiM KT rpyanoro cermenra

OnHyUM W3 TJIaBHBIX METOAOB MArHOCTUKM mopaxkeHuu Jerkux npu CCJL
SBIIIETCS. KOMIBIOTEPHAsE TOMOTpadus IPyJHOTO CETMEHTA BHICOKOTO Pa3peIIeHHUS.

Tabmmma 6 - YacToTa peHTreHOJIOTHYECKUX CHHAPOMOB 110 pesyiabratam KT

PeHTreHoJI0rH4ecKuii Mpu3HaK n (%) 95% AN

0YaroBbIE U3MEHEHUS 3 (14%) 4,1-35,5%
YTOJIICHHE CTEHOK OPOHXOB 15 (71%) | 49,8-86,4%
YTOJIICHHUE MePEropoIOK 17 (81%) | 64,5-95,9%
YTOJIIEHUE HHTCPCTHUITUS 12 (57%) | 36,5-75,6%
MaTOBO€E CTEKJIIO 13 (62%) | 45,2-82,9%
MEIIIOYKOBBIC, ITMINHAPHICCKUE OPOHXOIKTA3HI 7(33%) | 17,1-54,8%
TPAKITMOHHBIC OPOHXOIKTA3BI 9 (43%) | 24,4-63,5%
COTOBOE JIETKOE 9 (43%) | 24,4-63,5%
YTOJIIICHHUE TUIEBPHI 7(33%) | 17,1-54,8%
YBEJIMYCHHE BHYTPUTPYAHBIX JIY 7 (33%) | 17,1-54,8%
Certuatas gedopManus JISTOYHOTO PUCYHKA 5 (24%)) 5,2-37,5%
YcuneHne cocyaucToro pucyHka 8 (38%) | 20,7-59,2%

CaMbIM 4aCThIM PECHTITCHOJIIOTNYCCKHUM CUHAPOMOM, BBIABJIACMBIM 110 JaHHBIM KT
IrpyaHoro CErMcHTa ABJIJIOCH YTOIIICHHUC BHYTPH WM MCKIOJIBKOBBIX IICPCTOPOAOK.
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OTOT PEHTIeHOJOTUYECKUA CHUHAPOM 3apeructpupoBaH y 18 mamumenTtoB (85,7%).
VYTonmeHne BHYTPUIOIBKOBBIX MEPETOPOAOK y 1/3  TalMeHTOB  SIBISJICS
€IMHCTBEHHBIM PEHTTEHOJIIOTUYECKUM CHUMOTOMOM THopaxkeHus jerkux mpu CC/I.
Taxke, CTOUT OTMETHUTh, YTO y HCCIEAOBAHHBIX IMAIIMEHTOB YacTO BCTPEUATIOCH
YBEIIMYEHUE BHYTPUTPYIHBIX TUMPOY3510B 33,5% B OTIUYUU OT JAHHBIX JTUTEPATYPHI.
BeposiTHO, 3TO CBA3aHO C aKTHBHOCTBbIO 3a00JIEBaHMs, a TakKe BO3MOXKHBIM
aCCOIMUPOBAHUEM C BTOpHUYHBIM cuHApomMoM lllerpena.

OuaroBble M3MeHeHUs BcTpeuyaiduch penko (y 3 - 14,3% nauueHTtoB), mpu
NOAPOOHOM aHajau3e JIOKaNM3alus MMOPAKEHUS - BEPXHHME JIOJIM U aHaMHe3a
(mepeHeceHHbIl  TyOepKyne3), JJaHHbIE W3MEHEHHS BEPOATHO  CBS3aHBI C
NepeHeCEeHHbIM TYOEpPKYJIE30M B aHAMHE3E.

Ilo pesynbratam npoBeaeHHol KT y wnccienoBaHHOW Trpynmbl MOpa)XeHUe
JIETKUX y BCEX MAIMEHTOB XapaKTepHU30BaIOCh CHMMETPHYHOCTHIO.

[Ipu ananuse pacrnpoOCTPAaHEHHOCTH MOPAXECHHSI JETKUX OBLIO BBISBJICHO, YTO
NOPAKEHHE JIETKMX Yy BCEX IMAlMEHTOB 3aTPOHYJIO HWkHHUE oTaensl 95% AU 81,8-
100%, B cpeanux oTAenax ooHapyxkeHo y 47,6% nanuentos ¢ 95% JIN 28,3-67,6%, B
BepXHUX oTaenax y 23,8% c 95% AU 10,2-45,5%.

120.0

100.0
100.0
80.0
60.0
47.6
40.0
23.8

. .

0.0
HWXKHWUE OTAEeNbl cpegHue oTaenbl BEPXHWE OTAENbI

Pucynok 15 - PacripocTpaHEHHOCTb MOpaXEHUsI JIETKUX [0 OTAEIaM

HpI/I 9TOM CTOHUT OTMCTHUTB, 4YTO Y HCCICIOBAHHLIX ITAIIMCHTOB ITOPAXKXCHHC
BCPXHUX MW CPpCAHUX OTIACIOB JICTKHX BCCraa Ha6JHOI[aJ'IOCB mapajuiCJibHO C
MMOPaAXXCHUCM HMXKXHHX OTACIO0B, YTO IOATBCPKAACT HOAHHBIC JIMTCPATYPHLIX
HCTOYHHUKOB O I[C6IOTC MMOPaXXCHUA JICTKUX C 0a3aJbHBIX OTACIO0B JICTKHUX.
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Tabnuua 7 - YactoTa peHTreHOJIOTHYECKUX CUHJIPOMOB B 3aBUCHMOCTH OT
JOKaU3aluu TOPaKeHUS

. ba3zanabHble Husknue HuskHue u
Pentrenosioru4eckuii _ Bce 3
otaedibl (N=4) OT/IeJIbI cpeaHue (n=5)
nprsHaK (n=5) otaenst (n=7) | Y11
YTOIICHHE CTCHOK 2 (50%) 3 (60%) 5 (72%) 5 (100%)
OpOHXOB
YTOTILEHHIE 3 (75%) 4 (80%) 6 (86%) 5 (100%)
IEPETOPOIOK
YTOTHICHHC 0 3 (60%) 5 (72%) 4 (80%)
HUHTEPCTHUIHS
MaroBo€e CTEKIIO 1(25%) 3 (60%) 4 (57%) 5 (100%)
CoTOBOE JIETKOE 0 2 (40%) 3 (43%) 3 (60%)
bynnesnas smbpuzema 0 0 (0%) 1(14%) 0 (0%)
MEIIOYKOBEIE,
THHAPUYCCKUE 0 1(20%) 3 (43%) 3 (60%)
OPOHX0JKTa3bI
TPAKIIORHBIC 0 2 (40%) 3 (43%) 4 (80%)
OPOHX0JKTa3bI
VY TOJIIIEeHNE TUIEBPBI 0 1(20%) 3 (43%) 3 (60%)
YBennuenue o 0 0
By TpUrpy X JIY 0 1(20%) 2 (29%) 3 (60,0%)
CeruaTast aedopmanms 0 1(20%) 2 (29%) 2 (40,0%)
JIETOYHOT'O PUCYHKA
Ycunenue cocyIucToro 0 2 (20%) 3 (43%) 3 (60,0%)
pHCYHKA

Hccnenys dYacToTy pPEHTTCHOJOTMYECKUX CHHJIPOMOB B 3aBHCUMOCTH OT
JIOKaJIM3allii TIOPaXCHMS, OBbUIO BBISBJICHO, YTO IMPOIECC IMOPAKCHUS JIETKHX
MaHudecTUpys B 0a3ajdbHBIX OTACIAX HE IPOCTO PACHPOCTPAHSIICS HAa BEPXHHUC
OTHENbI, a WMeN TEHJCHIWIO K YBEIWYCHUIO TATOJOTMYECKUX HW3MEHEHUH,
MPOSIBISIONINICA B YBEIMUYCHHHM 4YHCIIA PEHTTEHOJIOTHYECKHUX CHHAPOMOB, YTO
MpeACTaBIeHO Ha TadmuIe 7.

brin nmpoBeneH aHanM3 4acTOThl KIMHUYECKUX CHMIITOMOB IOPAXXEHUS JICTKUX B
3aBUCHMOCTH OT PACIPOCTPAHEHHOCTH IATOJIOTHYSCKOTO MpoIlecca B JICTKHUX TIO
nanHbiM KT, KOTOpBI BBISIBUI TEHJCHIIMIO K YBEIWYECHHUIO YacCTOTHI JICTOYHBIX
CHUMIITOMOB IIPH PAaCTIPOCTPaHCHUH 3a00JICBaHUS Ha BBIIIECTOSIINE OTACIBI JIETKHX,
YTO MPOACMOHCTPUPOBAHO Ha PUCYHKE 16.
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Pucynok 16 - YactoTa KIMHUYECKUX CHHIPOMOB B 3aBUCUMOCTH OT BBISIBJICHHOM
pacIpOCTPAHEHHOCTHU MOPAKEHUS JIETKUX O AaHHBIM KT.

Takum oOpa3zom, B pe3yibTaTe aHadn3a PEHTTEHOJIOTMYECKUX W3MEHEHHH Yy
UCCJIEOBAaHHBIX MAI[UEHTOB IMOPa)XEHUE JIETKUX HOCUJIO CUMMETPUYHBIN XapakTep,
HAaYMHAIOMIMICS ¢ 0a3albHBIX OTHENOB Jerkux. [laTonoruueckuii mporecc uUMen
CBOMCTBO ITPOrPECCUPOBATH HA BBILIECTOSAIINE OTAENBI JETKUX, 3aMEHSISI HOPMAJIbHYIO
APXUTEKTOHUKY JIETKHX (PUOPO3HON TKAaHBIO, UTO MPOSIBISUIOCH B YBEJIIMUECHUN YHCIIA
MaTOJIOTUYECKUX PEHTTEHOJIOTMYECKUX CUHIPOMOB.

Takke, CTOUT OTMETUTh TEHACHUHIO K MPOTPECCUPOBAHHUIO0 KIMHHYECKUX
CUMIITOMOB TIPU YBEJIWYEHHUH IIONIAAU TOPAXKEHUS JIETKUX.

Hwuxe MIPE/ICTABIICH KIIMHUYECKUHU ciayJau MAIlMEHTKHA C
OBICTPOIIPOTPECCUPYIOIIUM TEUECHUE CKIEPOJECPMHUH C TOPAKEHUEM JIETKHX.

[TarmenTtka H., 55 net, noctynuia B otaeneHue Tepanuu [ opoackoit 00TbHUIIBI
Ne2 ¢ xanobamMu Ha OJBIIIKY B TIOKOE, MPU HE3HAYUTEIBHON (PU3MUECKON HATrpy3Ke,
cepaneOrenre, Kameiab ¢ OTXOXKIEHUEM TPYIHOOTAEISIEMONH MOKPOTHI CIHM3UCTOTO
XapakTepa, Ha OOJMM B MEIKHX CyCTaBaX KHCTEH, B Jy4e€3amsiICTHBIX M KOJEHHBIX
CycTaBaX CHMMETPUYHO, IMOXOJOAAHUE U OTEYHOCTh KHUCTEW, UYBCTBO OHEMEHUS
KUCTEH, 3aTpyJHEHHOE TJIOTaHUE, T[ONEePXUBAHUE, OrPAHUYECHHUE JIBHXKCHUH,
YTPEHHIOIO CKOBAHHOCTD, BEIPAKEHHYIO OOIIIYI0 c1a00CTh,

Anamnesis morbi: Ha mMomenT rocrnmranusaimn, cunrana ceOs OOJLHOW B
teueHuu 3 net (¢ 2014 roma), xorma BIepBble MOSIBUINCH 310KOCTh M OTEUHOCTD
KHCTEH, B JNMHAMHKE TPUCOCAMHIIIACH OOJIM B KPYIHBIX CyCTaBaX, oOpaTHiach K
PEBMATOJIOTY IO MECTY JKUTENbCTBA, BHICTABJICH JUArHo3: octeoaptpo3. Haznauena
HIIBC tepamnusi, ¢ KpaTKOBpeMEHHbIM He3HauuTeAbHbIM 3 dexrom. C ocenu 2015
rojla OTMEYAEeTCs YXYAIICHUE CaMOYYBCTBUS B BHJIE€ CHIDKEHHS Beca Ha 20 Kr,
YCUJIEHHWE CYCTaBHOTO CHHJpPOMa B BHJE MPUCOCAUHEHUS apTPAITHU KPYIHBIX U
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MEJIKMX CyCTaBOB, YIUNIOTHEHHE KoM Jmna. B mapre 2016 roga BnepBbie BBICTABIICH
JIMAarHo3: CHUCTEMHas ckiepoiepmus. HampaBineHa Ha CTAallMOHAPHOE JIEUCHHE B
PEBMAaTOJIOTHYECKOE OTJIeJieHne 00JIaCTHOW KaparaHJWHCKOW OOJbHUIIBL. B cBsi3u ¢
BBISIBJICHHBIMU MHTEPCTUIIMATBHBIM MOpaXxeHueM Jierkux mno aaHHeiM KT rpymnHoro
CEerMEHTa, MAapOKCHU3MOB CHUHYCOBOM TaxWKapAHM MpOBeJeHAa KOMOMHHMpPOBaHHAas
MyJIbC-TE€panus B JUHAMUKE C MOJOKUTENbHBIM 3 PexTom. PekomennoBano 6a3ucHoe
neuenue ([-nennunnamun), 'KC-tepanus, moBropHas mysibc-repanus yepes3 1 mecsil.
OT mpuema LUTOCTATHKA KAaTErOPUYECKM OTKazajlach, aMOylIaTOpHO NpUHHUMAJIA
METUINPETHU30JI0H 16MI/CyT, IpUeM CO CIIOB NMAMEHTKH peryispHbiid. B mae 2016
rojja B PEBMATOJOTMYECKOM OT/AEJIEHUH OO0JACTHOM KaparaHIWHCKOW OOJBHUIIBI
IpoluIa BTOPOH Kypc KOMOMHMPOBAHHOM MyJIbC-TEpanuu, B AUHAMHUKE € 3P(HEKTOM.
PekomenioBaHO Oa3zucHas Tepanus, KOTOPYIO MalnueHTka He npunumana. [locnennee
CTallMOHApHOE  JIEYEHWE B  PEBMATOJIOTMYECKOM  OTACJICHMH  OO0JIACTHOM
KaparaHJauHcKoi 0oibHUIBI B OKTAOpe 2016 rona, B AMHAMUKE C HE3HAYUTEIIbHBIM
apdexroM. C okTsa6ps 2016 roga 1 Ha MOMEHT TOCIIUTAIU3ALIUHA TTPOJIOJKACT MTPUEM
I'KC-tepanuu, co cioB npuem peryisipubiid. C suBaps 2017 roga nocie nepeHeceHHoN
BUPYCHON MH(PEKIIMHU OTMEYAET YXy/IIIEHUE CAMOUYYBCTBUS B BUJIE MPOTPECCUPOBAHUS
OJIBIIIIKY, MOSBJICHUE MAJIOMPOAYKTUBHOTO KAIIUISi C MOKPOTOM CIIM3UCTOTO XapaKTepa.
OOpartunace K TepaneBTy 10 M/, Ha3HAYETCsl aHTUOMOTUKOTEpanus, B TMHAMUKe 0e3
a¢ddekra. KoHCynbTHpOBaHA KapJUOJIOTOM IO M/, BBICTaBIeH auarHos TOJIA?
HampaBinena B 001acTHOM KapAMOXUPYPIHUECKHM WEHTP, BBICTABJICH JAHArHO3:
XpPOHHUYECKOE JIETOYHOE cep/le. B CBA3M ¢ coOXpaHEHHWEM OJBIIIKU JJIs1 UCKIIOYEHUS
OHKOIIPOIIECCa JIETKUX, HalpaBlieHa K OHKoJory, npoBeneHo KT rpyaHoro cermenra
0e3 KOHTpacCTHUPOBaHHUS, BBISIBJICHA KapTHHA HWHTEPCTHIMAIBHOrO (UOpO3a JETKuX,
TpakiroHHbIe OpoHx03KTa3kl S8S9S10. [ToBTOPpHO OHKOJIOTOM HE KOHCYJIBTHPOBAHA.
B nuHamuke coxpaHsiach OJBIIIKA B TOKOE, OJBIIIKA IPU HE3HAYUTEIbHOU
bu3uYecKol Harpy3Kke, MaJIONPOIYKTHBHBIN Kalllelb ¢ TPYIHOOTACIIIEMON MOKPOTHI
CIIM3UCTOTO XapakTepa, cepaneouenue. 05.04.17r. KOHCYIbTHPOBAaHA PEBMATOJIOTOM
no M/K, pEKOMEHJOBaHa IUTAHOBAs TOCIUTAIM3AllUg B PEBMATOJOTUYECKOE
ornenenue. Ilepen rocnuTanu3anueil KOHCYJIbTHPOBAHA KapIHOJIOTOM, BHOBB
BbICTaBIeH nuarno3 TOJIA Menkux BeTBen?.

03.05.17r. oOparmimaceh B mnpueMHBbIH Mmokor I['BNe2 ¢ 1menpro mmaHoBOH
rocuuTanu3auuy. Ha ypoBHE IpUEMHOro MOKOS BBISIBIIEHA TAXUITHOD 10 28 B MUHYTY,
taxukapaus no 102 yn B mun, AJl 120/80 MM pt.ct, carypauus 64% 6e3
OKCUT'€HOTEpanuu. B CBS3U C TSKECTHIO COCTOSIHUS TOCIUTAIU3NPOBAHA B OT/IEJICHUE
TEepanuu, HE3aMeUIMTENbHO HayaTa KUCIOpojoTepanus, MoHuUTopupoBaHue All,
UCC, caTypauuu KUCIopo/a.

IIpu ocmoTrpe oOpaiiaso BHHMaHUE TsDKENOoe oOIiee COCTOsHHE OONbHOM,
00yCIIOBIIEHO JIbIXaTEIbHON HEJIOCTATOYHOCTBIO, KOHCTUTYIIMOHAJIBHBIM,
OponxuTHueckuM cuHApoMamMu. OTmedalics aKpoIMaHO3 KOXHBIX TIOKPOBOB,
HATSHKEHHE KOXKHM U IJIOTHBIM OTEK KOXKH JIMIA, MAJIbIIEB PYK, CHHIOITHOCTh MabIEB
pyk, HOr. He3HauuTenbHas MacTO3HOCTh HUKHUX KOHEYHOCTEM IO CPEIHEN TpeTh
rosieHei. [Ipu ocMoTpe ApixatenbHOM cucTeMbl Oblia onpiiika ¢ Y/ 25 B 1mMuH B
nokoe. Catyparusa-64% 06e3 kucnopomuoit mojaepkku. [Ipu ayckyiapTanuu Haj
JIETKUMH JIBIXaHUE: KECTKOE, 0CIa0JICHO B HIPKHUX OT/IeNIaX, OTMEYAETCs] KperuTalus
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[0 TUIY «TpecK LemiodaHa» B HIXKHHUX J0JAX ¢ 00enx cTopoH. llpu ayckynbranuu
cepilla TOHbI CepJlla MPUIIYUIEHbl, PUTM HAPYLIEH, OTMEYAIOTCS SKCTPACUCTOIHH.
Otmeuanacek Taxukapaus YCC 104 yn/mun. Ilynsc 104 ya/mun.

Pe3yabTaThl  J1a00PATOPHO-MHCTPYMEHTAJIBHBIX  MCCJIEOBAHMIA  NPH
NOCTYIUICHUN:

B o6miem ananuse KpoBH oTMeUaics JeHUKouuTo3, yeenuuenrne COD, BepoATHO
00yCJIOBJICHHBIN aKTUBHOCTHIO 3a00JeBanus1. B o61iem ananuze Moy 6€3 maToJIOTvH.
B Ouoxumuyeckom aHanuze KpoBu oOpamiaino BHuManue ysenuuenue CPb go 29,5
en\MJI, 94TO TaKXKe CBHJCTECIBCTBYET 00 aKTUBHOCTH 3aboneBanus. Koarymorpamma
0€3 MaToJ0ruueCKuX N3MEHEHUH.

VYuutsiBasi AJIMTENbHBIA Kallellb MPOBEJIEHO TPEXKPAaTHOE HCCIEAOBAHHE
MOKpoThl HAa MBT, pe3yapTaT oTpuIaTeNbHBIN, KOHCYIBTUPOBAaHA (PTU3UATPOM.

ITo nannbiM Ox0-KTI" BeIsiBnena PCIJIA 70 mm.pt.cT. Jlerounas runepreHsus 3
CT, UTO BEPOSITHO, SIBJISIIOCH MPOSIBICHUEM TSHKEJIOTO MOPAXKEHUS JETKHUX.

beps BO BHHUMaHHMe pe3Koe YXYAIIEHHME CaMOYyBCTBUE B  BHJIE
IPOrpecCUpOBaHUsl JIbIXaTeIbHOM HemocTaTouHocTu ¢ suBaps 2017 roma, s
uckimoueHus: TOJIA menkux BeTBel maueHTKa 1000ciie[oBaHa: ypoBeHb Jl-11umMepon
B mpenenax HOpmbl, o JgaHHbIM KT TpynHOro cermeHTa ¢ KOHTPAaCcTHPOBAHUEM,
BBISIBJICH BBIPAXKEHHBIN PUOPO3 JIErOYHON TKAHH.

KT rpyanoro cermenta c¢ koHTpactupoBanuem: Ha mnomydenneix KT
U300paKEHUAX TI0 BCEM OTAeNaM o0ouX Jerkux omnpenensercs auddysHoe
VIUIOTHEHHUE JIeTOYHOM TKaHu (-576-690), mo mnepudepudeckuMm oTaenaM O000UX
JIETKUX TMPEUMYIIECTBEHHO B HWKHHMX OTHAENAX OMNPENEISAIOTCS MEJKUE BO3AYIIHBIC
MOJIOCTH TIO THUITY «COTOBOTO JIETKOTO» ¢ (PUOPO3HBIMU W WHOUIBTPATUBHBIMU
U3MEHEHUSAMU OKpYKarollel JIeroyHou Tkanu. [IpocBeT Tpaxeu, riaBHbBIX U JTOJEBBIX
OpOHXOB MPOCIIEKUBACTCA O CETMEHTAPHOTO YPOBHS, CTEHKH OpPOHXOB yTOJIICHBI. B
NPOCBETE Tpaxeu- TpaxeoTomMuueckas TpyOka. BryTpurpynnsie aumdoy3ibl Bcex
rpynmn, pasmepamu a0 2,4 cM B auaMerpe. B 1mieBpalibHOM TOJOCTH CIpaBa
OTMEUaeTCss HEOOJbIIOEe KOJWYECTBO JKHAKOCTH, cleBa He BbIsiBIeHO. Cepare,
nepuKapi, aopra, JEero4Hbli cTBon nuddepennupoBanbl. Kamepsl cepana
pacumupensl. [llupuna nerounoro creosna 38,2 MM, npasasi BETBb 27,2 MM, JieBasi BETBb
22,8 mMm. B mepukapae ompenensTCs HE3HAUYUTEIbHOE KOJUYECTBO CBOOOIHOMN
xunkoct. [locne BHYTpUBEHHOrO0 KOHTPACTHOTO YCHJICHHUSI B apTepUabHYIO (azy
CKaHUPOBAaHUS OTMEYAIOTCS TMPUCTEHOYHBbIE TPOMOOMAcCChl B CErMEHTapHBIX U
CyOCerMeHTapHbIX apTepuil ¢ 00eux CTOpoH. B KOCTHOM OKHE [JaHHBIX 3a
JNECTPYKTUBHbBIEC U TpaBMaTH4ecKue noBpexaeHus He BbisiBiieHo. SAKJIFOUEHUE: KT
KapTUHA TPOMOO3IMOOJIMM MEJIKUX BETBEH JIETOYHOW apTepuH, ABYXCTOPOHHEH
HIDKHEIOJICBON ITHEBMOHHWH, WHTEPCTUIIHAIIBHBIX M3MeHEeHHH 00oux jierkux (MDA).
Hwnaranus kamep cepana. JlumdoaaeHonaTus BHYTPUTPYIHBIX Y37I0B. XPOHUYECKUN
oponxut. KT mpusHaku JerodyHoil rumnepteH3wu. [IpaBOCTOPOHHMIA THIPOTOPAKC.
HeBbipaxeHHbII NEpUKAPAUT.
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Pucynok 17 - KomnetorepHasi Tomorpadusi rpyJHOT0 CerMeHTa nauueHTk H.

Jlnarso3 cUCTEMHOM CKJIEpOJAEPMHUU ObLT paHee YCTAHOBJICHHBI HA OCHOBAaHUU
KJIIMHUKO-UHCTPYMEHTAIBHBIX JAHHBIX: TUIOTHBIM OTEK KOXH, «KHUCET», CUHIPOM
Peiino, ¢ubpo3Hbie u3mMeHeHus jerkux. [lanuenTka oT npuema Ga3MCHON Tepanuu
oTka3biBajachk. [IpuHMMAana METUINPETHU30JIOH 8§ MI/CYT B TEUEHHE IJIUTEIHHOIO
BPEMEHH.

Ha MoMeHT mocTyIieHus: TSHKECTh COCTOSHHUE MallMeHTKH ObUI0 00YCIIOBIEHO
BBIPQKEHHOMN JBIXaTENbHOW HEIOCTATOYHOCTH BCJEACTBHE (HUOPO3HBIX M3MEHEHUUH
JIETOYHOM TKaHM B paMKax CHCTEMHOH CKJICPOJCPMHUH, YCYTYyOISIIOIIEHCS
JIBYXCTOPOHHEW  HWIKHEJOJEBOM  THEBMOHMU. YPOBEHb  caTypanmuu  0e3
OKCUTCHOTEpanuu TMOCJe HE3HAYUTeNbHOW (u3muecko Harpysku 64%, ¢
noBblillIeHUEM 110 94-96% Ha kuciopoe.

VYuuTpiBasg HaauMuMs B aHaMHE3€ C-r MpaBOM MMOYKH [JJIs HMCKIFOUYEHHS
OHKOJIOTHYECKOM matojioruu Heobxoaumo mpoeaeHo KT rpymHoro cermMenra c
koHTpactupoBanueMm, Y31 OMT -pgaHHBIX 32 00beMHOE 00pa30BaHHE HE BBHISBIICHO.
Takxe yuuThIBasi JJIUTEIIbHBIA Kalledb MIPOBEACHO Ucciief0BaHuEe MOKPOThl HAa MBT,
pe3ynbTaTa OTPUIIATENIbHBIN, KOHCYIbTUPOBaHA (DTU3HATPOM.

Ha 5-e cytkmu, B 20.30 oTMeuasoch pe3Ko€ YXYIILICHHE COCTOSHHS B BHUIIE
BHE3AIHO YXY/JIICHUE COCTOSHUS MALUEHTKN BCJIEACTBUE BBIPAXKEHHOU JABIXaTEIbHON
Hegocrarounoctd, carypamusi Ha CUIIAIT 74%, runotonuu mo 40/20 MM.pT.CT.
COTIPOBOJKIAOIIEECS TICUXOMOTOPHBIM BO30yxkaeHueM. [larmeHnTka mepeBeneHa Ha
NBJI, menukameHnTo3Ho cemupoBaHa. [lamuwenTka oOciegoBaHa, 1mo gaHHBIM KT
IPYJHOTO CErMEHTa C KOHTPACTUPOBAHUEM BbIABICHBI Mpu3Haku TOJIA Menkux
BETBEM, HAJIMYMS B MPABBIX OTAENAX CEPAllAa YXOKOHTpACTUPOBaHMs, nuinatanus JIA,
BBIpa)KCHHAs JUJIaTals IPaBbIX OTIENIOB cepana, 1o AauHbiM DXOKI', nmoBsienue
ypoBH# J[-mumepoB. Takke BBISBICHO MOBBIIIEHUE YPOBHS TPOIIOHUHOB, B INHAMHUKE
C HapacTaHUEM, IOSBJICHHE 30H TMIIOKMHE3a MHOKApJa, CHU)KEHHUE CUCTOJIMYECKOUN
¢bynkus JOK. Ha 6 cyTku rocnuTanu3anuu y MalMEHTKH MPOU30ILIA OCTAaHOBKA
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CEepIEYHOM  NESTEIbHOCTH, HECMOTps Ha IMPOBEICHHbIE pEaHMMAlMOHHbBIC
Meponpusatus B 12:40 koHCTaTUpOBaHa OMOJIOTHYECKask CMEPTb.

IHocmepTHBIH AMATHO3:

OcHOBHOE KOMOMHUPOBaHHOE 3a00/1eBaHHe:

1) CuctemHasi CKJIEpOJCPMUS, XPOHUYECKOE TEUYCHUE, aKTHBHOCTh 2, C
MOpaXXEHUEM CcoCynoB (cuHApoM PeiiHo), K0ku (TUIOTHBIA OTEK), CYCTaBOB
(monuaptpanrun), terkux (pudpos asyxcroponnuit), KKT (330¢arut), cepate
(HapylleHHe pUTMa 10 TUITY JKENyA0YKOBBIX 3KCTPACUCTOIINMN).

2) UneohemopaibHbIii TPOMOO3.

3) BHeOonmpHMYHAS —JIBYXCTOPOHHSISL HIDKHEIOJICBAsh IHEBMOHHUS, CpEIHEH
cTeneHu TsokecTu. C-r erkux?

4) Uudapkt muokapaa 2 tuna?

Ocnoxnenusi: OcTpast cepJe4HO-COCYUCTAsI HEAOCTATOUHOCTh. XPOHUYECKOE
neroyHoe cepaue. TOJIA. JlpixatenbHass HemoctatouHocth 3. IledeHounas
Henocratoynocts. HOC 1.

ConyrcrByrommii auarno3: Bropuunble OpOHXO’KTa3bl O0OMX JETKHX,
HeocNo)KHeHHOe TeueHue. CocTosiHue nocie HepOodIKTOMUU IO MOBOAY C-T MPaBOM
nouku (2011 rox.). EnuncrBenHas nouka.

IIpuuuna cmeptu: OcTpas cepieyHO-COCYAUCTAsI HETOCTATOYHOCTD.

B npencraBieHHOM — KIMHMYECKOM  Cly4yae  MPOJAEMOHCTPUPOBAHO
OBICTpONPOrpecCUpYIOIIee TEUCHHE TOPAKEHUS JIETKUX C (POPMUPOBAHUEM JIETOYHOTO
cepaua, KOTOpO€ H3-3a OTCYTCTBHSI PEryJsipHONM Oa3uCHOW Tepanuu IpHUBENIO K
JETaJIbHOMY HCXOAY HAaIlMeHTKH. DTO TOBOPUT, O HEOOXOAMMOCTH CBOEBPEMEHHOMU
JUArHOCTUKM W JICYEHUs IIAMEHTOB JAaHHOM KaTeropuu Ui IPeaylpeKIeHUs
MHBAJIUIU3ALUHN U JIETAIBHBIX CIIy4aeB.

3.6. OcJi0)kHeHNs1 MOpPaKeHus1 JJerkux y nauuenTon ¢ CCJI

Jliist aHanu3a ocoKHEHHM nopaxeHus Jerkux y nmanueHToB ¢ CCJl, namu ObL10
IPOBEACHO MYJIBCOKCUMETPHUS ISl BBISIBICHHS JbIXaTE€IbHOW HEAOCTATOYHOCTU H
m3mepenus CIJIA metonom DXO-KT'.

[Ipu aHanm3e WCCIEIOBAHHBIX MAIMEHTOB OBLIO BBISBIECHO, YTO B OCHOBHOU
IpyIIe YpOBEHb caTypaiuu coctaBui 93%, npu 3TOM B KOHTPOJIBbHOW I'PYIIIE YPOBEHb
caTypaluu ObLI BbIIE U cOCTaBIsI 97%, 4To MoKa3aHO Ha pucyHke 18.

[Ipr >TOM mHpHU CpPaBHUTEIBHOM aHalW3€ METOAOM MaHHa-YUTHH ypOBHA
JbIXaTebHOW HEJOCTATOYHOCTU Yy MCCIEAOBAaHHBIX MAlUEHTOB O0EUX TPy, Yy
MalKMEeHTOB ¢ MOPAKEHUEM JIErKUX HaOI01aJI0Ch JOCTOBEPHOE CHMKEHUE caTypalluu
Ha 5% (U=5,5, Z=-3,9, p=0,01).
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Pucynok 18 - YpoBeHb carypaiiuu y UCCJI€I0BaHHBIX MMAIIUEHTOB MEPBOM U BTOPOMH
IPYIIIBL.
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Pucynok 19 - YpoBeHs catypariuu y UCCiieJOBaHHBIX IMAIACHTOB B 3aBUCUMOCTH OT
KIIMHUYECKOM (hOPMBL.

Taxke oOpamaer BHMMaHHME, 4YTO Yy TMamueHToB ¢ auddy3Hor dopMmoi
3a0o0yieBaHMsl ~ OTMeYajach  Oojiee  BBIpaX€HHAash  CTEMEHb  JbIXaTCIbHOU
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HEJOCTAaTOYHOCTHU IO JAHHBIM CaTypaluu MO CPABHEHHUIO C MALMEHTAMH C APYTHUMHU
KIIMHUYeCKUMH (OpMaMH, OJHAKO MPH CTATUCTUYECKON 0OpabOTKE MOITYYEHHBIX
pe3ynbTaToB corjacHo Kputeputo Kpackena-Yomucca 3TH JaHHbIE HE HAILIU
noxareepsxaenus (x>=5,3, df=2, p=0,069).
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T T !
NUMMTUPO BSHHAA guchibyaHan neperpecTHan

chopma

Pucynok 20 - Yposenb CIIJIA y uccrieqoBaHHBIX MAMEHTOB B 3aBUCUMOCTH OT
KIIMHUYECKON (hOPMBI.

[Ipu aHanm3e 3aBUCUMOCTH JICTOYHON THUIIEPTEH3UH OT KIMHHYECKON (HOpMBI
3a0oeBaHus ObLIO BBISIBIICHO, YTO y MAIMEHTOB ¢ nuddy3Hoit dhopmoii 3aboneBaHus
ypoBenb CIIJIA 6bu1 oBsiieH Ha 10% 1Mo cpaBHEHHUIO C TMMUTHPOBAHHON (HOPMOIL U
Ha 12% 1o cpaBHeHHUIO ¢ TepekpecTHOl dopmoi. Ho, cormacHO CTaTUCTHYECKOMY
aHanmm3y metogoMm Kpackena-Yomucca 3TH JAaHHBIE HE 00Jafaid CTaTHCTUYECKOU
noctoBepHocThiO. (¥°=6,5, df=2, p=0,068).
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B OyJute3Has omdusema

Pucynok 21 - Yactora OpOHXOIKTa3UpPOBAHUS Y HCCIIEIOBAHHBIX MAIUEHTOB B
3aBUCUMOCTH OT KJIMHUYECKON (OPMBI.

[Ipu amanuze uactorsl OponxodkTazupoBanusa mnpu CCJl-accounnpoBaHHOM
MOPaXEHUU JIETKUX oOpalllaeT BHUMAaHUS, 4YTO JIMMUTHpOBaHHas (opma OoJe3HH
MMEET CKIOHHOCTh K (DOPMHPOBAHUIO IMIMHIPUYECKHUX OPOHXOIKTA30B HaIlle YeM
octanbHble (hOopMbl 3a00neBanud. Tak ke, TMMUTHpOBaHHAs ¢opma Oosie3Hn Obuia
eAMHCTBEHHOU (popMmoOii O0Jie3HH, TIe BCTPEUYANIOCh TaKOE OCIOKHEHUE KaK OyJuie3Has
sMpuzema JIeTKHX.

Takum oOpazom, npu nuddysnoit popme CCJ] mo cpaBHEHHUIO C OPYTUMU
dbopmamu mpeoOIasany TaKhe OCIOKHEHHsI KaK JbIXaTelIbHas HEJOCTATOYHOCTb W
JeroyHasi runepreHsus, JaumutupoBaHHas Qopma CCJ] xapakTtepu3oBasiach
npeoOaaganreM OpOHX0IKTa3UPOBAHUA.
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SAKVIIOYEHUE

Ha nanHbIii MOMEHT CUCTEMHAsI CKIIEPOJACPMHUSL SIBIISETCS IOCTATOYHO PEAKUM,
HO TpO3HBIM ayTOMMMYHHBIM 3a00JieBaHUEM C TMOJUMOPGHON KIMHUYECKOU
KapTuHoi. JleTanbHblil ncxoa y namnueHToB, 0onbHBIX CC/I, HacTymaet B pe3yyibTaTe
OpraHHOM HEIOCTATOYHOCTH BCIEJCTBUM Iporpeccupyoiiero Gudposza BHYTPEHHUX
opraHoB. [Ipu 3TOM BeaylIuM IO YacTOTE MOPAXKAEMbIM OPTaHOM SIBJISIFOTCS JIETKHE.
[lo nanHbBIM 3apy0OekHOM nuTeparypsl npuMepHo y 70% nanuentoB, 6osbHbIx CC/,
pa3BUBAETCSl MATOJIOTHSl JIETKUX B BHUJE WHTEPCTUIMAIBHOTO TOPAXKEHHS JIETKUX
(UTJT) u nerouHou aptepuanbHOi runeprensun (JIAD). ITopaxkeHue JEerkux He
TOJIbKO YXYJIIIAaeT TMPOTHO3 3a00JeBaHMsl, HO M CYIIECTBEHHO CHUXKAET KayeCTBO
YKU3HM MAIUEHTOB, TPUBOJIS K UX MHBanuau3auu. O0paiiaet Ha ceOsi BHUMAaHHE, YTO
kuHuueckas kaptuaa CCJl-accoruupoBaHHOTO TOPAKEHUS JIETKUX XapaKTEPU3YETCS
CKYJHOW CHMIITOMATHKON W HecNenu(pUIHOCThIO (Kalllesb, OABIIIKA U KPEIUTAIIHS).
OCHOBHBIM HEHWHBA3WBHBIM JOCTOBEPHBIM METOJOM JUarHOCTUKH  OCTaeTCs
KOMITbIOTEpHAsE ToMorpadusi TPyJHOTO CETMEHTa BBICOKOTO paspelneHus. V3ydeHnue
CCJl-acconmupoBaHHOTO TMOpa)XeHUsl JIETKUX MPOBOAMIOCH B psJe 3apyOesKHbIX
ucciegoBanuid. Pabotel mo ucciegoBanuro nopaxkeHus jgerkux B CHI' enMHUYHEL
[ToaTomy m3ydenue nopaxkenus jerkux y marueHtoB ¢ CCJI mpexactaBisier coOoi
0ombI10M HHTEPEC, 0cOOeHHO Ha Tepputopun PK.

B xome uccnenoBanus Obuto o6cienoBaHo 41 MalMEHT € YCTaHOBJIEHHBIM
cornacuo kpurepusim EULAR/ACR 2013 roga [kauanueckuii mporokos M3PK Nel2
oT «29» cenTs6ps 2016 rona] AMAarHo30M CUCTEMHOM CKIIEPOJIEPMHH B Bo3pacTe oT 29
1o 65 ner. Jlyis JOCTOBEpPHOro aHAIN3a MOpPa)KEeHUs Jerkux uMeHHo B ucxone CC/I B
UCCJIEOBAaHNE HE BKIIOYAJINCHh MAlUEHTHl C COMYTCTBYIOIIEH MAaTOJOIMEN OpPraHOB
IbIXaHUSI B aHAMHE3€ U IMPUEMOM METOTpekcaTta B aHamHe3e. Cpelun MNalueHTOB
npeobnananu skeHImMHBI 39 uyenoBek (95%). OOcnenoBaHHBIC MAIMEHTH OBLIH
paszieiieHbl B 2 TPYIIGL: 1 rpyIina - MamueHTsl ¢ HopakenueM jJerkux (N=21), 2 rpymma
— manueHThl 0e3 mopaxkenust yerkux (N=20). Bcem maiueHTaM OBLIO MPOBEACHO
OOIIEKIIMHUYECKOE, nabopaTopHoe UCCJIEOBaHUE, MHCTPYMEHTAJIbHbIE
(TyJTbCOKCUMETPHS, KOMITBIOTEPHAsE ToMorpadus TrpyaHoro cermenra, IxoKI)
METO/IbI 00CJIeI0BaHUS) C TIOCIEAYIOMIEeH CTATUCTUIECKON 00pabOTKON MOTYYeHHBIX
JAHHBIX.

[Ipu anHanu3e wWcCCIEIOBAaHHBIX JIMII OBUIO  BBISIBJICHO, YTO TIOJIOBas
MPUHAJJIEKHOCTh UCCIIEIOBAHHBIX JIMIl HE BIMSJIA HA PA3BUTHE MMOPAXKEHUS JIETKUX Y
marueaToB ¢ CCJI.

I[Ippu aHanu3e BO3pPACTHBIX  XAPAKTEPUCTUK  OTMEYANIOCh, OTCYTCTBHUE
JIOCTOBEPHBIX Pa3IW4YMil B BO3pACTE MallMEHTOB HA MOMEHT UCCJIE0BaHUs, BO3pACTE
nebrTa 3abosieBaHMs U JUIMTENbHOCTH  Ooniesun ¢ pasButuem CCJI-
aCCOIMMPOBAHHOIO MOPAXKEHUS JIETKHX.

[Ipu uccrienoBaHUM CBSI3M MOPAKEHUS JIETKUX B 3aBUCHUMOCTH OT BO3JIEHCTBUS
TPUTTEPHOTO (paKTOpa HE OBLIO BBISIBIEHO CTATUCTHUYECKUA 3HAYUMOM CBSI3H, OJIHAKO
oTMeYaJlach TEHAECHIMS K IMpeBaiupoBanuio xonona (24,1%) u crtpecca (24,1%) B
KauecTBE MYCKOBBIX (DaKTOPOB TopakeHUs jerkux. OOpaimaer BHUMaHHUE, 9TO y 2

nanueHTok ¢ CCJl-accolMupOBaHHBIM MOPAKEHUEM JIETKUX B KAYECTBE TPUTTEPHOIO
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dakTopa BbICTynaja OEPEMEHHOCTh, KOTJla KaK B KOHTPOJIbHOM TIpymme TaKux
MaIUEHTOK He OBLIO.

[Ipu cratucTHYECKOM aHalu3e pacHpeacsieHUs KIMHUYECKUX MPU3HAKOB
nopaxxkenus yierkux npu CCJl, Obla moaATBEPKICHA CBSI3b KPETUTAIIUU C MOPaKEHUEM
nerkux, x2=10,3, df=1, p=0,01, cienoBaTenbHO, XOTA KpEMUTALUA MOXKET He
BBISIBIISITECSL Y HEKOTOPBIX MAIlMEHTOB, OHA SIBJISIETCS JIOCTOBEPHBIM MPU3HAKOM
nopakeHus Jierkux npu CCJ. ¥V ocTalbHBIX CUMITOMOB CPaBHMTEJIbHBIM aHAJIN3
YaCTOT MOKa3aJl OTCYTCTBUE JIOCTOBEPHBIX Pa3THUUMMA.

AHanu3upysh Toka3zaTelau JIabOpaTOPHBIX  HUCCIEAOBAaHUM, JOCTOBEPHBIX
pa3Iuuuii B mapaMmeTpax MpOBEJACHHBIX JIAOOPATOPHBIX UCCICTOBAHHBIX MEXIY 1 U 2
TPYIION BBISIBICHO HE OBLIO.

[Ipu wuccnenoBaHuu (QyHKIUM BHEIIHETO JBbIXaHUS BBISABICHO JOCTOBEPHOE
camxenne JKEJI u ®XKEJI Ha 28% u 23% COOTBETCTBEHHO y MCCIEIOBAHHBIX
MAllMeHTOB C TOPAXKEHUEM JIETKUX [0 CPaBHEHHWIO C TPYMNIOM MalMeHToB 0e3
nopaxxeHusi Jerkux coryiacHo kputeputo Manna-Yutuu (OKEJI: U=1,0, Z= -4,05,
p=0,001 u ®XEJI: U=15,0, Z= -3,4, p=0,001). Takxe, oOpaiiaeT BHUMaHUE, YTO Y
nanueHToB ¢ aud@ys3Hoit ¢dopmoi HaOmOJAETCs JTOCTOBEPHOE 3HAYMUTEIbHOE
camxenne JKEJI mo cpaBHEHHIO C MAlMEHTAMU C JUMUTUPOBAHHON U MEPEKPECTHOU
dbopmoii, uTO TOBOPUT O OOJIEe TAKEIOM TEUECHUU MATOJIOTUH JIETKUX Y TAIMEHTOB C
muddy3Hoi hopmoii.

B pesynbrate aHanu3a PEHTIE€HOJIOTMYECKUX HM3MEHEHHI Yy HCCIEIOBAHHBIX
NAlMEHTOB MOPaXEHUE JIETKUX HOCUJIO CHMMETPUYHBIN XapaKTep, HAUMHAIOLIUNCS C
0a3ajdbHBIX OTAENOB JIeTKUX. llaTomoruueckuii mpolecc UMeT  CBOWCTBO
IPOTPECCUPOBATh HA BBIMIECTOAIINE OTAENBl JIETKUX, 3aMEHSsI HOPMAJIBHYIO
ApPXUTEKTOHUKY JIETKHX (PUOPO3HON TKAaHbIO, UTO MPOSIBISUIOCH B YBEJIMUEHUN YHCIIA
NaTOJIOTUYECKHUX PEHTI€HOJIOTNYECKUX CUHJPOMOB. CambiMm YacThIM
PEHTIE€HOJIOTUYECKUM CHHJIPOMOM, BbIABIsIEMbIM 10 aHHbIM KT rpyaHoro cermenTa
ABJISUIOCH ~ YTOJIIEHWE  BHYTPHM U MEXIOJBKOBBIX  MEPErOpPOJOK.  ITOT
PEHTIE€HOJIOTUYECKUIT CHHAPOM 3apeructpupoBan y 18 mnamuentoB (85,7%).
VYToneHne  BHYTPUAOJIBKOBBIX TMEPEroposok y 1/3  mamueHToB  ABISIICA
€UHCTBEHHBbIM PEHTI€HOJOIMYECKUM CHUMNTOMOM mopaxkeHust jerkux npu CCJI.
Takke, CTOUT OTMETUTh TEHACHIHUIO K MPOrPECCUPOBAHUIO KIIMHUYECKUX CUMIITOMOB
MpY YBEJIMYCHHUH IUJIOMIAMU MOopaxeHus Jerkux. OOpamaer Ha ceOs BHUMAaHHE TOT
¢dakT, 4TO B HEKOTOPBIX CIAyUYasX MPU OTCYTCTBUU KPEMUTAIIMU MIPU ayCKYJIbTAIUU 110
nanaeiM KT TpynHOro cermeHTa OBLJIO BBISBICHO MOpaK€HHE 0a3albHBIX OTAEIOB
JIETKHUX.

[Ipu ananuze ocnoxHeHuil nopaxenus Jierkux npu CCJl ObUIO BBISIBIEHO, YTO
npu  gauddysnoit  dopme CCJI mnpeobmaganyt CUMOTOMBI  JbIXaTEIbHOU
HEJJOCTATOYHOCTH W JIETOYHOW THWIepTeH3uu, numutupoBanHas ¢opma CCJI
XapaKTepu30Baiach npeodJiajaHueM OpOHXO03KTa3UPOBAHUEM, HO npu
CTaTUCTUYECKOM aHaIN3€ 3TU JJAHHBIC HE HAIILIU JOCTOBEPHOTO MOITBEPKICHHUSI.

[TogBoast uTor, CIEAYET OTMETUTD, YTO MALIMEHTHI C CUCTEMHOM CKJIEPOIEpMUEH
HYKJAlOTCA B KOMIUIGKCHOM  OOCJI€IOBaHUHM, KOTOpoe Obl  TO3BOJUIO
JUArHOCTUPOBATh MOPAKEHHE JIETKUX U €r0 OCJIOKHEHUS.
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BbIBO/bI

VY ob6cnenoBannbix 00abHbIX CCJl KIIMHHUYECKas CEMUOTHKA MOPAKEHUS JIETKUX
MPOSBISUIACH  JIBIXaTEIbHOW  HemocTarouHocThio  (81%) ¢ mocToBepHBIM
CHIDKEHHUEM caTypalud KHUCJIOpOoja, MalompoayKTHBHbIM Karuiem (71,4%) wu
Kkpenuraiuei (66,7%).

[Tpu cniupomeTpuueckom ucciienoBanuu y namnueHToB CCJI ¢ mopakeHueM JIETKUX
OBLIIO BBISABIIEHO J0cTOBepHOE cHMkeHHue nokazareneit JKEJI u ®XKEJI na 25% no
cpaBHenuto ¢ nanueHTamu CCJl 6e3 mopakeHus Jerkux.

Pentrenonornueckas kaptuna nopaxenus yierkux npu CCJl xapakTepuzoBajiach
CUMMETPUYHOCTHIO TIOPAXKEHUSI, 00s3aTEIHHBIM BOBJICYCHUEM HIIKHUX OTJICTIOB
nerkux. HavanbHbie nposiBieHus GuOpo3UpyroIIero mpoiecca B BUAEC YTONIICHUS
MEXI0JIbKOBBIX U BHYTPUJIOIBKOBBIX IEPETOPOAOK, YTOIIICHUS CTEHKH OpPOHXOB,
YTOJIIIEHUS [IEHTPATIbHOTO UHTEPCTULIMS BBIBISUIUCH B 100% cityyaeB, cuMnToM
«maTtoBoro crekia» B 71,5%, cuMnToM «coToBoro jerkoro» B 33% ciyyasx.

[Tpu nuddysznoit popme CCJI o cpaBHEHUIO ¢ IpyrumMu (popmamu npeodiagaiu
CUMIITOMBI ~ JIbIXaTE€JIbHOW HEJAOCTAaTOYHOCTH M JITOYHOM TUIEPTECH3UHU,
mumutupoBanHas  dopma  CCJ]  xapakrtepu3oBajiach  NpeoOsajgaHueM
OpOHXO0IKTAa3UPOBAHMUS.
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HPAKTUYECKUE PEKOMEHJAIIUHU

1. PexomMeH10BaTh BKJIIOYUTH UCCIEAOBaHUE (PYHKIIMHM BHEIHETO JbIXaHUS B
CITUCOK 00513aTeNIbHBIX TUArHOCTUUECKUX UCCIIe0BaHUN Mpu 00CIIeI0BaHUU
naruentoB ¢ CCJI.

2. PexoMeHI0BaTh TMpPOBEAECHHUE KOMIBIOTEPHOH TOMoOrpaduu TPYAHOTO
cerMeHTa BceM nanuentam ¢ CCJl ¢ mopaxeHUeM JErKHX.
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