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CHAPTER 8. RESPIRATORY TRACT DAMAGE ASSOCIATED WITH SYSTEMIC
IMMUNOINFLAMMATORY RHEUMATIC DISEASES
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HMMMyHOBOCITATUTETbHBIC peBMaTHUECKIE 3400 IeBaHNS
(MBP3) — rereporeHHast ¢ KITMHUKO-TIATOTCHETUYECKOM
TOYKM 3PECHUS IPYIIIIa CUCTEMHBIX XpPOHMYECKUX 00JIe3-
HEl JYeToBeKa, 00T MeXaHU3M Pa3BUTHUS KOTOPBIX
CBSI3aH C HapyIIeHNEM MMMYHOJIOTMICCKOM TOJIepaHT-
HOCTHU K COOCTBEHHBIM TKaHSIM (ayTOAHTUTCHAM), Xa-
PaKTepU3YIOIIMXCS XPOHNISCKIM BOCTIAJICHUEM U TIPO-
TPECCUPYIOIIMM HeOOpaTUMBIM HapyIeHueM (QyHKIIUN
BHYTpeHHUX opraHoB [1, 2]. K Hanbonee 3HAYUMMBIM
MIPEICTaBUTEIISIM STOM TPYIIITBI OTHOCSIT: PEBMATOMITHBIN
aptput (PA); cucremHyo kpacHyto BordaHky (CKB);
MIPOTPECCUPYIOIINI CUCTEMHBIN CKIEPO3, WIN CUCTEM-
Hywo ckieponepmuto (CCJI); nanmormaTudeckue BoC-
nammTenpHbie Muonatun (MBM), 6o1e3Hb (cMHIPOM)
IIerpena (BI) u cmemanHOe 3a00JIeBaHUE COCANHU -
tenbHOM TKaHu (CM3CT).

M3HavanpbHO OMOJOTUYECKUM OCHOBAHUEM IJISI
00beIMHEHUST 3TUX 3a00JIEeBAaHUN B OHY TPYIITY ObLIU
MopdoJIoTUYecKre MpU3HaKu TU(GY3HOTO IMopaxe-
HUS COCIMHUTEIHPHOM TKAHU, a TAKXKe OTPEIeICHHOE
CXOIICTBO CTIEKTpa KIIMHUYECKUX MPpOosBIeHNT. B Ha-
crosiiiee Bpems rmaroreHe3 MBP3 paccmaTpuBaeTcs Kak
CIIOXHOE B3amMoneiicTBre (haKTOPOB BHEIIHEH cpe-
Il ¥ TCHETUYECKOM TIPeapacIiONOXEHHOCTH, BEAYIIINX
K IJIOOAJTbHBIM HApYIICHUSIM B CHUCTEME BPOKICHHOTO
¥ IPUOOPETEHHOTO MMMYHHTETa, KOTOPBIC BO3HUKAIOT
3aJ10JITO 0 Pa3BUTHUS KIMHUYECKUX CUMIITTOMOB 00J1e3-
HU. BenencTBue nucperyiassiund UMMYHHOM CUCTEMBI
pa3BUBAIOTCS AyTOMMMYHHBIC HapyiieHus. OyHmameH-
TaJIbHBIN MeXxaHU3M ayTouMMmyHuTeTa ipu UBP3 cBsg3an
C HapyIIeHUEeM UMMYHOJIOTUUYECKON TOJIEPAHTHOCTH
K COOCTBEHHBIM aHTUTEHAM 1 MIPENCTaBsIeT COO0 KOM-
TUIEKCHBII, MyJIBTU(DaKTOPUAIBHBIN XPOHUUECKHI BOC-
MaJIMTENIBHBIN MPOoIIecC, B KOTOPOM aKTUBHOE YUaCTHE
npruHUMAIOT T-u B-KJleTKu, Ipyrue KIeTKu UMMYHHOM
CUCTEMBI, IUTOKMHBI, (PAaKTOPBI POCTA, IIpOCTaTIaH-
IWHBI U JICHKOTPHUECHBI, a TAKXKE CUTHAIIBHBIC MOJICKY-
JIBI, PETYJIMPYIOIINE CUHTE3 MEINATOPOB BOCITAICHUS
¥ (PYHKIINIO KJIETOK UMMYHHOIT cucteMsl |3, 4]. Baxknas
xapakTepuctuka UBP3 — rurepriponyKunst mpoKoro
CIIeKTpa OpraHOHECTIeIM(UICSCKIX ayTOAaHTUTE (ayTO-
AT). AyToAT ciykaT IMarHOCTUYECKUMU U IIPOTHOCTU-
YyeCKMMU MapKepamu (Taoir. 1).

Ta6bnuua 1. AyToaHTVITEJ'Ia, BKJ1I0YEHHbIE B KJ'IaCCVIdJMKaLWIOHHbIe Kputepuu
AYTOMMMYHHbIX peBMaTU4YeCKUX 3abonesaHuii

3aboneBaHue AyToaHTuTeNa

PeBMaToMaHbIN apTpuT PeBMatouaHbIn dakTop.
AHTWTENA K LMTPYNIIMHUPOBAHHBIM

6enkam

CucremHan KpacCHaA
BO/l4aHKa

AHTUHyKneapHble aHTUTeNa.

AntuTena K 2-cnupaneHon [HK.
AHTW-Sm, aHTM-SSA/Ro, aHTU-SSB/La.
AHTUdOCHOMNMIHBIE aHTUTENA: K Kap-
ANOnNUNKHY, K B,-rmuKonpoTenHy |, Bon-
YaHOYHBIW aHTUKOAryNAHT, NIOXHOMNON0-
¥uUTeNbHaA peakuma BaccepMaHa.
MpaAMan npoba Kymbca (B otcyTcTBHE
reMoNIMTUYECKOW aHeMUM)

CucteMHan AHA.

CKnepoaepMua AnTuTEna K Tononsomepase |.
AnTnueTpoMepHble aHTuTena K CENP-A,
CENP-B, CENP-C.

Antutena k PHK-nonvmepase Il

Womonatuyeckue Bocna- AHTUCKHTETA3HbIE aHTUTENA: aHTW-Jo

JIUTeNbHbIE MMONATUN

AnTn-SSA/Ro, aHTu-SSB/La.
PeBMatouaHbIN dakTop.
AHA

AHTM-UTRNP

bonesHb Lerpena

CmeLuaHHoe 3aboneBaHue
COeAVHUTENBHOM TKaHM

Mpumeyanue: AHA — aHTUHYKNeapHble aHTUTeNa; Sm — aHTureH CMuta;
SSA/Ro - aHTureH cunapoMa LLerpena A; SSB/La — aHTuren cuigpomMa
LLlerpeHa B; CENP — uentpomepsbl, UTRNP — puborykneonpotent U1.

MaTtonorua u natoreHes

MBP3 otnnyaioTcss MHOTOOOpa3ueM MeXaHUu3MOB
MMMYHOITIaTOreHe3a, YTO OOBSICHSICT MX KIMHUICCKYIO
TeTepOreHHOCTh M BOBJICUCHNE MHOTMX OPTaHOB U CH-
creM. TedeHMe XapaKTepu3yeTcs ITMPOKOIT Bapradeb-
HOCTBIO, TIPEO0JIANAIOT IIPOTPECCUPYIOIITNE XPOHMUECKIE
dopmMmbl. 3a60I€BaHNSI COTTPOBOXKAAIOTCSI CHIDKCHUEM
Ka4yecTBa XM3HU, BRICOKOI YaCTOTO MHBAIMIN3AIINN
1 TIJIOXUM TIPOTHO30M, CBSI3aHHBIM KaK ¢ OCHOBHOIA ITa-
TOJIOTHEH, TaK ¥ ¢ KOMOPOUIHBIMHU COCTOSTHUSIMU WITA
OCJIOKHCHMSIMU TEPAITHU.
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Paspgen 18. indpdysHbie napeHxnMaTo3Hble 3aboneBaHunsa nerkmx

IMopaxxenus pecrmupaTopHoro Tpakrta npu MUBP3
BcTpeyvalorcs yacto, B 50—80% ciyyaeB, U HEpeaKo
MPUBOISAT K BBHIPAXKEHHBIM CTPYKTYPHO-(GYHKIIHO-
HaJIBHBIM HapyIICHUSIM CO CTOPOHBI OPTaHOB IBIXaHUS,
CHIDKCHUIO TOJIEPAHTHOCTH K (DM3UUECKON Harpy3Ke
¥ KavyecTBa XU3HU. [TopaxkeHne JerKnxX CyIecTBEHHO
YXYIIIAeT COCTOSTHHUE 300POBBSI, IIPOTHO3 M YBETMIMBACT
cMepTHOCTH TIpu Bcex UBP3, mostomy paHHee BBISIB-
JICHUE PECIMPATOPHBIX HAPYIIICHUI NMEET pelraioiiee
3HayeHue |5, 6]. B cucreMHBIi ITporiecc MOTYT OBITh
BOBJICUCHBI BCE aHATOMUUYCCKUE OTAEIIBI peCIIPaToOp-
HOTO TpaKTa: IbIXaTeIbHBIC ITyTH, TUIeBpa, TTApeHXNMa,
YUYaCTBYIOIIIME B aKTE IBIXaHUSI MBIIIIIBI, CKEJICT TPYIHOM
KJICTKH ¥ JIETOYHBIC COCYIIBI.

K ocHOBHBIM cMHApOMAaM MOPaKeHUS PECITUPATOP-
Horo TpakTa rmpu MBP3 oTHOCAT mopaxeHne BepXHUX
¥ HIDKHUX ITBIXaTSIbHBIX IyTeH, MapEeHXUMBI JICTKUX,
TopaxkeHue TIeBPhI, TUCHYHKINIO AruadparMbl U bIXa-
TEJIbHBIX MBIIIIII, TTOPaXeHUE COCYIO0B, a TAKXKE IPYTUe
COCTOSTHUSI — aCITUPALIMOHHYIO ITHEBMOHUIO / TTHEBMO-
HUT, pa3IUIHbIC JIETOUYHBIC MH(PEKIINN 1 3T0KAUYeCTBEH-
HBbIE HOBOOOpa3oBaHUs. YacTh 3TUX CHHIPOMOB CBSI3a-
Ha coocTBeHHO ¢ UBP3 (TTopaxkeHne mapeHXUMBI WIIN
JICTOYHBIX COCYIOB, TUCHOYHKIINS aradparMbl U ap.),
pa3BUTHE IPYTMX HOCUT BTOPUYHBIN Xapakrep (Jierod-
HbIe nHDeKkuu, orryxonn). st MBP3 xapakTepHo co-
YeTaHNE Pa3IMIHBIX CHHIPOMOB MOPaKECHUS PECIIMpa-
TOpHOTO TpakTa. CIIEKTp KIMHUYCCKUX MOSIBJICHUMA TIpH
WBP3 npuMepHO 0OOQMHAKOB, HO JJIsT KaXKI0TO 3a00J1€e-
BaHM XapaKTepeH CBOU IMaTTepPH OCHOBHOM JIETOYHOM
matojoruu. B Ta6i. 2 mpuBeneHsI HanboJIee 3HAUNMBbIES
11st ocHOBHBIX I BP3 ierounbie CHMITTOMOKOMILIEKCHI.

IMopaxxeHus nerkux, accouunpoBanHbie ¢ UBP3,
BO3HHUKAIOT KaK B 1€0I0Te, TaK U Yepe3 MECSLIbl U TOJIbl
y mmrtenbHO Ooneromux. [1pu Bcex MBP3 60e3Hb
B 4—20% ciny4aeB neGIOTUPYET C IMOPaXKEHMSI JIETKUX,
MPEIIICCTBYS pa3BePHYTON KIMHUYECKON KapTHUHE CH-
CTEeMHOTO 3a00j1eBaHMs. [1oka He MOoSIBUIICH BHEJICTOU-
HbI¢ KJIMHUYECKNE CUMIITOMBI, YCTAHOBUTDH TTPABUIIb-
HBII TMarHO3 PeBMaTHUYECKOIo 3a00JIeBaHUS TPYIHO,
TaK KaK MPU3HAKK TTOPaKCHUS JICTKNX HeCTICII(DUIHBIL:
OIBIIIKA, peXe — KallleJdb U XPUIIHI B JIETKUX. BhIpa-
JKEHHOCTB ITPOSIBJICHU T BApbUPYET OT OCCCUMITOMHBIX,
CYOKIIMHUYECKUX WJIM MEIJICHHO ITPOrPECCUPYIOIINX
BapUaHTOB JIO XXM3HEYTPOKAIOIINX, OCTPBIX JISTOUHBIX
noBpesxaeHnit. CyOKIIMHNYECKUE JIETOUHBIC TTPOSIBIICHMS
HaOJTIOMAIOTCS Yalle, YeM KIMHUYECKN OYeBUIHBIC, OCO-
OcHHO Tpu XpoHUYeckKoM TeueHnn. [lepudepuaeckuia
aKpOIIMaHO3, M3MEHEHUST HOTTEBBIX (DaJIaHT 110 THUITY
«bapabaHHBIX MAJIOYEK» U «JaCOBBIX CTEKOJI» BCTpeya-
IOTCSI penKo. B cBsI3u ¢ HecenmnUIHOCThIO U OOBIY-
HO TTO3THUM MOSIBJICHUEM KIMHUYSCKUX MMPU3HAKOB
¢du3mKagIbHOE 00CIeIOBaHNE NMEET BTOPOCTEIICHHOE
3HaYCHUE UTSI CBOCBPEMEHHOM TMAaTrHOCTUKY TOpake-
HUSI JICTKHX.

K Hambosee 9acThIM 1 3HAUNMBIM TTPOSIBIICHUSIM T10-
paxkeHus pecrupatopHoro Tpakra mpu MBP3 otHocaTCs
vHTepcTUlIMaibHble THeBMOHUU (WU IT) wiau nntepctu-
nuanbHbIe 3a001eBaHus Jerkux (M3J1). B mmpokom

Ta6bnuua 2. OcobeHHOCTM NOpaXKeHMA NIErkuX Npy peBMaTUUECKUX 3a-
boneBaHuAx

3aboneBaHue OcHoBHble Nlero4Hbie NposABJIeHUA

CucteMHan MHTepcTuumanbHble nHeBMoHUK, JIAT

CKnepogepmua 1 Opyrue BapuaHTbl IeroYHON MUNepTEH3UM,
TpoMbo3ambonuyeckas bonesHb

PeBMaToMaHbIN JlapuHruT, y3enKM Ha ronocoBbIX

apTpuTt CBA3KaX, MHTEPCTULMANbHBIE MHEBMOHUM,
BPOHX03KTa3bl, OPOHXMONNT, peBMaToMIHbIE
Y31bl, NNeBPUT

BocnanutenbHble MHTEpcTULManbHble MHEBMOHUM, CNabocTb

muonaTtum LbIXaTesIbHbIX MbILLL, acrvpaLyuoHHas

NMHEBMOHNA

CucteMHan KpacCHaA
BO/l4aHKa

[neBpwT, CUHAPOM «MOMAMKATOrO NErKOro,
onddy3Hble anbBeoNApHbIE reMopparum,
NEeroYHbIi BacKynuT, cnabocTb AuadparMel,
JIAT, TpoMbo3amMbonuyeckas bonesHb

BonesHb LLlerpena BpoHXuT, 6poHXMONMT, GPOHX03KTa3bI,

WHTepCTULMA/bHbIe MHEBMOHUN, J'IVIM¢0Ma

Mpumeyanue: JTAT — neroyHas apTepuanbHas rMNepTeH3nA.

cmeiciie mona WIT nipu peBMaTuyecKux 3a00J1eBaHUSIX
ITOHUMAIOT OCTPBIE, TIOMOCTPhIC U XpOHMUYECKUe (hUOpo-
BOCITAJTUTEIHHBIC TIOBPEKICHMS JISTOYHOM TTAPECHXUMBI,
KOTOPBIE MOTYT COYETAThCS B OMHOM OMOTICHM, OTpaKast
TeKyIINI maToyiorndeckuii mpouecc [7]. Kypauusa NU3J1,
accormmupoBaHHbIX ¢ UBP3 (M3JI-MBP3) mpencrapmsier
Oouiblyio mpobsemy. MII HeraTuBHO BAUSIOT Ha Ka-
YeCTBO XXM3HU M 00mmii mporHo3 MBP3 u orHocaTCs
K omHOI 13 Bemymmx nmpuanH cMeptu ipu CCII, UBM,
a Takke y nanueHToB ¢ PA u o6brunoit UIT [8—10].
MN3JI-UBP3 — 310 noTeHIIMAIBLHO KU3HEYTPOXKAIOIINE
COCTOSIHMS, TTIO3TOMY MX CBOEBPEMEHHOE BBISIBIICHHE,
MIpaBWIbHAS OIICHKA TSKECTH M aleKBaTHAST TepaITus
MOTYT YJIY4YIIUTh IIPOrHO3. KpoMe cylecTBeHHOTO He-
raTUBHOTO BIIMSIHUS Ha BbIXKMBaemocTh, MI3JI-UBP3
HaKJIaIBIBAIOT TSKEJI0e OpeMsl Ha CUCTEMY 3IpaBOOX-
paHEHUS B CBSI3U CO 3HAUMTEIIBHBIM YBEITMICHUEM pac-
XOIIOB Ha JieueHue. Hammpumep, 5-1eTHsIST Kyparust OmHO-
ro nauueHTa ¢ PA-M3J1 B CIIIA o6xoauTcsd B cpeaqHeM
B 170 TeIC. momt. [11].

IMatorenes U3JI-MBP3 usyyeH HegoCTaTOYHO.
ITo coBpeMeHHBIM TIPEACTaBICHUSIM, ¥ TCHETUUCCKU
MIPeIpacIioNOKCHHBIX JIUIL PeIMINBUPYIOIIEE ajbBe-
OJISIPHOE TIOBPEXICHNE 1 HAapYIICHUS IIPOIIECCOB 3a-
KWBJICHUS SIBJISTFOTCSI KITIOUEBBIMM ITPUUMHHBIMUA MeXa-
HU3MaMM pa3BUTHS JIeTOIHOTO hubpo3a. B pesyiapTaTe
IIPOMCXOIUT aKKyMYJISIIIUSI BOCTIAJTUTEILHBIX KIETOK
B 30HAX MOBPEXKICHMS, BBIXO NX B UHTCPCTUIIMATIBHOE
1 aJTbBEOJISIPHOE TIPOCTPAHCTBA. DTO IMIPUBOINT K aKTH-
BallUM JICTOYHBIX (pOPOOIACTOB, KOTOPHIC HAUMHAIOT
MIPOU3BOIUTH N30BITOYHOE KOJMUECTBO KOMIIOHCHTOB
BHEKJIETOUHOTO Matpukca. [Ipoiecc compoBoxmaeTcs
nrcbaaHCOM 00pa30BaHUS M Ierpamaluy KojuiareHa,
MIPUBOISIIMM K Ype3MEPHOMY HaKOIUICHHUIO KoJIIareHa
B JIETKUX. DTUTEIUAIBHBIC, ME3CHXMMAJIbHBIC KICTKHN
1 KOMIIOHEHTHI BPOXIEHHOHN U alalTUBHO UMMYHHOM
CHCTEeMBI aKTUBUPYIOTCS M (DOPMUPYIOT aTPECCUBHOE
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MHUKPOOKPYKEHHE, CIIOCOOCTBYIOIIEE IMPOrPeccupoBa-
HUIO HapylIeHUi. T (PaKTOPbI B COBOKYITHOCTH CITO-
COOCTBYIOT XpOHUYECKOMY BOCITAJICHUIO, TTOCTETICHHOMY
pa3pyueHnio GyHKIIMOHATBHON apeHXUMBI JICTKHUX,
3aMEIICHUIO KOJIJTATeHOM, YTO B KOHCYHOM UTOTE TIPH-
BOIUT K JISTOYHOMY (bMOpO3y, IbIXaTeIbHOM HEeIOoCTa-
touHoctu (JIH) u panneit cmeptu [12].

ITpu UBP3 BcTpeuatoTcs Bce MOpdhOIOrniecKme
THITBI IOBPEXKICHMS JIETKUX, BKIIOUCHHBIC B KITMHUKO-
MOpP(}OIIOrMUecKy0 KIacCU(PUKAIINIO UINOTIATHICCKIX
W3] (U-U30). [Ipu Bcex UBP3 nomuHMpyrommum Ba-
puaaToMm M 3J1 ssBasteTcs HecniemmduiecKass MHTEPCTH -
muanbHas mHeBMoHUs (HCHUIT), 3a nckimoueHnem PA,
IIPY KOTOPOM TIPEBAIMPYET OOBIYHAS MHTCPCTUIINATBHAS
mHeBMoHus (OUIT). ITpu Bcex MBP3 Berpeuatorest Tak-
K€ THEBMOHMU C HEOIIpeAeICHHOM KapTUHOI (T. €. He-
KJaccuduumpyemMasi THeBMOHMSI, oTmmaHast ot OUII,
HCHWII n opranusytometics maeBMoHuu [OI1]) unn
W3MEHEHUS ¢ IPU3HAKAMU Pa3HbIX MOPMOIOTMIECKIX
TUNOB OgHOBpeMeHHO. Tak, Ha nmomto PA nmpuxogurtcst
6—52% takux BapuaHToB |13]. [Tonaraior, 4TO rUCTOJIO-
rnyeckue BapuanTel HCUIT n OIT 6onee 4yBCTBUTENb-
HBI K Tepanuu rmokokoptukoctepornamu (I'KC), guem
OMII. ITpm Bcex marrepHax M3J1 y naumenTos ¢ UBP3
BBIXKMBAaeMOCTh Jiydiire, ueM nipu UMDJI. PenTreHono-
TMYeCKHUe MPU3HAKU JETOUHOro ¢huodpo3a y O0IbHBIX
MBP3 uMmeroT mporHocTnuyecKoe 3HaueHne, TaK KaK BbI-
>KMBa€MOCTb IPU HATMYUHY TIPU3HAKOB COTOBOTO JIETKOTO
ObLIa TOCTOBEPHO HIKE, YeM y ITAIlUeHTOB 0e3 3TOTo
npusHaka [14]. [IpumeHseMble B HacTosIIIee BpeMs
MYJIBTUMOJIAJIbHBIE TTOAX0bI K BeIsBIIeHnI0 MU3JI-MBP3
TTO3BOJISTIOT B OOJIBIIMHCTBE CIIy4aeB IIOCTABUTH TUATHO3
0e3 OMOoTICHH JISTKUX, TT03TOMY 3TOT MHBAa3MBHBIN Me-
TOJ, CBSI3aHHBIN C PUCKOM OCJIOXKHEHM, TTIPUMEHSICTCS
TOJIBKO B clTydae OOJIBIIION TMAarHOCTUIECKOM HEeOoIpe-
NEIEHHOCTH (MCKITFOUEHME TIPUCOCTMHEHUS MH(EKIINIA,
OITyXOJIe U Ap.).

BepeHue nauueHToB

YTo KacaeTcst TCUCHUsI, TO HAPSIIy C OTHOCUTEIHLHO
o6naronpugaTHeIMU Bapuantamu M3J1, oTBevarommmu
Ha CTaHIAPTHYIO TePaIliio, BCTPEUYAIOTCS IIPOTPECCUPY-
fo1re (hopMbI, KOTOPBIE XapaKTePU3YIOTCS YXYAIICHIEM
(GYHKIIUM JIETKNX, HapacTaHWEM PECITMPATOPHBIX CHUM-
MITOMOB M PEHTTCHOJOTMYECKUX IPU3HAKOB (prbOpo3a,
CHIDKEHMEM KaueCTBa XXU3HU, a TAKKEe paHHEH CMEPTHO-
creio [15, 16]. IIporpeccupyroliuii puOpo3upyOIINii
BapuanT M3J1 Bcrpewaercs B 20—30% ciayuaes VIBP3
U 0e3 JieueHUs1 MpUBOIUT K HeoOpatumoit JIH. Mmeercst
00JIbIIIOE CXOJCTBO B MATOreHE3€e JJeroyHoro pudposa
TIPY Pa3TNIHBIX HO30JIOTHSIX, B CBSI3M C UYeM B ITOCIICTHIE
TOIBI pa3pabOTaHbI OOIIKME TOAXOIbI K TEPAITiN, B 9acT-
HOCTH IIpUMEHEHNE aHTU(DUOPO3HBIX IMPeTrapaToB.

Teuenne u ncxonslt U3JI-UBP3 onpenensrorcs
pSIIOM OOIIMX MapaMeTPOB: KIMHUIECKON (hOPMOIA,
cramueil 60JIe3H, TeMIIaMU IIPOTrPECCUPOBAHMS, ac-
commanmeit co crennuduaHsiMu ayToAT, Mopdororu-
YECKHUM THUIIOM U Ap. YBeIWdeHNe 00beMa ITopaXkKeHUS
JICTOYHOU TKAHM yXYAIIAeT IMIPOTHO3, a MPU3HAKHU CO-

TOBOTO JIETKOTO YKAa3bIBAIOT HA BHICOKYIO BEPOSITHOCTD
IporpeccupoBaHmsI. BrICTpoe CHIKEHME TToKa3aTeei
(ynkunonanbHbix lerouHbix TectoB (DJIT) nmeer He-
0JIaTOTIPUSITHOE IIPOTHOCTUYECKOE 3HAUYCHNE, TIOOTOMY
BaxkHO peryisipHoe BeimosHeHne PJIT 1 cOOTBETCTBY-
IoIIast KOPPEKIINS Teparii.

PaHHee BBHIIBIICHHE MOPaXXCHUI pecIIMPaTOPHO-
rO TpaKTa MMEET pellaiolee 3HaUeHNE TSI IIPOrHOo3a.
TpynHOCTH BeneHUS MAIIMEHTOB C TTOPaKEHNUEM JIETKIX
CBSI3aHBI C OTCYTCTBUEM OOIIECTIPUHSITHIX aJITOPUTMOB
BBISIBJICHMSI ¥ PeKOMEHIAIINI 10 NX JiedeHI0. B orpe-
JIEJICHHO CTETICHU 3TOT ITpo0eT ObLT 3aII0JTHEH KOHCEH-
cycom akcneptoB misg M3J1, acconmmnpoBannbix ¢ CCJI
(MU3JI-CCI) [17]. B obmmx yepTax 3TOT aITOPUTM MO-
keT TpaHchopmuposan as gpyrux UBP3. Huxe npen-
JlaraeTcs cxeMa Kypamuu rmamnueHToB ¢ UBP3 (Ta6m. 3).

CornacHO COBPEMEHHBIM PEKOMEHIAILIUSAM, B CIIy-
Yyasx TUaTrHOCTUYECKOI HEeOoINpeaeJeHHOCTH Y MMallu-
eHToB U3JI, B mepBy1o ouepenb HEOOXOAUMO MCKITIO-
yath UBP3 [18]. Inarnoctnka MBP3 ocyiecTBisieTcst
B paMKaX COOTBETCTBYIOIINX KPUTEPUEB U aJITOPUTMOB,
MU3JIOKEHHBIX, B YACTHOCTU, B OTEUECTBEHHBIX PEKO-
MeHIauusx mo pesmarojioruu [19]. TpyaHocTu Bene-
Hug nauneHToB MBP3 ¢ mopaxkeHuem pecnmpaTopHOTo
TpaKTa IIPUBEIIN K CO3MAHNIO MYTbTUANCIUTUIMHAPHBIX
komana (MIK), BKIogaroIux Bpadyeit HeCKOJbKUX
cnenuanbHOCTE (ITyJIbMOHOJIOTOB, pEHTTEHOJIOTOB,
MOpP(}OJIOTOB), 0OCYKTAMOIINX TPYAHBIX MAIIUCHTOB
[20]. MynbTUAMCUUTIIMHAPHBINA MOAXOM K BEIEHUIO
6onbHBIX M3J] moBbIIaeT Ka4eCTBO NJUATHOCTUKH,
aIeKBAaTHOCTh TePAIINM U YIyIIIaeT KauyeCTBO XKU3HM.
Bpaun-peBMaToIoru moxka HemoCTaTOYHO aKTUBHO yJa-
cTBY10T B pabote MIK, omHaKo KOHCYJIbTallusI TAKOTO
CTICLIMAINCTa PAaCCMATPUBACTCS KaK BasKHBIE MOMEHT
B IIpollecce YCTAaHOBJICHUS MPaBUIBHOTO IMAaTHO3a
WII [21]. IIpumepsl opranu3zanuu u padotsr MK
C BKJIFOUCHHMEM Bpada-peBMAaToJIora IOKa3bIBaloT, YTO
cpenu manueHToB ¢ M3J1, oOpaTuBIIMXCS B KITUHUKY
IIyJIbMOHOJIOTMYECKOro Npoduist, ToJabKo 52% ume-
nu unnonatudeckue M3J1, y 15% BriepBbie BHISIBISLIN
peBMaTnyeckoe 3aboyieBaHue U B 33% ciydaeB ycTa-
HaBJIWBAJIN IUATHO3 MHTEPCTUIINATIBPHOU ITHEBMOHUN
¢ ayTouMMyHHBIMU ueptamu (AWIT) [22]. Ipn mmm-
TETbHOM COBMECTHOM HAOMIONEHNU Y '/, TallNeHTOB
JIIMaTHO3 MOXET OBITh M3MeHeH B noiab3y MBP3 [23].
DTHU TaHHBIE CBUIETEIBCTBYIOT 00 aKTyaJbHOCTH BHE-
npenust MJIK ¢ yyactrem peBMaToJIOTOB B IIPAKTUKY.

Nzyuenne AUIT — 3aboJieBaHUsI, HAXOASILIETOCS
Mexny naronatuueckumu ¢popmamu M3J1 n U3J1, ac-
COIIMMPOBAHHBIMU C PEBMATUYCCKIUMU 3a00JICBAHUSIMH,
CTaJIO IPUMEPOM YCIIEIITHOTO COTPYTHUYCCTBA MYJIb-
MOHOJIOTOB 1 peBMaTojI0roB. C MeIbi0 ONTUMU3AIUN
nzydaeHus takux dopm U3J1 nns ux obo3HaveHus ObLI
MIPEIIOXKEeH TePMUH «MHTEPCTUIIANIbHAS ITHEBMOHUS
¢ ayTOMMMYyHHBIMU yepTamu». AWTT BKTioyaer nanueH-
TOB ¢ nomMuHHpytomuM U3J1, KoTopsle OMTHOBPEMEHHO
MMEIOT OTHO VI HECKOJIPKO PEBMATUUECKUX ITPOSIB-
JICHUH 1/WTY TTO3UTUBHOCTD IO OTAEIbHBIM ayTOAHTH-
TeJaM, HO He YIOBJICTBOPSIIOT aKTYaIbHBIM KPUTEPUSIM
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Taﬁnuu,a 3. CxeMa BbifiBNEHMA pecnupaTopHbIX HapyLIJEHVII‘/'I M BeleHNA NnauneHToB UMMYHOBOCNANIUTENbHbIMU peBMaTtu4eCKuMmn 3aboneBaHMAMM

MeToabl

Copep:aHue

OnpepneneHye GaKTopoB pUcKa pa3BUTUA
nopaeHua nerkux / U3J1y Bcex naumeHToB
nocne ycTaHOBNEeHUA AnarHo3a

MoMusoi BO3PACT, MyMCKOM Nof, AABHOCTL 3a60MeBaHMA < 5 T, BbICOKan aKTUBHOCTb 3ab0neBa-
HWA (NoBblLeHwe ypoBHsA C-peaKTnBHoro 6enka, C03), xapaKTepHble ayToaHTMTeNa, NULLEBOLHO-
eNYL0oYHbIN pedrioke

CKpMHVIHF BCeX NMaluMeHTOB Ha Hannuue
MopaxKeHnA nerkmx

Bpaue6HbI 0CMOTP: 0fbILLKA, KaLLeslb, XapaKTep MOKPOTLI, «4acoBble CTeKa» U «bapabaHHble
ManoyKku», KPeNUTaLMA NPU ayCKyNbTaLuK, LWyMbl B CEPALE U Ap.

KoMnneKcHanA oLeHKa TAXKeCTW BbIABIEHHOMO
CMMNTOMOKOMINJIEKCa

OyHKLMOHaNbHBIE NeroYHble TeCTbl: cnuporpadua, onpefeneHve AUGdY3MoHHOM CrnocobHOCTM
Nerkux, u/unu bogmnneTuaMorpagus.

KTBP opraHoB rpynHom KneTKK, oLeHKa CeMUOTUKM (PETURYNAPHbIE 3MEHEHWS, «<MaToBOE CTeK-
N10», KOHCONMAALMS, TPAKLMOHHbIE BPOHX03KTa3bl, «COTOBOE JIErK0e») U pacnpoCTpaHeHHOCTU
nopaxenua (06bem > 20%).

Ixo-Kr (c onpesenennem CJ1A), npy nokasaHWAx — KaTeTepusaLmaA Npasbix OTAEN0B cepaLa
nAa uckniovenna JIAM

OnpeneneHve NoKasaHui K papMakoTepanum
336071eBaHNA C NOParKeHWEM PeCrMpaTopHOro
TpaKTa

OcyLecTBAAETCA C Y4ETOM 06LLEN aKTUBHOCTM M TAXKECTU 60NE3HM KaK NIEroYHBIX, TaK U BHENEroY-
HbIX MPOABNEHNI.

He Bce GonbHble HyxpaloTcA B apMaKoTepanuu nero4Horo nopaxeHus. Eciv neverue He HasHa-
yaeTcs, HeobXxoAMMO TLLATENbHOE MHAMUYECKoe HabmiofeHue.

Mpu BbIGOPE Tepanuu yUMTLIBAIOTCA (aKTOPbI: XapaKTep cuMnToMoKoMnneKca (U3J1 unum J1AT), ero
BbIParKEHHOCTb, KAYECTBO MU3HMW NaLMeHTa, HalMuMe KIMHUYECKUX PEKOMEHALMIA, OCTYNHOCTb
KOHTPONA 3a NIEYEHUEM 1 [ip.

Bobi6op onTMMankHoro npenapara
UMM KOMOMHaLMK NipenapaTos

3aBUCHT OT KNMHUKO-NIATOrEHETUYECKMUX 0COBEHHOCTEN: COOTHOLLEHWUA BOCTIANUTENbHBIX U G-
BponnacTUyecK1x NpoLeccos, 3ddeKTa U NepeHOCUMOCTH paHee NPOBOAMMONA Teparnum, CKOpoCTU
MporpeccupoBaHus, GakTopoB HebNaronpuUATHOro NPOrHo3a, PUCKOB MHEKLMOHHBIX OCTIOMHEHMUI
¥ NpodunA KoMop6UaHOCTH

OueHKa nporpeccupoBaHuA

OueHMBaIOTCA B AMHAMMKe M3MEHEHWUA KITMHUYECKMX CMMMTOMOB, noka3satenei OJ1T, npossneHuns
natonoruu no KTBP, 3xo-KI'

Ycunenve Tepanuu npy HeobxoamMMocTU

CMeHa npenapatos 1-ro pAfa Ha npenapatbl 2-ro pAaa, NoAKMIYeHNe NoTeHLManbHO 3G heKrTmB-
HbIX MPenapaToB BHe MOKa3aHWM, BKIOYEHME B KIIMHUYECKME UCTIbITAHUSA

Mpumeuanme: U3J1 — untepcTrumanbHble 3abonesanua nerkux; OJIT — gpyHKLMOHanbHbIe eroyHble TecTbl; CO3 — ckopocTb ocefanms spuTpoumTos; KTBP — KoMnbloTepHan
ToMorpadua BbicoKoro paspeluexus; C[IJ1A — cuctonnyeckoe AasneHue B nero4Hoit aptepun; 3xoKl — axokapavorpadus; JIAT — nerouHan apTepuanbHas rmnepTeHsmsa.

P3. J1ng ycranosnenns quarnosza AMII manueHT qoimkeH
YIOBJIETBOPSITH 3 00s13aTeIbHBIM TPEOOBAHUSIM:
« mnpusHaku U3JI mo nanasimM KTBP u/unu xupypru-

YeCKOI OMOTICUM JIETKOTO;

¢ MHCKIIOYECHUEC N3BCCTHBIX IPUYNH 13J1 IIpU TIIATEJIb-

HOM KIIMHNYECKOM OCMOTPE;

* otcyrcTBHe y manmenta UBP3, cormacHo IpuHSITBIM
JUJIS1 9TUX 0OJIE3HEN KpUTEPUSIM AMarHosa.
Ha ocHOBe KOHCEHCyca 3KCIIEPTOB OBLIN TIPEII0-

Tput. M3 TecTOB yalie Bcero MO3UTUBHBI aHTHHYKIIC-
apHbic aHTtuTeaa (AHA) /v peBMaTOMIHBIN hakTop,
y! /, OOJILHBIX TIO3UTUBHBIM ObLIT TOJbKO OIUH U3 3TUX
TTOKa3aTeIeii.

JlanHbIe 110 ecTecTBeHHOMY TeueHuto AWIT mpoTuBo-
peunBbl. BeposiTHO, BekuBaeMocTh nipu AWII nyuie,
yeMm npu UJID, Ho xyxe, yem ripu U3JI-UBP3. dak-
TOPHBI, CBSI3aHHBIC C YXYIIIICHUEM BBDKMBAEMOCTHU TIPHU
AWNII BKIIIOYAIOT TTOXUJION BO3pacT, KypeHue B aHaAM-

JKEeHBI KJTaccu(pUKaMoHHble Kputepnu nruarnoza AUTT
(tabm. 4), Bxmovarorue 3 momeHa — A, B u C [24]. Kiu-
HUYECKUI TOMEH COAepKUT xapaktepHble 11t UBP3
BHEJICTOYHBIC TIPOSIBJICHNUS, CEPOJIOTUISCKUI — HabOP
cnenupuIecKUX MUpKyIupylomux ayToAT, mopdo-
JIOTMYECKUI — CIIel(bUIHBIC JISTOUHBIC TIPOSIBJICHUS,
BoisiBieHHBIE pu KTBP, rucromopdonornueckue uim
GyHKIIMOHATbHBIC XapaKTepucTuku. st Kmaccudu-
Kanmu 3a6oseBanusa kak AWUIT 0onbHON TOKEH COOT-
BETCTBOBAThb BCEM 3 00sI3aTEIbHBIM YCIOBUSIM U UMETh
KaK MUHUMYM TI0 1 TIpostBIIeHUIO 13 toMeHOoB B mm C.

Ha ocHoOBe MCoNIb30BaHMS 3TUX KPUTESPUEB ObLIa
cocTaBpiieHa xapaktepuctuka AMUII, orpaxaroiias rere-
POTeHHOCTD TPYNIIbl. Y 75% GONBbHBIX B KIMHUYECKOM
KapTHHE BCTPEUYAIOTCS CUMITTOMBI HEeCIIeIIM(DUISCKO-
ro XapaKTepa: CYXOCTh pTa M IJ1a3, CHIDKEHHE MacChl
Tella, OTEYHOCTh KUCTEH, TTOJIMApTPAITUN U/UIIHN ap-

He3e, 00JIee HU3KYIO UCXOMHYIO (DYHKITUIO JIETKHUX, JIe-
roynyto runeprensuto (JII), naanume anturen RNP
(ribonucleoprotein — 6eIKOBBIII KOMIIOHEHT MAJIOTO SIAEP-
HOTO HYKJIeOTHUa) 1 MuHOpHOTO amnens MUCSB [25].
B pabote G. Sambataro et al. Bpauamu — ITyJTbMOHOJIOTAMU
1 PEeBMATOJIOTAMM IIPOCIIEKTUBHO M3yJalach KOTopTa
maumeHToB ¢ AUIT (191 gen., cpeaHsIst IIMTEeIbHOCTD Ha-
omonenust ~ 30 mec.) [26]. 3a Bpems HaGmoneHus y 24 %
MMaIlMEHTOB OBLIM YCTAHOBJICHBI JUATHO3BI peBMaTHYC-
ckux 3aboyieBanuit, yaie Bcero — bl u UBM. BBo-
mounst B UBP3 nmpoucxonuna B cpoku 22,0 & 15,8 mec.
IMprMevaTeabHO, YTO CPEay 3TUX MALUEHTOB '/ , ObLIH
CEPOHEraTUBHBIMU MPU BKITIOUeHUN. [1o TaHHBIM IpyTrxX
aBTOPOB, JIMIIIb HeOOJIbIIAsl YacTh naueHToB ¢ AUII
sposmoLnoHupyoT B UBP3 — Bcero 10—14% [27, 28].
Hu onuH 13 MyHKTOB, BKIIIOYEHHBIX B 3 qomeHa AUII,
HE acCCOIMMPOBAJICS C OOIIMM IIPOTPECCUPOBAHUEM
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Tabnuua 4. KnaccudmKaumoHHble KpUTEPUM 41 MHTEPCTULMANBHON MTHEBMOHMM C ayTOMMMYHHBIMU YepTaMu

Kputepuii

MpusHak

2. VicknioveHne ansTepHaTuBHOM aTvonorum UI.

1. NpuzHakm UM, BeiseneHHbie npu KTBP n/vunu xvpypruyeckoi uoncum nerkux.

3. HecootBeTtcTBue KputepuaM onpegeneHHoro CUP3 1 Hannume Kak MUHUMYM 1 NpoABeHnA 13 Kak MUHUMYM 2 (oMeHbl A—C).

A. KnuHnueckuin joMeH

4. JlapoHHbIe TeNeaHr uaKTasum.
5. ®eHoMeH PeitHo.

(cuHapoM loTTpoHa).

1. CyxocTb, LenyLLeHWe U TPELLMHBI KOXM NafbLeB («pyKa MeXaHuKa»).
2. urutanbHble A3BOYKM Ha KOHYMKaX NanbLieB.
3. BocnanuTenbHbI apTpUT MW NOAMAPTUKYNAPHAA YTPEHHAA CKOBAHHOCTb > 60 MUH.

6. HeobbACHMMBIN OTEK NanbLIeB KUCTEN.
7. [unepeMmnpoBaHHO-LMaHOTUYHaA GUKCMPOBaHHAA Chifb Ha pa3rnbaTenbHOM NOBEPXHOCTY NanbLEeB

B. Ceponoruyeckuin gomeH
FOMOreHHbIN, UK

4. Antutena K 2-cnupansHoin JHK.

7. AHTUTENa K pUbOHYKNeonpoTenay.

11. AHTtuTena k PM-Scl.
12. Aututena Kk MDA-5.

1. AHTVALepHble (@HTUHYKNeapHbIe) aHTUTena B TuTpe > 1 : 320. Tunbl cBeYeHUA: AMPGY3HBIA, KpanyaTbId,

a) aHTAdepHble (@HTUHYKNeapHbIe) aHTUTENa, HYKNEONAPHBINA TUM CBEYEHUA B NI06OM TUTPE, UNK
6) aHTUALEepHble (QHTUHYKNeapHbIe) aHTUTeNa, LLeHTPOMEPHbIV TUM CBEYEHUA B NI0HOM TUTpE.

2. PeBMatonaHbIi GaKTop > 2 3Ha4eHUIN BepXHeW rpaHuLibl HOPMbI.

3. AHTUTENa K LIMKNMYECKOMY LIMTPYIMPOBAHHOMY NenTuay.

5. AHTn-SS-A (Sjogren syndrome A) aHtutena (Anti-Ro/SS-A).
6. AHTn-SS-B (Sjogren syndrome B) aHTuTena (Anti-La (SS-B).

8. AHTUTENa K Sm-aHtureny Anti-Smith.
9. Aututena K Tononsomepase 1 (Scl-70).
10. Antutena K t-PHK cuntetasam (e.g.Jo-1, PL-7, PL-12, a Take EJ, 0J, KS, Zo, tRS).

C. Mopdonoruyeckmii fomeH
a) HCum;

6) Or;

B) coyeTaHne HCUM n OI;
r) an.

a) HCUn;

6) Or;

B) covyeTaHne HCUM n OM;
r) AN,

nmn FVICTOHOFVII/I);

1. Mpw3Hakm paguonoruyeckoro nattepHa npu KTBP:

2. Tuctonorunyeckue 4epTbl B 6uonTaTe JIerkoro, B3ATOro XMpypruyeckmMm nyTem:

) VHTepCTMLManbHble TMMAOMAHBIE arperathbl C repMUHaNbHBIMU LEHTPaMu;

e) auddysHan nuMonnasMoLUTapHan MHGUNLTPaLMA (C TMMPOMAHBIMU GONNMKYAMU UK 6e3 HKX).

3. B pononHeHme k npusHakam UM — MHOroypoBHEBOE BOBIEYEHNE PeCnMpaToOPHOV CUCTEMBI:

a) HeoObACHUMBIV NNEBPAbHbIN BBINOT UM YTOMLLEHUE NEBPbI;

6) He06BACHUMBIV NEPUKapAWaNbHbINA BBINOT UK YTOMLLEHWE NepPUKapaa;

B) HE0OBACHMMOE NopaXKeHue AbIxateNbHbIX MyTel (M0 AaHHBIM GYHKLMOHANbHBIX NeroyHbix Tecto, KTBP

F) HeobbACHNMaA NleroyHan BacCKysonaTtua.

lMpuMeyanme: UM — nntepcTiumansHan nHeBMoHus; KTBP — KoMnbioTepHasa ToMorpagus Beicokoro paspeluenus; CUP3 — cucteMHble MMMyHOBOCNANMUTENbHbIE PeB-
Matuyeckue 3abonesanua; HCUM - Hecneumndmyeckan nHTepcTULManbHan nHeBMoHus; O — opraHuaytowasca nHesMoHua; JIUM — nuMdonaHan UHTEpCTULMANbHaA

MHEBMOHUA.

3aboseBanus1, Bkiouas marrepH M3J1 mo KTBP. Ipu-
3HakM mporpeccupyiomero MDJI chopmuposBanuch
y 35% nmauuentos 3a 14,3 + 8,0 mec. OcTajibHbIe MaLIK-
SHTHI OCTaBaJIMCh B OTHOCUTEIBHO CTAOMILHOM COCTOSI-
Hur. Heo6XoamMocTh B TOCTOSTHHOM KMCIOPOTHOM ITOJI-
JepxKKe nosiBuiiack y 37,7 % nauueHToB, 7,3% nauueHToB
ymepiu ot JIH, 94To B 11e10M COBITagaeT ¢ JaHHBIMU IpY-
TUX aBTOPOB. B 3TOM MHTEepecHOM MCCIeIOBAaHUU T10-
Kazansl 3 mytu sBomoruu AUIL: 1) MmemxneHHast TpaHc-
dopmarust B UBP3 (B T. 4. cepoHeTaTMBHBIX TAIICHTOB);
2) 6oitee OBICTpast — B IMPOrPeCCUPYIONINA HrOO3UPYIO-

it penotrn M-M3JI; 3) ctabmipHOE 10OpOKaYECTBEH-
Hoe cocTosiHue. B utore 3a 2—3 roga rpyIina mameHTOB
¢ AWII 3HaYUTETbHO YMEHBIIWIIACH 3a CYET YTOUHEHUSI
nuarHo3a y 59% GONbHBIX.

B otHomeHun ontumManbHoi tepanuu AWUII nanH-
HBIX MaJjio. Micxomst u3 IpUHSITON TUTIOTE3kI MaToreHe3a
AWII, neHTpaJIbHBIMU MEXaHU3MaMM CUMTAIOT BOCHa-
JICHHE W ayTOUMMYHHUTET, TTI03TOMY JICUCHHE OOBITHO
HAuYMHAIOT ¢ UMMYHOCYIIPECCUBHBIX TTperapaToB. [Toka
AMWII ocTaroTcsl reTepOreHHOM rpynIioi ¢ HesICHbIM Ia-
TOTEHE30M, IIPOTHO30M U JICUCHHEM, OTHAKO BHIIEICHUE
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cyoruria AUII u co3naHne AMarHoCTUYECKUX KpUTEpUEB
CTaji BaXKHBIMHU IIaraMM B TIOHUMAaHWU 3TOTO COCTO-
saUs. [TokazaHa BO3MOXKXHOCTb YTOUHECHHUST TMArHO3a
u OoJiee ajekBaTHOM Tepanuu [29].

Tepanusa pecnupaTopHbIX NPOABAEHUN

Panngga u apdexktuBHasg trepanust UBP3, ymeHb-
IIaroInasi aKTUBHOCTD VUIM TIPUBOISINAS K PEMUCCHUU,
CHITXAET YaCTOTY U TSKECTh O0OCTPEHUI U YMEHBIIIAeT
CBsI3aHHBIC C HUMM TToBpexkneHus. CoBpeMeHHasI Tepa-
s pecrimpaTopHbIX posiBinenunii MUBP3 nmpoBoguTcs
Ha OCHOBE OOIIMX IMTPUHIIUIIOB JICYCHUST OCHOBHOTO 3a-
OosieBaHUS, SIBISIETCS KOMITJIEKCHOM 1 BKioyaeT ['KC
1/WIA UIMMYHOCYTIpeccaHThl. HecMoTpst Ha oTcyTCTBHIE
MOJTHOLIEHHBIX T0Ka3aTelbcTB dpdekTnBHOCTH ['KC,
STU MpeTapaThl OHM OCTAIOTCS YaCThIO HAYaIbHOM CXEMBI
JICYCHMST, OCHOBAHHOI Ha MHOTOJICTHEM OITBITe. YacTo
tepanust UBP3 HaumHaeTcs ¢ 6a3ucHbix npomusogoc-
naaumenvuvix npenapamos (BITIBIT), mpenMyIiecTBeHHO
CUHTETUYECKMX «cTaHaapTHBIX» (c- BIIBIT) Hecrrenmdu-
YeCKOTO MMMYHOCYIIPECCUBHOTO ACUCTBUSI, KOTOPHIE
MMOTEHIIMAIBHO YIIYYIIAIOT TeYCHNE 3a00ICBaHUSI, HO HE
Bcerna 3(O(heKTUBHBI MJIN OTMEHSIIOTCS M3-3a TIOOOYHBIX
3¢ dexToB. B aTHX CiryJasx MpUMEHSIIOT 2eHHO-UHICEeHED-
Hote ouonoeuueckue npenapamst (F'MBIT) m cuHTeTHYC-
ckue tapretasie BITBIT (T-BITBIT). [Inst 6onpmmHCTBA
NBP3, kpome PA, noteHmanbHo 3¢ GeKTUBHBIE MTpe-
mapaThl TIPUMEHSTIOTCS BHE MOKa3aHMI, TaK KaK ToKa
HE 0m00peHBI O(UIINAIBHO.

Bui6op Teparmuu npu U3JI-UBP3 mipencraBiser
O0JIbLLIYE TPYAHOCTHU B CBSI3U C OTCYTCTBUEM JOCTATOY-
HO¥ TOKa3aTeIbHOM 0a3bl ¥ MIPOTUBOPEYMBBIX TaHHBIX
110 3¢ GEKTUBHOCTH U TIEPEHOCUMOCTHA COBPEMEHHBIX
JICKapCTBEHHBIX IIpeTapaToB. M3 Bcex MpUMeEHSIEMBIX
nperapaTtoB 11 M3J1 mpu Bcex UBP3 monTBepxneHa
3G GEKTUBHOCTD TOJIFKO HUHTEAAHN0A ¥ B MEHBIIIC CTC-
neHu — MuKodeHonara modermra (MM®). Hanbomee
mmpoxuii criektp c-bIIBII, monyuunBimx nokasaresib-
Hylo 6a3y, npuMensercd npu MU3J1-CCJI; ato c-BITBII
mukinodochamun (LIP) u MMO, IT'MBII Tornnu3ymad
(TLI) n putykcumad (PTM), aHTH(UOPO3HBII ITperapar
HUHTeOAHUO, a TAKXKe BBICOKOI03HASI XUMUOTEPATIUS
C TIOC/IEAYIOIICH TPaHCIIAHTALIMEH ayTOJIOTMIHBIX TEMO-
MMO3TUYECKUX CTBOIOBBIX KJIeToK (ayroTT'CK). Ha BrI-
00p Teparuu BIUSET ITporpeccupytomnii xapakrep U371,
3aKOHOMEPHO TIPUBOISIINN K GUOPO3Y JETKUX U pa3-
Butuio JIH. Ecinu TeueHue uMmeeT mporpeccupyroimi
XapakTep, BaXKHO OLIEHUTh COOTHOIIICHNE BOCITAJTATEIh-
HOTO M (PMOPO3UPYIOIIETO KOMIIOHEHTOB. YUUTHIBAs,
yrto B pa3sutuu M3JI-CUP3 yuacTByIOT ITpoliecchl Kak
BOCITAJICHUS, TaK U (GUOPO3MPOBAHMS, Y psIda MAIIEHTOB
MMOTEHIINAIBHO 3 (PEKTUBHON CTpaTerneil MOXET OBITh
KOMOMHMPOBaHHAsI TepaIs IIPOTUBOBOCIIATUTEIBHBIMU
W/WIM UMMYHOMOIYIUPYIOIIMMY U aHTU(DUOPO3HBIMU
areHtamu. [Ipeobiaamanue puOpo3npoBaHUS U TTPU3HA-
KU TIPOTPECCUPOBAHUST — OCHOBAaHUE IIJIsST Ha3HAUCHUS
aHTU(GUOPO3HOI TepaITnu.

ITocne mpoBeneHMS NCCIea0BaHM 3 (PEKTUBHOCTH
HuHTenann6a y 6onbHbIx U3JI-CCJI [30] u pssmom apy-

rux niporpeccupytotux U3JI [31] aumugpuodposnas mepa-
nus aKTUBHO BHeIpsieTcs B peBmartonoruu. B PO HuH-
TemaHnO 3aperucTpupoBaH s teueHus U3J1 pazmmy-
HOM 3THOJIOTUH M IIPUMEHSIETCS TIpU (DUOPO3UPYIOIIEM
Bapuante M3J1 y manuentos ¢ CCI, PA, UBM u np.
BddhexTUBHOCTD IPYroro aHTU(GUOPO3HOTO IMperapaTa
mipdeHnaona n3ydanach mpu M3JI-PA; 6bu10 TOKa3aHO
3aMelJieHne CHIKeHUS (pOPCUPOBAaHHON XNU3HEHHOM
emkoctu Jierkux (PXKEJT) Ha 55%, a B moarpyrie ma-
urentoB ¢ OUII-mmarreprom pubposa — Ha 75% [32].
B Hacrosmiee Bpems ImpoOBOISTCS MCCCTOBAHMS BIIVSI -
Hug nuppennnona B couetanuu ¢ BITBIT na U3J1-PA.

B mocnenHMe TOOBI IPU JICYCHUN PEBMATUICCKUX
3a00JIeBaHUIT IPUMEHSICTCSI KOHUeNnyus «aeyeHue 0o 00-
cmudiceHus: yeau», COrIaCHO KOTOPOU IIEeJIbI0 Teparuu
SIBIISICTCSI JOCTVDKEHUE PEMMCCHU WJIM MUHUMAJIbHOMN
aKTUBHOCTH 3a00eBaHus. KoHIIEIIMs oTMevYaeT BaxK-
HOCTh paHHE# TMAarHOCTUKU, KOTOpas MO3BOJISIET CBO-
€BpEMEHHO HavyaTh aKTUBHYIO M CTPOTO KOHTPOJIMpYe-
MYIO TepaItnio, HaunHasl ¢ 1e0rTa 0O0JIe3HN WK ITaXKe
C «IIPEKIMHUYECKOM» CTamny (KaK BO3MOXKHOE IPeaoT-
BpalllcHre pa3BUTHU 3abosieBaHms1). Peanmm3amus ctpa-
TETUU «JICICHUE 0 TOCTVDKCHUSI 1IeI» BIIEPBhIC OblLIa
nmpuMeHeHa mpu PA, u B HacTosiIiee BpeMsI IoKa3aHo,
YTO OHA JICMCTBUTEIBHO IIPUBOINT K CHIKEHUIO PUCKa
IIOTePU TPYIOCIIOCOOHOCTH, MHBATMIHOCTU W YBEJIH-
YEHUIO MTPOIOKUTEIBHOCTHY XXKU3HM MMallMeHTOB [33].
HanbHeimme nepcrieKTuBbl B ieueHn MBP3 cBsi3aHbl
C IPMMEHEHHMEM HOBBIX JICKAaPCTBEHHBIX IIPETIapaToB,
HaIpaBJICHHBIX HA OCHOBHBIC MUIIICHN-YJYaCTHUKY T1a-
TOJIOTUYECKUX TIPOIIECCOB MOBPEXKICHUS [34].

[Ipu He3(PPEeKTUBHOCTH BCEX METOMOB TEpaIlvM,
HEYKJIOHHOM IIPOTPEeCCUPOBAHUU JIETOYHOTO (hrdpo3a
u pasButuu J1H mokaszana mparcnianmayus aeekux mpu
OTCYTCTBUM BBIPA>KEHHOU TTATOJIOTUH APYTUX BHYTPECH-
HHUX OpraHOB. DTOT ITOKa MAJIOAOCTYITHBII METO OCTa-
€TCsI TIOCJICTHUM IIAHCOM JIJIST OOJIBHBIX C TEPMUHAIBHOM
cranueit 3a06oeBaHusA. OIBIT IPUMEHECHUS TPaHCIIIaH-
tanuu jerkux npu NU3JI-MBP3 ocraetcs HEOOMBbIITNM,
HO CBUICTEIBCTBYET O TOM, YTO BBLKUBACMOCTb Y Malll-
eHtoB ¢ MU3JI-MBP3 He oTamyaeTcst OT TAKOBOI y T~
eHtoB ¢ MJID, kpome marmernToB ¢ UBM [35].

JlekapcmeenHo-uHOyuuposantvle UHMepPCMUYUaNbHbLe
NHe8MOHUMbL COCTABIISIIOT BasKHYIO TTpobJieMy rmpu MB3-
CHUP3. B 0CHOBHOM 3TO OTHOCUTCS K UMMYHOCYIIpec-
CHBHBIM TIpeIiapaTaM, B TIEPBYIO Ouepeab K METOTPEKCATY
(MTX). BroT mpenapat Ha3HaYaeTCs TP MHOTHX 3200-
JIeBaHUSIX, HO HauOoJIblliee IpuMeHeHue umeet 1pu PA,
TaK KaK OTHOCHUTCS K YKMCITy Hanbojee 3(DHeKTUBHBIX
JUJIs1 JIeYeHus1 9Toro 3abosieBaHus. [1oaTomy mobouHbie
s ekt MTX, BkItouast HexesaTelIbHbIe COOBITUS
B OTHOIIICHUM PECITUPATOPHOM CUCTEMBI, JIYJIIIE BCETO
n3ydyeHsl Ha ipuMepe PA n U3JI, accoummpoBaHHBIX
¢ PA (PA-W3J1). InutenpHOE BpeMs CYIICCTBCHHBIC
orpaHuueHus1 npuMeHeHUs1 MTX ObLIM CBSI3aHBI C BO3-
MOXHOCTBIO Pa3BUTHUS JIEKAPCTBEHHOTO ITHEBMOHUTA,
WA «METOTPEKCAaTHOTO JIETKOT0». HOBBIE maHHEBIE, T10-
JIy4eHHBIC B OOJIBIINX MPOCIIEKTUBHBIX MCCICIOBAHMUSIX,
roxasajiu, 4To ucrojib3oBanue MTX He accouupyercst
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¢ yBenuueHueM pucka passurus M3JI-PA u gaxke Top-
MO3HT €0 Hayajo Ha HECKOJIBLKO JieT [ 36, 37]. CoBOKyII-
HBIC Pe3yIbTaThl CBUICTEIBCTBYIOT, UTO JIEKAPCTBEHHBIM
IMHEBMOHMT BcTpevaercs TojabKo y 0,3—0,4% nauueHToB
¢ PA n yro MTX He gaBasieTcs (paKTOpOM pucKa pas-
putus M3JI-PA [38, 39]. IToatomy mpumerHenne MTX
npu PA-M3JI He mpoTHBOITOKAa3aHO, 1 HelleJIecoo0pas-
HO OTMEHSTh €T0 Y MAIlMeHTOB C MOpakeHNEM JICTKHX.
B 10 ke Bpems ipu HATMInU (DaKTOPOB PHICKA Pa3BUTHS
JIEKapCTBEHHOT'O ITHEBMOHMTA (HU3KMI BeC, XpOHMYIC-
CKas TT0YeYHAasT HeIOCTaTOYHOCTD, CHIKCHME JIETOUHOM
GYHKIIUM, IPU3HAKU «COTOBOTO Jierkoro» mpu KTBP)
neyeHue MTX cienyetr Ha3HayaTh C OCTOPOXKHOCTHIO,
a Tsexenoe Teuenue PA-M3J1 gaBisieTcsl TpOTUBOITOKA-
3aHUgIM it HasHauyeHuss MT [40, 41].

MN3BectHO, uTo Bce BIIBII nmeror nmoreHLan Bbl-
3bIBATh JICKAPCTBEHHBIC ITHEBMOHMU, 1 ONTUMAJIbHBIN
npenapat mig nedennst U3J1 He onpeaenen. Kak u mpu-
eM MTX, npumeHeHue JieIIOHOMUIA ACCOLIMUPYETCS
C PMCKOM pa3BUTHS TTHEBMOHUTA [42], a maHHBIE, Kaca-
fo1recs ero BIUSIHUS Ha TedyeHue PA-M3J1, mpoTuBo-
peunBbl. Ecm manieHTH MMEIOT BBIIIETIEpEYNCIICHHEIE
(aKTOpHI pHCcKa WK BhIpakeHHBIe TTpu3Haku U3JI-PA,
npeanouyTuTeabHee nmpumeHeHue Takux c-bITBII, kak
cynbdocanazut, Takpormumyc v I'MBIT u T-BITBIT [43].

buonoeuueckue u mapeenmusie BIIBII ipu N3J1-
WBP3 o61agaioT MMOTEHIIMAJIOM YIy4IlIaTh UJIN CTaOM-
JIN3UPOBATh Jerounble pyHkumu [44]. Ho mocne mmpu-
meHeHuss MHorux 'MIBII peructpupoBanuce ciiyyau
BO3HMKHOBeHUSs (1 oboctpenust) M3J1, a cpaBHu-
TeJIbHBIC MCCICIOBAHUS HOCIT IIPOTUBOPCYMBBIN Xa-
pakrtep. B yacTHOCTH, IMEIOTCS CBEICHUSI O TIPOTUBOIIO-
JIOKHBIX 3 deKTax, OKa3bIBaeMbIX (paKTOPOM HEKpo3a
onyxonu-o (TNF-a) Ha mpotieccsl hubpo3upoBaHus
JerouHoit TkaHu. [lokazaHo, 4To AeOIOT U 000CTPEHUE
W3J1-PA vame Bo3uukanu ¢oHe nHruouropos TNF-a.,
a y JIMII TTIOKMJIOTO BO3pacTa HaOII0aaI0Ch IIPOTPEeCcCH-
poBanue MU3JI [45]. [Tostomy y mammenToB ¢ PA-N3J1
npumMeHeHre nHrnouTopoB TN F-a momkHo npoBoauTcst
C OCTOPOKHOCTHIO [46]. [IprMeHeHue abaratienta (ABA)
rnoxaszajio yiaydmeHue v ctabummsannio M3J1, a yBe-
JmaeHune pucka pasputus U3J1 orcyrerByer [47]. T1pn
npumeHeHur PTM nipu PA Ob110 TT0Ka3aHO CHUXKEHUE
pucka oboctpennii MU3J1, netaabHOCTH U yiIydllIeHUE
(YHKIIMY JISTKUX TI0 CPAaBHEHMIO C APYTUMH TIperiapara-
M [48]. Db hEeKTUBHOCTD 1 6€30TTaCHOCTh MHTMOMTOPOB
unrepieiikuna (IL)-6 u unruéuropos JAK tpebyeT no-
MOJIHUTEILHBIX UCCIeaoBaHui. B meixom rpynma nH-
HOBAIIMOHHBIX IIPEIapaToB IpUBJIcKaTeIbHA TEM, UTO
MOXKeET OBITh 3((PeKTUBHA KaK B OTHOIIICHUH CYCTAaBHOTO
CHHIpPOMaA, TaK U TIPU ITOPAKCHUH JICTKHUX.

JleroyHasi runepTeH3us, acCoLMMpPoOBaHHas
C UMMYHOBOCNANUTeNbHbIMU peBMaTUYeCKUMMU
3aboneBaHuaMU

IIpu cucremubix P3 nmoseiien puck passutust JIT,
9TH 3a00JIeBaHUS OTAMYACT MHOTO00Opa3ne MeXaHN3MOB
ee passutus. Passurue JIT', acconumpoBanHoii ¢ UBP3
(JIT-BP3), accoumupyercs ¢ yXyalIeHUeM IIPOTHO3a

[49]. JIT-N3J1 pa3BuBacTCS KaK B CBI3U C TIEPBUYHBIM
BOBJICUCHUEM COCYIOB JIETKMX (TpymIia 1 mo Kiaccu-
dukanmum BecemMupHOIT opraHM3any 3apaBooOXpaHe-
HUS), TaK U B CBSI3M C TIOpaXkKeHUEM JIEBBIX OTICIOB
cepana (rpymra 2) u xpoandeckumu M3J1 (rpymma 3
JIT). V 6oapubix CHUP3 BcTpeuyaroTcst XpoHUUYECKas
rmocTTpoMbosMoboamueckast JII' (ocobeHHO y TTareH-
TOB ¢ (haKTOpaMM pHUCKa M TpOMOO3aMU BeH HIDKHUX
KOHewyHocTel, rpyna 5 JII') 1 BeHO-OKKITI03MOHHAasS
OoJte3Hb Jierkux. Bee ot hopMbl MoryT codetatbed [50].
OCo0eHHOCTHIO TTaTOTeHE3a JICTOUYHOM apTepuaJbHOI
ruriepreHsun (JIAI) mpu UBP3 (JIAI'-MBP3) sBaster-
csI pa3BUTHE ayTOMMMYHHBIX peakiuii. U3BecTHO, 4yTO
passutue JIAT-UBP3 accouumpyercst ¢ TO3UTUBHO-
CTBIO K aHTUSIIEPHBIM ayTOAT — aHTUIICHTPOMEPHBIM
a"tutenam (ALIA), antu-U1RNP (UIRNP — pu6ony-
kieornporenH Ul), HYKJICOMSIPHBIM TUTIOM CBEUCHMS
IIpU OTIpeeJICHNN aHTUHYKJIeapHOro (pakTopa (AHD),
a TaKkke ¢ aHTU(hOCHOINITUIHBIMYA AHTUTEIAMU. AHTH-
Tella K Tomon3omMepase-1 (antu-Tormo-1), HaIIpOTHUB,
accoruupyiored ¢ passutuem JIT ipu U3J1. Ipenrmona-
raeTcs TAaKXKe POJIb AaHTUTEI K PELIENTOPY AHTMOTEH3UHA
II Tuma 1 u aHTUTEN K peuenTopy HAO0TeNIMHa- 1 Tuna
A, KOTOpBIe MOTYT (PYHKIIMOHUPOBATH KaK MEINATOPBI
BOCITAJICHUS, TIOBBIIIAS IIMTOTOKCUYHOCTh M CITOCO0-
CTBYS peMoJieIMpoBaHuIo cocynoB [51]. AyToAT x ¢pu-
O6pobiactam, ooHapyxeHHbIe Y 30% mauueHTos ¢ JIAT,
acconuupoBanHoii ¢ CCJI (JIAT-CCJI), ygyacTBYIOT
B IIPOIIECCE PEMONIETNPOBAHNS COCYIOB, BKITIOUasl aK-
TUBAIIAIO PEIENTOPOB (haKTopa pocTa TPOMOOIIMTOB,
YTO CTUMYJIUPYET BBICBOOOXICHNE aKTUBHBIX (hOPM
KHclopona, npojudepaiuio GudpodIacToB U CUHTE3
KoJsutareHa [52].

OO0cyxmaeTcd pojib BocTajieHns1 B rmatoreHese JIT'-
MBP3. Tak, BocnianuTeJIbHbIe KJIETOUHbIC NH(MUIETPATHI
ObUT OOHAPYKEHBI B TUNIEKCU(MDOPMHBIX TTOPAKCHMSIX
y mmaumeHToB ¢ JIAT, accounupoBannoii ¢ UBP3 [53].
Pa3HooOpa3ue nmaroreHeTu4eckKux MexaHusmon JIT
npu UBP3 nipennonaraet nuddepeHIMpoBaHHEIE Te-
pameBTUIECKUE TTOAXOIbI, TTOATOMY HEobXoanmo ¢e-
HOTUMMpPOBaHUWE NalreHToB 1o rpynmnam JII'. Yacrora
pasnnuHbIX ¢peHotunos JII-MBP3 u3yuyena Hemocra-
TOYHO B CBSI3U C PEIKOCTHIO KaK CaMUX 3a00JICBaHUI,
Tak 1 yactoThsl pa3sutug JII'. I[Tpu CCJI Bce Bunsr JIT'
BCTpeyaroTcs vaiie, yeMm rnpu npyrux MBP3, mosatomy
9TO 3a00JIeBaHME Yallle APYTUX BKIIIOYAETCS B UCCIIE-
JIOBaHUSI, a Pe3yJIbTaThl SKCTPAIIOJUPYIOTCS Ha IPYTHC
MBP3. D10 He Bcerma mpaBOMOYHO U SIBISIETCS OTpa-
JKeHUEM HEeIOCTaTOYHOM pa3pabOTaHHOCTH ITPOOJIEMBI.

[loBrbIIcHME TaBICHUS B JICTOUHOM apTepuu IpHU
CHP3 Hepenko 00yCIOBICHO MTOPaskeHNUEM JICTOTHOM
napeHXUMBbI U abixaTeabHbIx myTeid. Tak, JIT', accouuu-
pPOBaHHYIO ¢ KJIMHMYecK 3HaunMbiMu MU3JI-MBP3, BEI-
SBJISAIOT Y 31% mauueHToB, U CMEPTHOCTD Y HUX BBILLIE,
yeM y nauueHToB 0e3 JIT' [54]. O6beM nmopakeHus Ta-
PEHXMMBI UMeeT 3HaueHue 11 pa3sutus JII', ogHako
pactnipoctpaneHHocTh M3J1 mo KTBP, kak u ®XKEJI,
HE KOPPEIUPYIOT CO CPEIHUM MaBICHUEM B JICTOYHOMN
aptepun [54]. Ilpumepro y '/ , matenToB ¢ M3J1 naB-
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JICHHE B JISTOYHO apTepUu COCTaBIIET > 35 MM PT. CT.,
YTO CBUIETEIIBCTBYET O HEIIPOIIOPIIMOHAIBHOCTH T10-
KazareJieil, KOTOpble MOXHO OBbLIO ObI OKUIATh OT «M30-
JmpoBaHHBIX» M 3J1. DTa HePOMOPIIMOHATEHOCTb TIPS~
rnoJjiarae€T BEpOSITHOCTb OTHOBPEMEHHOTO BOBJICUEHUSI
COCYIIOB JIETKHMX HE TOJIbKO BCJICICTBIE XPOHUIECKOM TH-
nokcun, Ho 1 1o tumy JIAT [50]. MUHTepecHBIMU B 3TOM
TUTaHE TIPEICTABIISIIOTCS HOBBIE TaHHBIE 10 3(pDeKTUB-
HOCTH MHTAJIIIIMOHHOTO TPEIPOCTUHIIIA, TIO CPABHEHMIO
¢ rutaue6o, npu JIT', accoumuponanHoii ¢ M3J1 pa3Hoii
atunojoruu (Bkiawouas CCJ). K 16-ii Hen. Tepanuu
y TIAIIMEHTOB, MOJYyYaBIINX TPEIIPOCTUHUI, TOCTOBEP-
HO YBEJIMYUJIOCHh PACCTOSIHUE B 6-MUHYTHOM ILIATOBOM
tecte (6-MILT), yaydinniruch MapKepbl AUCHYHKIUI
paBoro xejaymouka, cHu3mWics ypobeHb NT-proBNP
M 9aCTOTa KIIMHUYECKUX yXyameHnii. Kpome Toro, 66110
oTMedeHo MeHbIe oboctpeHuit MU3JT [55].

JIT, cBsi3aHHAasI ¢ TOpaxkeHUEM JICBBIX OTIEIOB CepI-
ma (Kak KJIallaHoOB, TaK M COOCTBEHHO MHOKapma), 00-
yCIIOBJIeHa OCHOBHBIM 3a00JIeBaHEM, KOMOPOMIHBIMU
COCTOSTHUSIMU (HAIIpUMEp, COITyTCTBYIOIIMMU UIIIEMU-
YeCKOM 00JIE3HBIO CEPIIa, TUTICPTOHNIECKOI 00JIC3HBIO
¥ Op.) WIN UX codeTaHuIMH. [1o-Buammomy, ooIme
HapyIIeHUsS MUKPOIUPKYJISIINA, CBOMCTBEHHBIC BCEM
WNBP3, Takke nmelot 3HaueHue 11 GyHKLIUUA MUOKap-
na. O0 3TOM CBUAETEIBCTBYET YXYAIICHUE TTOKa3aTeIei
nep@y3noHHOTO pe3epna y nanueHToB ¢ JIAT, BBISB-
JICHHBIC TIPU MarHUTHO-PE30HAHCHOUW ToMoTrpaduu
(MPT) cepaua [56]. D1 HapylleHUS] TOTEHLIMATILHO
MOTYT YCYTYOJISITh TSIKECTh 3a00JIeBaHUS M YXYIIIICHUE
KJIMHUIECKUX UCXOHOB.

CobcerBenno JIAT, koTopas sBiIseTCsS pe3yabTaTOM
mponrhepaTUBHBIX U3BMEHEHUI COCYIUCTON CTEHKH JIe-
TOYHBIX apTePU B OTCYTCTBUE 3HAUMMBIX M3MEHECHUIM
TMapeHXUMBI JIETKUX I XPOHUYECKOU TUTIOKCHU, TIPU
NBP3 BcTpeuaeTcss oTHOCUTENBHO peako. Camas BbI-
cokas pacrpoctpaHeHHOcTh JIAT otmeuena npu CCJL
n CM3CT. Passutne JIAT npu athx 3a00JIeBaHUSIX Ha-
CTOJIBKO XapaKTEepHO, YTO BKIOUEHO B KPUTEPUU NX
nnarHoctuku. JIAT-CC/I mopaxkaer 8—12% maumeH-
TOB 1 uMmeeT yactory 0,61 ciyyas Ha 100 manmeHTOIIET.
ITpu CKB BeisgBiaenue JIAT cocraBisietr < 4%, a nipu
npyrux UBP3 — < 1% [57, 58]. YacroTa BcTpedyaeMo-
ctu JIAT-UBP3 pazanuaercs B pa3HbIX Teorpaduue-
ckux pernonax. Tak, B 3anamHbix crpaHax ~ 70% Bcex
ciyyaeB npuxoautcd Ha CCJI, a B Kurae 2/3 clIly4yaeB
npuxonnutcs Ha CKB, BIII u Cm3CT [59, 60]. [Tokasa-
Ho, ut0 JIAT'-MBP3 — camas HebmaronpusiTHas B Ipo-
THOCTUYECKOM OTHOIIEHUU (hopMa, KOTOpasT SBISICTCS
2-M TI0 pacIpOCTPaHEHHOCTH TUIIOM ITOCTIC MINOMIAaTH -
yeckoit JIAT (MJIAT). CyiiecTBeHHO, UTO y MallMEHTOB
MNBP3 ogHOBpeMeHHO BO3HUKAIOT MOPAXKEHUS APYTUX
JKM3HEHHO BaXKHBIX OPTaHOB (JIETKUX, TTOYEK U Ip.), 9YTO
TaKXe BJIMSIET HA MPOJOJKUTEIbHOCTD XU3HU.

Oco6ennoctamu JIAT-MUBP3, B wacTHOCTU TIpHU
CCJl, cunTaloT TOPIUIHOE K Tepaluy TeUYeHUEe 1 He-
OJIAarONIPUSITHBIN TTPOTHO3 JaxKe Ha (hOHE aKTMBHOTO JIe-
yenus. [1o 6oee paHHUM MyOIMKAIIASIM 3-JICTHSIS BbI-
x)kuBaeMocTth nipu JIAT', accoumupoBannoii ¢ CCJI, co-

CTaBJIslia Bcero 52%, HeCMOTPSI Ha TOCTYITHBIE 1ieJIeBbIe

MeTtombl ieueHus1. BepkuBaemocts pu CKB-JIAT oka-

3aj1ach CYIIECTBEHHO JIyUllle, C 3- U S-JIeTHE 0011Ieii BbI-

X1BaeMocThio B 89,4 1 83,9% ciyyaeB COOTBETCTBEHHO

[58]. [Tpu n3ydeHNM BELKMBAEMOCTH B OOJIBIIION KOTOpTe

mmanuenToB JIAT 3a 10-nerauii mepuoxa, 2010—2019 rr.,

He OBLIO JOCTOBEPHOTO €€ YAYUIIeHUsI, IIPU 3TOM IIO-

Ka3aTeau BbDKMBaeMocTu B mmoarpymniie ¢ JIAI-MBP3

0Ka3aJIMCh CAMBIMU HU3KUMU 110 CPABHEHMIO C IPYTUMU

CcyOTHIIaMU, XOTSI UICXOMHOE paclipeacsieHre Mo PyHK-

LIMOHAIBHBIM KJIaccaM M CTPaTU(UKAIIUN PUCKOB OBLIIO

aHamorngHbIM ¢ MJIAT [59]. D10 coBImamaeT ¢ JaHHBIMKU

IPYTUX aBTOPOB, IMOKA3aBIINX, YTO 10-JICTHSIS BBIKM-

BaeMocTh nanmeHToB ¢ JIAI-MBP3 ocraercst HU3Ko0i

u cocrapisieT 59,9%, oTpaxas IJI0X0M IIPOTHO3 3TOr0

coctostHus [60]. CUMITOMBI M KJIMHUYECKASI KAPTUHA

JIAT 1tipm peBMaTUuecKux 3a00JieBaHUSX Hecrie Iy -

HbI ¥ aHanorudyHbl UJIAT. B psine ciiydyaeB y mallieHTOB

NIJIAT nipu yriy6JieHHOM KJIMHUYECKOM 00cJieIoBaHUM

1 TIOCJIC TIPOBENCHUS UMMYHOJIOTMIECKIX CKPUHIHTO-

BBIX TECTOB, ycTaHaBnuBaeTcs nuarno3 MBP3, vamie

Bcero CCJI. Teuenue JIAI'-MBP3 cxonHo ¢ ee mamomna-

TUYECKUM (TIEPBUYHBIM) BAPUAHTOM.

I1pu ckpuHuHre U paHHeit nuarHoctuke JIAI pu
MUBP3 cienyer yuuThIBaTh HE TTOTEPSIBIINAE aKTyaJlb-
HOCTH peKoMeHzanuu [61].

* Bcem nmaumenTtam ¢ CCJI ciaemyeT MpoBOAUTD CKPH-
HUHT Ha nipeaMeT ooHapyxeHus JIAT.

* TTocKOJBKY BCTpEUarOTCs IEPEeKPECTHHIC COCTOSTHUS,
korna CCJ] coueraercs ¢ apyrumu P3, nanueHTs
CUP3 ¢ npuznakamu CCJI JOJKHBI TTPOXOAUTH
CKPUHMHT TaK Xe, Kak 6ojbpHbIe CCJI.

* CKpUHUHT NAIUCHTOB 0¢3 KIIMHUUYECKUX TIPOSIB-
nennii JIAT He pekomenayercst mist npyrux UBP3
(CKB, PA, nepmaTtomuosuTa / momumuo3uta, bIII),
ecau Het pusHakoB CCJ, B ¢Bs13u ¢ penkocthio JIAT
pu 3tux UBP3.

+ TIpoBeneHure KaTeTepru3alMy IIPaBbIX KaMep cepaiia
HeoOxonuMo wist niuarHoctuku JIAT .

+ [IpoBemeHMS OCTPOro Ba30pEaKTUBHOIO TECTA Y Ta-
mueHToB ¢ CCJ1 u UBP3 He Tpebyercsl.

* CxkpuHuHrosas nporpamma y nmanueHToB ¢ CCJ
win npyrumu MBP3 ¢ yepramu CCJI 06s13aTeIbHO
JIOJKHA BKITIOYATH BBITTOTHEHNE (DYHKIIMOHAJTBHBIX
JIETOUHBIX TECTOB, BKITFOUAsT MiccemoBaHue nrucdy3u-
oHHoI1 crtocooHocT terkux (I CJI). [Tpu moureas-
HocTH 3a0oseBanns > 3 jiet u cHkenuu JICJI < 60%
11eJIeCO00pa3HBI TPAaHCTOPAKAIbHAS 3XOKAPIUOTPa-
dus (OxoKI') n onpenenerHre N-TepMUHATIBHOTO
MporenTuaa Hatpuilyperuyeckoro ropmona (NT-
proBNP).

e IIpu CCH nmu CUP3 ¢ yuepramu CCJI TpaHcTopa-
kanbHasg DxoKI 1 onenka A CJI moKHBI TPOBOINTE-
Cs €XKETOTHO, a IIPY BO3HUKHOBEHUN CHMIITOMOB
BBITIOJTHSTIOTCST TpaHCcTOpaKanbHass DxoKI', omeHka
JCJI u oripenenenuie ypoBHsd NT-proBNP.
ITockonbky JIT', BeI3BaHHAsI TPOMOO3MOOJIU3MOM, I10-

TEHIIMAJIEHO MOXET IOTPeO0OBaTh XUPYPIrUUECKOTO Jieue-

HMSI, YaCTh aBTOPOB CUUTAIOT HEOOXOTUMBIM ITPOBEACHIE
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BEHTWISILIMOHHO-TIEp(PY3MOHHOI CLIMHTUTPAGhUN JIETKUX
BceM 00ibHBEIM MBP3, y koTopbix BeiBiieHa JIT.

CorjacHO MOCIeTHUM peKOMeHIAMsIM, Tipu JIAT -
NBP3 pekoMeHIyeTCsT UCITOJIb30BaTh TOT XK€ aJITOPUTM
JieuyeHus, yto u y nauueHtoB ¢ WAL, u npu 3tom
MPOIOJIKATh JICYCHNE OCHOBHOTO 3a00JIeBaHMS Ha OC-
HOBaHUM IPUHATHIX cTaHAapTOB [62]. s TedeHus
JIAT-VBP3 npuMeHSIOT BeCh CIIEKTP COBPEMEHHOI
JIAT -cnenudpuyeckoii repanuu. Hepenko mamueHTHI
¢ JIAT-MBP3 nonyuator 'KC, nMMyHOCYTIpeCCaHTBI
WA X KOMOMHAIINIO, YTO MOXET YIIyYIITUTD O0IIIee CO-
CTOSTHYE U KJIIMHNYecKuii cratyc nanueHToB ¢ CKB,
Cm3CT u BII; onnako nanuments! ¢ CCJ 1ioxo oTBe-
YalT HAa UMMYHOCYIIPECCUBHYIO Tepanuto [57].

B nipouiecce neuenus namuenTam JIAI-UBP3 pe-
KOMEHIYETCSI IPUMEHSTh CTPATeTUI0 OIIEHKM pucKa
1Mo 4 KaTeTopusiM ¢ TOCTIKCHHEM HU3KOTO PHUCKa Jie-
TaJIbHOCTHU B pe3yibrare JIAI-crienupuyeckoit Tepanuu
[62]. Y marmenrtos JIAI'-MBP3 HenaBHO ObLTa ITOKa3aHa
MEePCIIEKTUBHOCTD PETYISIPHOTO MPUMEHEHUS 4-ypOB-
HEBOIT MOJIE TN OLICHKU prcKa 1t 3¢ (GEeKTUBHOTO MPO-
rHo3upoBanus 10-meTHel BekuBaemMoctH [60].

UHPeKUNOHHbIe 0CNOXKHEHUSA

Ha tedyenne 1 mporHo3 cucteMHbIX P3 cyiecTBeHHO
BIUSIOT KoMopounHble nHbekmu (K), koTopsie ocTa-
FOTCSI OTHOM M3 OCHOBHBIX IPUIMH CMEPTH Y OOJIBHBIX
WBP3. OcnoxHeHus, BbI3BaHHbIE MH(MEKIIUSIMUI, pa3-
BUBAIOTCH y 1—5-45% GOJIbHBIX, 8 CMEPTHOCTD, CBSI3aH-
Hasl ¢ MTHDEKIIMOHHBIMH OCJIOKHEHUSIMH, JTOCTOBEPHO
BBIIIIE, YEM B TIOMYJISIIIAM, CXOTHOH ITO TIOJTy ¥ BO3PACTY.
Mmuorue nanuedTsl ¢ UBP3 n3HavyaibHO UMEIOT BBICO-
KU1 prUCK MH(PEKITMOHHBIX OCIIOXKHEHU, 00YCIOBICH-
HBIIl aKTUBHBIM TJIOXO KOHTPOJIUPYEMBIM UMMYHOBO-
CHAJIUTENIFHBIM TIPOIIECCOM U IeeKTaMU MMMYHHOMK
cuctemsbl. [Ipumenenue 'KC, ocobeHHO B BBICOKMX
03aX, U/WIN IMMYHOCYIIPECCAaHTOB MOBHIIIIAET PUCK
WHGEKIIMOHHBIX OCJIOKHeHU I Yy 00bHBIX P3. Ha (pone
prueMa MMMYHOCYIIPECCAHTOB HEPEIKO pa3BUBACTCS
nepudeprdecKast MUSIOCYIIPECCHS C Pa3HOM CTEIICHBIO
JIEUKO-HEUTPOIICHNH, YTO TAaKXKE TTOBHIIIACT PUCK MH-
(eK1IMii, KOTOPBIH CBSI3aH C KyMYJISITUBHOM 1030i1 Ipe-
napata. [TarmenTtsl ¢ UBP3, ocobeHHO TpruHUMAaoIIe
MMMYHOJICIIPECCAHTBI, TIOIBEPTAIOTCS ITOBBIIIICHHOMY
PUCKY ITHEBMOKOKKOBOM MH(DEKIIAMN.

I[THeBMOHMS — HamboJee JacTasi Cepbe3HOM KO-
MopOuIHasT MHGEKIIMSI, KOTopast BCTpedyaaach Cpean
TFOCIUTAIM3UPOBAHHBIX MaueHToB PA B 62,9% ciyua-
eB, CCI—B62,5%, CKB — B 61,9%. [IpucoenuHeHue
JIETOYHBIX MH(MeKunii y 60nbHBIX MBP3, mTonyyarommx
MMMYHOCYIIPECCAHTHI, CYIIICCTBEHHO YXYIIIaeT IIPOrHO3
P3[63]. eiicTBre OMOIOTMYECKUX IIPEapaToB HaIIpaB-
JICHO Ha crielMdUIecKre KOMIIOHEHTHI ImaToreHesa P3,
KOTOpPBIC OMHOBPEMEHHO SIBIISTIOTCS] KITFOUEBBIMU (DaKTO-
paMy UMMYHHOM 3allIMTHI YyesioBeka, a uMeHHO TNF-a,
I1L-1u -6, B- u T-mumdounTs u 1p.

[ToBBIIIIEHHBIN PUCK Pa3BUTHS MH(PEKIIUI — 3TO He-
JKeJlaTeIbHOE SIBJICHUE, CIIeMMUIHOe TSI BCEI TPYII-
nbl BIIBIT u TMBII, a noBeIlIeHUEe pucKa pa3BUTUS

TSKETBIX MH(MEKIIUH SIBIISICTCS HEOTHEMJIEMBIM CJICI-
CTBHUEM UX TepamneBTUUECKOro Bo3neiicTBus. Hapsimy
C TTOJIOXUTEILHBIM BIMSTHUEM Ha OCHOBHOE 3a00JIeBa-
Hue, npumeHeHue 'MBII oxumaeMo accoumupyetcs
C HapacTamIIMM PUCKOM Pa3BUTHS MHMEKIINI pa3HOMK
STHOJIOTUM U JIOKAJIM3AIINH, a TAaKXKe C TTOBBIIICHHBIM
PUCKOM perH(MEKIINN W PeaKTUBAIIUM JJATCHTHOM Ty-
O6epkyne3Holt mH@pekunu. [TokazaHo, 4TO CIEKTp He-
JKeJIaTeTbHBIX SIBJICHUM 1 YaCTOTa CePhe3HBIX MH(MEKITNIA
01M3KHU U151 BCEX TTpenapaToB 3TOTO psija.

B oTHomeHuun TybOepkyJie3a B OoJblleit cTemne-
HU PUCK TOBBIIIACTCS MPU JCUYCHUN MHTUOUTOpAMU
TNF-a, nmockonbky TNF-a 0oTHOCSAT K OCHOBHBIM
MeauaTopaM TpaHyJeMaTO3HOTro BOCIajieHus, 00e-
CTICYMBAIOIINM KOHTPOJIb TYOCPKYIC3HOM MH(bEKITUN.
B peBmatosioruu paspaboraHa cucTeMa MepOIIPUSTHIA
10 CHMXKEHMIO PUCKA Pa3BUTHUS TyOepKysie3a, M OHa
IIPUMEHSIETCS Ha TIPaKTUKE KaK 00s13aTeibHas 4acTh
neueHus TUBIT'. CornacHo akTyajlbHBIM PEKOMEHA-
LIUSIM, TTAIIMEHTHI HYXKIAaI0TCS HE TOJIBKO B CKPUHUHTE
TyOepKyJIe3a mepen HayajaoM JICUeHUsI, HO U B PETYJIsIp-
HOM 00CJIefOBAaHUU TI0CJI€ MHULIMALIMU Tepanuu JJisl
MIPeIOTBPAICHUS pa3BUTHUS aKTUBHOTO TyOepKyJie3a
WY aKTUBALIMK JIATCHTHOI TyOepKyJIe3HOM MH(MEKIINH.
[1pu aTOM TIpOBEACHNE CKPUHUHTA 1 MOHUTOPHHTA TY-
OepKyJIe3HOI MH(MEKIINY TIepe] Ha3HAYCHNEM 1 B XOIe
JICYCHUSI HEOOXOIUMBI TIPH JICUCHUN BCEMU 3aperiu-
crpupoBaHHbIMU B Poccun TMBII. [1oka 601b1IMHCTBO
PEKOMEHIAIINI MMEIOT HU3KKME YPOBHM J0KA3aTeIb-
Hoctu (C u D) [64].

BakumHamus mpeacTaBisieT Co00i MOIITHBI METOT
MIpeaynpeXneHns MHMEKIIMOHHBIX 3a00JIeBaHNU, KO-
TOpPBIC SABJISIOTCS BaXKHOM MPOOIEMOM 71T TTAIIMEHTOB
¢ UBP3. JIo mocnenHero BpeMeH! peBMaTUYeCKUE ayTO-
MMMYHHBIC 3200JIeBaHUS paCCMAaTPUBAJINCh KaK ITPOTH-
BOITOKa3aHMe 71T BAaKIIMHALIMK. B HacTostiee BpeMs 3ta
IMapagnurMa M3MEeHIIACh B OTHOIICHUH PsIa OCHOBHBIX
BaKIIMH, TaK KaK ITPOBEACHHBIC NCCICI0BaHUS HE T10-
Ka3aJM HeTaTUBHOTO BIIMSTHUASI UMMYHU3AIIM Ha Teue-
Hue ocHoBHOTO MUBP3. B momaBmsromieM OOIBITTHCTBE
paboT, B T. 4. OTEYECTBEHHBIX, YOSIUTEIIHPHO MTOKA3aHO,
YTO aKTUBHOCTH 3a00JICBaHUS HE BIMSECT HA MMMYHO-
TeHHOCTh MHAKTUBUPOBAHHBIX BaKIIMH, a TIOCICIHNUC,
B CBOIO OYepeb, He OKA3bIBAIOT KAKOTO-JIM00 BO3MICHi-
crBust Ha TeyeHre MBP3 [65]. [1pn Ha3HAYeHUM MHAK-
TUBUPOBAHHBIX BaKIIMH (KpoMe rputmo3Hbix) BITBIT
u ' BII oka3biBaloT pa3Hoe BAMSIHAE HA TOCTUMMYHU-
3alIMOHHBIN OTBET, OMHAKO Y OOJIBITMHCTBA MAlICHTOB
TIOCTUTACTCS YIOBICTBOPUTEIBHBIN pe3yibTaT. [loaTomy
UMMYHM3aIINST YKa3aHHBIMH BaKIIMHAMU MOXET OBITh
Ha3HavYeHa B aKTUBHOM (ha3e 00JIC3HM TP YCIOBHUH IIPO-
BeACHUS aleKBaTHOI IIPOTUBOPEBMATUYCCKOM TepaTTH.

! lemapTaMeHT 30paBooXpaHeHust ropoga MockBbl. MOCKOB-
CKUIl HAYYHO-TIPAKTUYECKUI LIEHTP 6OPBOBI ¢ TYOEpKyie30M. MeTo-
nuyeckre pekomeHmauuu Ne 133: CKpUHUHT M1 MOHUTOPUHT TYOEpKY-
JIe3HOM MHGbEKIUY Y OOJIBHBIX, MOTYYaI0IINX UMMYHOCYTIPECCUBHBIC
TreHHO-UHXXeHEepHbIe Onoornyeckue npemnapatel. 2018. URL: http://
www.diaskintest.ru/upload/iblock/f65/f65733fe357 1afa74daf48812aad
df7c.pdf (mata obparenus: 16.05.2023).
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Takum 00pa3zoM, UMMYHM3ALMs XOPOIIIO N3YICHHOMN
23-BaJIeHTHOM TTOJIMCAXapUIHOM ITHEBMOKOKKOBOI BaK-
LIMHOM MpU3HaHA 1eJeCco00pa3HOll B KypaLu 00JIbHBIX
WBP3. HaunoHanbHBIEe TTPOTPpaMMBI TTO0 BaAKIIMHALIAYU
6onbHBIX CUP3 B HacTostIee BpeMsl HaXOISATCS B CTaauu
pa3pabOTKU.

Haiee o0CyknaloTcsl OCHOBHBIE OCOOEHHOCTE TT0-
PakeHMS pECIIMPATOPHOTO TPAKTa 1 JICUCHMS OTIACIIBHBIX
Ho3oJiormueckux opm MBP3.

PeBMaToMpaHbIi apTpUT

PeBmaTunueckoe 3a00JjieBaHME HEM3BECTHOM 3TUOJI0-
TUH, XapaKTepU3YIOIIeecs XpPOHNUECKIUM 3PO3UBHBIM
apTPUTOM U CUCTEMHBIM MOPaKeHUEM BHYTPEHHUX Op-
TaHOB, TIPUBOISIIEE K paHHEH MHBAIMIHOCTH 1 COKpa-
LIEHUIO TIPOIOJIKUTEIbHOCTH XU3HU MALIMEHTOB |66,
67]. Pacipoctpanennoctsb PA cocrasister 0,5—1,0%
B obOwieit monynasuuu. s 6oje3HN XapaKTepHa Bbl-
paboTKa peBMaTOMIHBIX (DAKTOPOB — aHTUTEN K COO-
CTBEHHBIM MMMYyHOIIOOyTMHAM (aHTHTeda IgM, IgA
u IgG xnaccos, pearupyomunx ¢ Fc-pparmentom IgG)
¥ aHTUTEJ K IIUKINIECKOMY LIUTPYUIMHUPOBAHHOMY
MPOTEUHY U K IPYTUM UUTPYJUTIMHUPOBAHHBIM OEJIKaM,
KOTOpbIe BcTpevatoTes y ~ 80% nauueHToB. DT ayToAT
Y4acTBYIOT B rmaToreHe3e PA 1 nuMetoT repBocTerneHHOe
3HAYCHUE JISI TMAaTHOCTUKM U TIPOTHO3a. DBOJIIOLS
00JIe3HN BKJIIOYACT MPEIKINHUICCKYIO CTAINIO, 3aTeM
TTOSIBJISIIOTCSI TIEPBBIE CUMITTOMBI (paHHUI apTPUT) C TO-
cleayomuM GOpMUPOBAHUEM Pa3BEPHYTON KapTUHBI
PA [68]. Kitmunuecku PA miposiBisieTcst BOCaanuTe I b-
HBIM TTOPaXXeHUEM CYCTaBOB — CHHOBUTOM, TTPOTPECCH -
pOBaHME KOTOPOTO IIPUBOIUT K Pa3BUTUIO CTPYKTYPHBIX
TOBPEXICHUI, TPOTPECCUPYIOIINM (DYHKITMOHATBHBIM
HapyIICHWSIM ¥ HEPEIKUM Pa3BUTHEM BHECYCTaBHBIX
nposiBieHni. YacTora BHECYCTaBHBIX IIPOSIBIICHU
KoJjebnercs B npenenax 18—40% [69]. Yawe npyrux
BCTpPEUAIOTCSI PeBMATOUIHBIC Y3JIBI U CYXOM KepaTo-
KOHBIOHKTHBUT. K cepbe3HBIM BHECYCTAaBHBIM ITPOSIB-
JICHMSIM, KOTOPbI€ pa3BUBAIOTCS IpUMepHO B 15% city-
YaeB, OTHOCST MTOPaKeHNE I1a3 (CKIICPUT, SITUCKIICPUT,
YBEUT, peTUHAJBHBIN BACKYJIUT), BACKYJIUTHI IPYTUX
OpraHoOB, BKJIIOYAsI KOXHBIM BaCKYJIUT (SI3BEHHO-HE-
KPOTUYECKUI1, MH(PAPKTHI HOTTEBOTO JIOXKA, TUTUTAIb-
HBII apTepHUNT), TIOPaXeHUE PECIIMPATOPHOIO TpaKTa
1 HEPBHOM CUCTEMBI (TTOJIMHEPOTIaTHsI, MOHOHEBPHT,
NepuKapanT U TIJIEBpUT), riioMepysioHedput, BIL. Pexa-
KO BcTpevaroTcst cuHapoM PeiiHo u cuaapom Pentu
(yBeTM4YEeHMeE cele3eHKH, HelTponennd < 1,8 X 10°).
ITocenHue TOABI CIIEKTP BHECYCTABHBIX ITPU3HAKOB
PA cy3uiics, oH mpeacTaBiieH IMIPenMYIIeCTBEHHO MO -
KOXHBIMHM PEBMATOMIHBIMU y3eJIKaMH. 3a00JIeBaHUC
YacTO CONPOBOXKIAETCSI CTOMKOM IOTepe TPyIOCHO-
COOHOCTH U TIOBBIIIIEHNEM PHCKa TpeXIeBpeMEeHHOMN
CMEpTH 32 CUET OCIOKHEHUI, CBSI3aHHBIX C CHCTEMHBIM
MMMYHOBOCTAJIUTEIIFHBIM IIPOIIECCOM, U BCICACTBUE
KOMOpOMAHBIX 3a001eBaHuil. K Beaylum mpudynHam
cMepTH TIpy PA OTHOCSIT TTATOJIOTHIO peCTTUPAaTOPHOTO
TpaKTa, CePACUYHO-COCYIUCTHIC OCIOXHEHUS M OHKO-
naTtomioruto [70, 71].

Pecniuparopnasi cuctema ripu PA — ogHa 13 caMbIX
XapaKTePHBIX JIOKAIM3AIUI BHECYCTAaBHBIX IMPOSIBICHUI
PA. B 10—20% ciny4aeB PA nebGloTupyeT ¢ pecriupaTop-
HBIX TIPOSIBJICHUI, KOTOPBIC TIPEAIIECTBYIOT CYCTaBHO-
MY BOCIIAJICHHWIO WJIM BO3HMKAIOT OOJHOBPEMEHHO C ap-
TpUTOM B Havasie 6ose3nu [72]. Ha pucyHke npuseaeH
KIMHUYECKUI IpUMEp, KOTIa PECIIMPATOPHBIC 3KaTO0bI
1 TIOJIMAPTPUT TOSIBUJINCH B TeUeHMUe | roma, HO PeHT-
TeHOJOTUYECKIE N3MCHEHHUS B JICTKMX OTpaXKaloT yxKe
IJUTEIbHO TEKyIInii mporecc. [laimmeHT B Bo3pacTe
53 neT, co ctaxkeM KypeHus 38 JIeT IJIUTEIHLHO CTpaga
XPOHUYECKUM OpOHXUTOM. [ITUTEIHHOCTD OJIMAPTPHU-
Ta cocTaBiistia 1 roa, KajoObl Ha KallleJdb U OIBILIKY
npopoykanuch 1 roa. Ilpu obcnenoBaHUM YCTaHOBJICH
IWAarHO3 PEBMaTOMIHOTO apTPUTa, BHICOKAST aKTUB-
HOCTh CCTEMHOTO BOCIIAJICHUST 1 UMMYHOJIOTUUECKIE
HapyuIeHUs (BBICOKHE TUTPBI PEBMAaTOMIHOTO (haKkTopa
1 aHTUTEJ K MUKINICCKOMY HUTPYJUIMHCOIEpXKaIlle-
my nientuny [ALLLIIT]). KTBP Oblna BeiTToTHEHaA Yyepes
6 Mec. OT HavaJja IoJIMapTpuUTa.

OCHOBHBIC TIPOSIBICHUS MMOPaKEHUS JICTKUX TIPHU
PA — 310 nopaxeHue BO3AYXOHOCHBIX MyTEH, ITapeH-
XMMBI JIETKMX 1 TUIEBPHI, BKJTIOYAsT PEBMATOMIHBIC Y3JIbI,
a TaKKe TTOpakeHUe JISTOYHBIX COCYI0B, KOTOPOE BCTpe-
yaeTcs penko [73] (tabm. 5).

IMopaxxeHne BepXHUX AbIXaTeIBHBIX MyTeil BKIIFOYA-
€T apTPUT MEePCTHEUCPIATOBUIHBIX CYCTABOB TOPTAHU,
MIPOSIBIISTIONINIACS IyBCTBOM MHOPOIHOTIO TeJia B TOpJIE,
nuchoHueit, nucdarneit, MECTHBIM OTEKOM M M3MEHE-
HHEM TIOJIOKEHMS TOJIOCOBOM CKIIaIKM, TTapaMearaib-
HOE TIOJIOKEHNE KOTOPOM OCIIOKHSIETCSI OXPUTLIOCTHIO
rojioca M Jaxke yayIrbeM, TpeOyrolnee SKCTPEHHOI Tpa-
xeoToMud. [1pu JJapMHTOCKONUY apTPUT MIepCTHEYepIIa-
JIOBUIHBIX CYCTABOB BBISIBIIIETCS Y 32—75% TMallMeHTOB,
1o gaHHbIM KT —y 54—72%. I1pu BoB/Ie4YeHUN HIKHUX
IBIXaTeIbHBIX YTl pa3BUBAIOTCS OPOHXUOIUTHI (00-
JINTEPUPYIOIINNA U (DOJUTUKYIISIPHBIN ), OHU aCCOIIUUNPY-
I0TCSI ¢ BEICOKMMHU TUTPaAaMM PEBMAaTOMITHOTO (haKTopa

PucyHok. BbipaxeHHble d1OP03HbIe U3MEHEHWA B Nerkux no Tumy
06bI4HOM MHTEPCTULMANBHOM MHEBMOHUM Y NaLMEHTa C peBMaToMaHbIM
apTpUTOM
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Tabnuua 5. Oco6eHHOCTV NMOparKeHna PecrpaTopHOro TPaKTa JIETKUX
Mpu1 peBMaToMaHOM apTpuTe

Jlokanusauus NposBnenua
[epcTHeyepnanoBuaHble | ApTpuTt
CyCTaBbl FOpTaHU
Mnespa Mnespwur.
lHeBMoTOpaKc
[bixaTenbHble My BpoHx03KTa3bl.

BpOHXMONMTbI: KOHCTPUKTUBHBIN HPOH-
XMOANT, GONTIMKYAAPHBINA, TMMPOUAHBIN,
Anddy3HbI NaHBPOHXMONUT

apeHxunMa nerxkmx WHTepcTmumanbHble nHeBMoHum: O,
HCW, obnutepmpyoLmii 6poHxmonuT

un OM, numdounaHan. OuddysHble anbse-
OAPHbIE FeMopparuu.

PeBMaTonaHble y3nbl.

CuHppom KannaHa.
JleKapcTBEHHO-UHAYLIMPOBaHHbIN NHEB-
MOHUT

JlerouHble cocyapl JlerouHbIi BaCKyNuUT, NeroyHas apTepu-

aNnbHaA rmnepTeH3nA

JInMdomnaHan TKaHb JIuMbonaHaa runepnnasus

IpuMeyanme: OUM — obbluHas uHTepCTULManbHan nHeBMoHus; HCUIM — Hecneum-
(ryecKan uHTepCTULManbHas NHeBMoHUS; Ol — opraHK3yioLLanACcA MHEBMOHMA.

¥ JUINTSIFHBIM TeUCHUEM 3a00JIeBaHUsI, BBISIBIISTIOTCS
y 8—30% nauuenToB no usmeHeHussM OJIT nin KTBP.
Hepenko y mauneHToB ¢ PA o0Hapyk1BaroT OpOHX03K-
tasbl (BD), yacrora Kotopsix mpu PA cocrasisier ~ 20%,
MIPY 3TOM Ha OCHOBE KJIMHUYECKON TUArHOCTUKU MX
00HAPYXMBAIOT TOJBKO B 2,7% ciy4yaeB, a HA OCHOBA-
Huu KTBP — B 25% cnyuaes [74]. BOK npu PA acco-
LUHUPYIOTCS ¢ XpoHMYecKoi nHpekmueit. CoueTaHne
BOK u PA cBs3aHO ¢ 6oJjiee BEICOKOI CMEPTHOCTBIO,
yeM y nanmeHToB ¢ BOK 6e3 PA.

ITopaxkeHue TIEBPHI CUMIITOMATAYECKH TIPOSIBIISI-
ercst Bcero B 3—5% cityuyaeB, XoTs npu aytorncuu 'y 70%
MAIlMeHTOB €CTh IIPU3HAKN BOBIICUCHMS TUIEBPBI. DKC-
CyHaTWBHBIN TUIEBpUT Ipu PA varie BcTpedaercs y sKeH-
IIMH CPETHETo Bo3pacTa ¢ PEBMAaTOMIHBIMU Y3€JIKAMU
¥ TIO3UTUBHOCTHIO IO PEBMAaTOUIHOMY (haKTOPY.

ITopaxkeHue mapeHXUMBbI Jerkux rnpu PA BkiItouaer
pa3BUTHE PEBMATOMIHBIX y3eakoB (PY), mHrepcTurm-
aJIbHBIX TTHEBMOHUI (CHMHOHUM — MHTEPCTUIIAAIbHBIC
MMOPaKeHMS JIETKUX) U COCYIUCTOM MaTOJIOTuN (TeMop-
paruuyeckuii ajabBeoauT, Backyaut, JIAL u JIT', accouum-
pOBaHHAS ¢ UHTEPCTUIIMATIBLHBIM (POPO30M MU BEHO3-
HBIMU TpoMOoaMOousamMu). Penkoit hopMoii ssBiasieTcst
cuHapom Karutana — coueranve PA 1 mHeBMOKOHMO3A.

Ocob6oit hopMOIi BHECYCTaBbIX MPOSIBIeHMI pyu PA,
TMTAaTOTHOMOHWYHOM JIUTSI 9TOTO 3a00JIeBaHUSI, SIBIISIIOTCSI
peBMatonnHbie y3enku (PY), koTopsie 00br9HO hOp-
MUPYIOTCS IEPUAPTUKYJISIPHO B IIOAKOXKHOM KIIETUATKE,
HO MOTYT BCTpEYaThCS U B TTAPEHXMMATO3HBIX OpraHax,
BKJIFOYAsT TApEHXUMY JICTKMX, TIJICBPY M JaXke ToJI0Co-
BbI€ CBSA3KM. HacToTa BbIsiBIeHUs PY B JIerkux 3aBUCUT
OT METOAMYECKOTO MOIXoaa U KOJIeOIeTCs B Ipeaeaax
20—40%. PY B Jerkux MOIyT ObITh €IMHUYHBIMU WJIU

MHOXECTBEHHBIMHM, PACITOJIATaf0TCsI OOBIYHO B CYOILICB-
paJbHBIX 30HAX, HEPEIKO B BEPXHMUX OTAENAX, pa3Mep
Bapwupyetcs ot 0,5 mm 10 7 cMm. O6sraHO PY He mpo-
SIBJITIOTCST KITMHUYIECKH, OTHAKO B PEIKUX CITyJasix, TPy
00pa30BaHMU TIOJIOCTEIT BCACACTBUE X pacmanga MUin
pa3priBa, KIMHUYECKNE CUMIITOMBI MOTYT BO3HUKATh
TIPY Pa3BUTHM TIJICBPATHHOTO BBITIOTA, OPOHXOILICBPATh-
Hoit pucTynsl M nHpekuun. Kak nmpasumno, PY B ner-
KHX aCCOIMMPYIOTCS C MMOAKOXHBIMUA PY 1 BEICOKMMM
TUTpaMu peBMaToumaHoro dakropa u ALILIIT, Ho MoryT
BCTpEYAThCS 1 Y CEPOHETAaTUBHBIX 10 PeBMATOMITHOMY
daxropy 6onbHBIX. Hamnmuue PY He oTpaxaeT akTHB-
HOCTB 00JIC3HU B OLICHKE TI0 TIPOSIBIICHUSIM TTOPAKCHUS
cyctaBoB) [75].

st PA xapakTepHbl cOdYeTaHHbIE MHOTOYPOBHEBbIE
ITOpakeHMST OPTaHOB BIXaHUS ¢ OTHOBPEMEHHBIM BO-
BJICUCHUEM ITPOKCUMAJIBHBIX U TUCTAIBHBIX OTICIOB
OPOHXMAIBHOTO ACPeBa, JJETKUX U IUIEBPHI B Pa3HBIX CO-
yeTaHMSIX. Takue coueTaHHBIC TIPOSIBIICHUST BCTPEYAIOTCSI
y 41% nanueHToB ¢ OPOHX0JIETOYHBIMU ITOPAXKEHUSIMU
[76]. [1p1 3TOM OOIHOBPEMEHHOE MOpaXKeHUE HUKHUX
IbIXaTeJIbHBIX ITyTEH, JISTKUX U TUIEBPHI BCTPEYACTCS OT-
HOCUTEJIBHO PeiKo — Y 9% GOJIbHBIX, MTOpaXxkeHne GpOH-
XOB U ILIEBPHI — Y 29% nalueHToB, IOpakeHUe JIETKUX
1 OpoHXOB — y 12% maiueHToB.

WII — naubosee yacToe JeroyHoe nposipieHue PA,
KOTOpOE CYIIECTBEHHO YXYAIIAeT ITPOTHO3 OOJe3HU
o cpaBHeHU1o ¢ mauueHTamu 6e3 WI1. PeanbHast BcTpe-
gaeMocTb M 3JI ipu PA (M3JI-PA) ocraercst Hen3BecT-
HO¥1, B 3aBUCHMOCTH OT METOHOB YaCTOTa BBHISIBIICHMUS
KoJIeOJIeTCSI M B cpefiHeM cocTaBJisieT okojio 40% [77].
Y 5—10% maumenToB ¢ PA pa3sBuBaeTcst KIIMHUYECKHA
3HaYUMoOe (T. €. UMeIoIIee KIMHNICCKIE CUMITTOMBI)
N3J1 uy 10—-30% nauueHTOB BBISIBIISIIOT CyOKJIMHUYE-
CKoe BoBjieueHHe apeHXnMEbI JieTkux [78]. [Tpu KTBP
CTPYKTYPHBIC M3MEHCHUS TTAPECHXUMBI JIETKUX BBISB-
ns110T B 30—70% cay4daes [79]. Y nauuentoB ¢ PA Bo3-
HukHOBeHMe M 3JI mpuBOIUT K 3HAUMTEILHOMY CHU-
KEHUIO TPYAOCIIOCOOHOCTH, PA3BUTHIO MHBATUIHOCTHU
u nioBbieHuIo cmeptHocTu. [Ipn PA MU3J1 asasiorcs
2-i1 mo yacrote npuunHoit cmeptu [80]. CpenHsist BbI-
JKMBaeMOCTb MalMeHToB ¢ PA cocTasisier ~ 7 jiet nocie
ycraHoBeHMs nuaraosa M3JT [81].

K dakTopam, mpempacriojaraloiiiiM K BO3SHUKHO-
BeHuo M3JI, oTHOCAT My>XCKOM TI0JI, KypeHHUE, TTOXKM-
JI011 Bo3pact (> 65 j1eT), BBICOKYI0 aKTUBHOCTb PA (1o-
BeimeHue COD u CPB), BHecycTaBHBIC TIPOSIBIICHUS
(peBMaTOMITHBIC Y3IIBI), a TAKXKE HEKOTOPBIC CEPOJIOTH -
yecKue M reHeThdecKue Mapkepsl [78, 82]. Emie onnH
akTop, KOTOPHII M3BECTEH KaK (paKTOp pHCKa pa3Bu-
™ss UDJT — nomumopdusm npomoytepa reHa MUCSB
(rs35705950) [83]. Cpenu cepoIOTHISCKIX MAPKEPOB,
accouupyoommxcs ¢ pazsutuem M3JI, oTMevaioT BbI-
COKYIO CEpOIO3UTUBHOCTH ITO PEBMATOMIHBIM (haKTOpaM
(peBMaroumHblil pakTop > 100 IU/ml) m anTuTe1aM
K IUKJINYESCKAM MUTPYUIMHAPOBAHHBIM ITPOTEMHAM
(ALLLIIT > 90 TU/ml) [84, 85]. ¥V % mammenToB PA mopa-
JKeHHE TapeHXUMBI JICTKUX pa3BMUBaETCS B TIEPBEIC 5 JIeT
6oJie3Hn. Y 0oabmHCTBa 00MbHBIX 3J1-PA omnpenens-
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[oTCs M3MeHeHus rmokasateneit ®BJ/I, n oHn oTHOCATCS
HE TOJIbKO K YYBCTBUTEJBHBIM MapaMeTpaM paHHETO
BoistBieHuss M3J1 (ocobenno JICJI), HO 1 K He3aBUCH-
MBIM TIpeauKTOpam cMepTtHocTH [86, 87]. ITokaszaTenn
O®JIT B ompeneaeHHOM CTETIEHN MOTYT IIPOTHO3MPOBATh
asosonuio U3JI-PA. Ipu anurensHOM HaOMIONEHUN
y manueHToB ¢ M3JI-PA oTMevanoch Iporpeccupyoniee
CHIDKEHME TTOKa3aTesell ISTOUHBIX (PYHKIINI, KOTOpOe
ObLTO OO0JIee BRIpAXKCHHBIM IIPH MPEeBaTUPOBAHUN (DU-
OpPO3UPYIONINX TIPOLIECCOB MO CPABHEHUIO C BOCTIAIM -
TeIbHBIMU BapHaHTaMu ITHeBMOHUHK. [1oka3aHa Kop-
pensitist cMepTtHOCTH ¢ ucxogHoir MKEJT < 62% wnim
co cHrxkeHreM O2KEJT Ha 10% oT ucxoaHoro 3a Jio0oii
nepuop HabmoneHus [87].

JaHHBIE IO YaCTOTE BCTPEUYAEMOCTH MOPdOJIoTrye-
CKMX TUITIOB ITHEBMOHMUI TTpu PA pasnnuarorcsi, caura-
ercs, uro OMII BcTpewaeTcs gaie Apyrux BapuaHTOB
U BbIsIBJIsIETCSL Y 8—66% manuenToB. [1pu aToM yactoTa
Bctpeyaemoctu HCUII konebaercsa B mpenenax 19—
57%, OI1 — B ipenenax 0—11%, npyrue tumns! (JIuMdbo-
IUTapHas 1 JecKBaMaTUBHAST) BCTPEYaIOTCs peako [88].
Hnsa PA nokazaHo HeraTUBHOe 3Ha4eHKe MOpdoJiornye-
ckoro tuna MIT mas mporHosa. ['mcronornyecku mo-
tBepxkaeHHasg OUIT otmyanach 6omblIeit CKOPOCTHIO
TIPOTPECCUPOBAHMS U XyIIIeil BBDKMBAEMOCTBIO, YeM
npyrue rucronornyeckue cyorursl M3J1-PA [89].

B 3aBUCHMOCTH OT TIPOSIBIICHUIA B AcOIOTE BBIICIISI-
0T OCTpoe / TIOHOCTpOe U XpoHnUecKoe TeueHue M3J1.
B ocHoBe ocTporo / momoctporo M3J1 gariie Bcero JeXXuT
pa3BUTHE OCTPOI THEBMOHMU WM TU(PDY3HOTO aabBe-
OJISIPHOTO TIOBPEKICHNSI, KOTOPHIE BCTPEUAIOTCS PEIKO.
ITpu PA nomunupyet xponmdeckoe teuenne M3J1, yacto
IporpeccupyloIiero xapakrepa. K chakropam prcka mpo-
rpeccupoBanus U cMepTu U3JI-PA oTHOCAT MOXUIIONM
BO3PACT, MYKCKOI T10J1, KypeHIE, PeBMAaTOMIHBIC Y3JIbI,
MPU3HAKUA OOBIYHOW MHTEPCTULUAIIBHOM THEBMOHUU,
Huskue ucxonnble 3HaueHuss G2KEJI u [CJI, o6vicTpoe
camxkenne OXKEJI u JICJI B reyeHue 6 Mec. mociie ycra-
HOBJICHUSI AUarHo3a, Bbicokuii ypoBeHb ALLLLIT 1 60Jib-
IO MHTEPBAI MEXKY TTOSIBIICHIEM TIEPBBIX CUMIITTOMOB
PA u mepBBIM 0OpameHueM K Bpauay [90].

Kpome «kmaccruecknux» BapraHTOB ITOPAXKCHMS T1a-
PEeHXUMBI JIeTKUX TTpu PA penko BCTpeyaeTcss CMUHIPOM
Karmurana (Caplan’s syndrome) — cBoeoOpa3HOe y310Ba-
Toe TopaxeHue Jerkux y 0oabHbiX PA, cTpagarommux
ITHEBMOKOHMO30M [91]. ¥ Takux 601pHBIX cuHIpoM Ka-
IJIaHA BBIABIISIETCS B 25% clly4aeB 1 4acTO COYETACTCS
C TIOSIBJICHUEM TIeprUepUIeCKUX PEeBMATOMITHBIX Y3eII-
KOB U BBICOKMMM TUTpaMM PEBMATOMIHOTO (haKTopa.
daxTopoM prcKa SIBISICTCS paboTa B YTOJBHBIX IIaXTax,
pexe — KOHTAKT C CHUIMKOHOBOM YUIM acOECTOBOI TTBI-
JIbI0. XapaKTepH3yeTcsT 00pa30BaHMEM MHOXKECTBEHHBIX
OKPYTJIBIX YIDTOTHEHUI 10 TIepu(epu JETKUX TruamMe-
TpoM 0,5—5,0 cM, IMEIOIINX CTPYKTYPY PEeBMATOMITHOM
rpaHyiaeMbl. KinHn4yeckoe Te4eHre MaJIOCUMITTOMHOE
(Kawwenb, onplliKa, 6011 B IPyIHON KJETKe). Y3eIKu
B JITKMX YaCTO PACcTIamaloTCsI ¢ 00pa30BaHMEM ITOJIOCTEH
¥ KanbIupumupyorcs. OyHKIINS JeTKNX 3HAYUTSIIHHO
HE HapyIIaeTcs.

IMopaxkenue jgerkux rpu PA uMmeeT 3HaUnTEIHO 00-
JIee IMMPOKUi crieKTp, yeM npu apyrux MBP3. K BTo-
PUYHBIM, T. €. HC OTHOCSIIIIUMCS K BHECYCTaBHBIM IIPO-
SIBIICHUSIM, TIOPAXXEHUSIM PECITMPATOPHOTO TpaKTa IIpHr
PA oTHOCST nMeroliyo oco0yro 3HaYMMOCTb 11t PA Jte-
TOYHYIO JICKAPCTBEHHYIO TOKCUIHOCTD, MH(PEKITNN HIDK-
HUX IBIXaTeIbHBIX IyTeH, paK JETKOro U OoJiee penKue
COCTOSIHMSI — aMWJIONII03, aTUTIMYHAST (hrOpoOysuIe3Hast
6oie3Hb [92]. Cpenu «pecrmmpaTopHbIX» IPUYMH CMEPTH
rpu PA, Hapsiny ¢ iporpeccupoBanrieMm U3J1 (20—25%),
TseKebM o0octpenueM (30—40%), B 8—10% ciydaeB
JIETaJIbHBINM MCXOM BbI3BAH PAKOM JIETKUX U B 8—18% —
WH(EKITMOHHBIMU ITHEBMOHUSIMU.

TakTUKa BeieHUs naLUeHToB

KoHTposbs Ham 00JIE3HBIO SIBISCTCS KPUTHICCKU
BaXXHBIM (PAKTOPOM TIPEAYIPEKICHUS M OrpaHUICHUS
TSDKECTH M 3BOJIIOIMHK 00JIe3HU, IPUBOASAIINX K TAKUM
CEepbE3HBIM ITOCJICACTBUSIM, KaK BHECYCTAaBHBIC TTPO-
SIBIICHUSI I KOMOPOMIHBIC COCTOSTHUSI. COCTOSTHUS [ 19,
67]. Ipu BeIOOpE TEpaIIeBTUYECKON TAKTUKY B JICYCHUHU
M3JI-PA BaxXHO yYUTHIBaTh, YTO aKTUBHOCTh apTpUTa
npu PA — onuH u3 dakrtopoB pucka pa3zputus U3JI.
Boiee Toro, BeIcOKass aKTUBHOCTh apTPUTA ACCOLIMUPY-
eTcs ¢ puckoM pa3Butust oboctpenust M3J1, u aTo Mmoxer
cTaTh (paKTOPOM IIOXOTO MPOTHO3a IS ManreHTa ¢ PA
[93]. I1epBOOUEpEeAHBIMM 3amaYyaMHt JICUCHUS MMAlleHTA
C aKTUBHBIM apTpuToM (¢ vim 6e3 M 3J1) moKHBI ObITh
MMOAaBJICHNE U CTAOMIN3AIINSI CYCTaBHOTO BOCITAJICHUS.
Appext MMO® umm LD npu U3J1-PA nsydeH Heno-
cratroyHo. [IpuHnMast Bo BHIMaHUe 3 GHEKTUBHOCTh
u 6e3omnacHoctb 'MBIT u T-BI1BII, HaunHaTHL Tepanuio
nyuiie ¢ ABA nimu PTM, npu HeadGEeKTUBHOCTU MPU-
MEHSITh UHTUOUTOPHI siHyc-KruHa3, TL 1 uHruouTopsl
TNF-a. Ecnin npu KTBP nipeo6iagatoT cyorieBpaib-
HBIE PETUKYJISIPHBIC U3MEHEHUSI, TPAKIIMOHHBIE OPOHXO-
5KTa3bl, COTOBOE JIETKOE, XapaKTepHbIC (pUOpOTUICCKIE
U3MEHEHMS, CICMyeT pacCCMOTPETh HUHTENaHNO. AHTH-
(ubpo3Has Tepanus Ipy IPOTrpPecCUpyIoieM BapraH-
te M3JI-PA Ha3zHavaeTcd KakK Tepanus BTOPOTO IIaHa
U, IO-BUAUMOMY, IIPEUMYIIIECTBEHHO B KOMILIEKCE
¢ BIIBII.

IMTauuenTtsl PA, y KOTOpBIX pa3BUBaIOTCS pecrupa-
TOPHBIC TIPOSIBJICHUSI, UMEIOT 00JIce BBICOKYIO CMEpT-
HocTb. VX teueHue IBiIsieTcs Impo0aeMOil 11T KITMHUIIN -
CTa M OCTaeTCs HeAOCTaTOYHO pa3padboTaHHBIM. KpuTn-
YECKM BaXKHO JOCTUTHYTh PEMUCCUY VI MUHUMATBHOMN
aKTMBHOCTH CYCTaBHOTO BOCITaJieHusI. HaunHast negeHue
M3JI-PA, BaXXHO OLIeHUTHh aKTUBHOCTb 3a00JIeBaHUS
B 1IEJIOM, IIPEBATMPOBAHUE CYCTAaBHOTO VJIM JIESTOUHOTO
BOCITaJICHMSI, (DAKTOPBI pUCKA TTPOTPECCUPOBAHNS U He-
00XOIMMOCTh MOAM(MDUIIMPOBAHNS TePATTUM, BKITIOYAS
TTONKITIOUEHUE 00JIee aKTUBHBIX IMMYHOMOIYIAPYIOIIIIX
1 aHTUDUOPO3HBIX IpermapaToB. [1pu Ha3HAYeHNH Tepa-
i U3JI-PA BaxkHO MOHUTOPUPOBATL COCTOSTHUE TTa-
LIMeHTa Kaxable 3—6 Mec. IS MOAAePKAHUS KOHTPOJIS
HaJ JIETOIHBIM TIporieccoM. OCTpo TpoTeKaroliee 000-
crpenne M3J1, mporpeccupoBaHue JeroyHoro puoposa,
paK JIeTKUX ¥ MH(PEKINOHHBIC THEBMOHUU OTHOCSITCS
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K OCHOBHBIM npuunHaMm cMmepty nipu U3JI-PA, mosTo-
MY IIpeAyIpekIeHNE M KOHTPOJIb 3TUX IMIPUUNH CMEPTH
SIBJISIETCSI OCOOCHHO BasKHBIM IJIST YITy4YIIICHHS TIPOTHO3a
MMaIeHTOB.

CucrteMHas cknepopepMus

IIporpeccupytommii CUCTEMHBIN CKJIEpO3, WU
CCJI, — 3aboneBaHue, IPU KOTOPOM B Pe3ybTaTe I10-
BPEXIAIOIINX BO3AECMCTBUN OKPYKAIOIIEH CPEAbI Y JINLL
C TCHETUUYECKON MPeapacIiooXeHHOCThIO BOSHUKACT
KacKall MUKPOCOCYIMCTHIX U MMMYHOJIOTUYECKUX OTBET-
HBIX peaKIInii, TPUBOISIINX K Pa3BUTHIO (POP03a KOXKMI
¥ BHyTpeHHUX opraHoB [94]. CCJI oTHOCUTCS K PEIKIM
NBP3, ee yactoTa coctapiser ~ 1 : 10 000, cooTHO-
IIe€HME XEHIIMH K My>kurMHaM 7 : 1. JIeG1oT mpuxoauT-
cs Ha 40—60 net, ogHako B 10% ciydaeB 3a00JieBaHKe
pa3BuBaeTCs B IeTCKOM Bo3pacte. [lojararoT, 4To B 1a-
TOreHe3e 3a00JIeBaHMSI TIEPBBII 3TAIl — MTOBPEXICHIE
MHKPOCOCYIIOB, KOTOPOE COMPOBOXKIACTCS IIPUTOKOM
¥ aKTUBALIMEH pa3IMIHbBIX KJIETOK UMMYHHOM CUCTEMBL.
Bropoii aTan- pa3BuTHe BOCITAIUTEIBHBIX K ayTOMMMYH-
HBIX PeaKIInii, KJICTKN-YIaCTHUKU KOTOPBIX HATIPSIMYTO
WIN 4epe3 CeKpeTupyeMblie (DaKTOpbl MHAYIIMPYIOT aK-
TUBaMIO0 (pubpodIacToB U TpaHCAUDPEepeHINALINIO
Pa3IMYHBIX CTPOMAIBHBIX KJIIETOK-TIPEIIICCTBEHHIKOB
B aKTUBMPOBAHHbBIC 1 YCTOMUMBBIC K alIONITO3Y MUODU-
OpobacThl. AKTUBMPOBaHHBIE MUO(PUOPOOIIACThI, HAKa-
IUIBAsICh B TKAHSIX-MUIIICHSX (KOXa, JIETKUE W CePIIC)
B M30BITKE BHIPAOATHIBAIOT (PUOPUIIISIPHBIN KoJtareH
U IPYTHC BHEKJICTOYHBIX MATPUUYHBIC MAKPOMOJICKYJIHI.
KomMmmoHeHTHI (pUOpOTUIECKOM MATPUIIBI CTUMYIIHPY -
IOT PE3UACHTHBIC CTPOMATbHBIC KICTKU, YCTOMINBBIC
K aIloITo3y, K JaTbHeHIIeMy peMoIeInpoBaHno. Mu-
KPOCOCYIUCThIC HApYIICHUS, aKTUBAIIASI UMMYHHOMK
CHCTEMBI 1 TIpoJrdepaliis (hruopodIacToB — 3TU TPH CO-
CTaBJISTIONINE TECHO B3aMMOCBS3aHbI, HOCSIT CHCTEMHBII
XapakTep, HO MOTYT BapbUPOBAThCSI OT OAHOTO OpraHa
K IPYTOMY U UMETb Pa3JINYHbIE BPEMEHHBIE TPACKTOPUU
[95, 96].

Knuanyeckas KapTuHa 00JIE3HN OTIMIACTCS TIOJIH -
MOp(PU3MOM U BKIIIOUAET KaK JIETKIE MaJloMaHU(eCT-
HBIe (DOPMBI, He TPEOYIOIINE JICUCHUS, TaK W TSKEITBIN
CHCTEMHBIH TIporiecc GruOpO3NpPOBAHNSI, BEAYIIUI K He-
00paTIMOMY TTOBPEXKICHUIO XXN3HEHHO BaXKHBIX Opra-
HOB. Yarlre apyrux BCTpedaroTcs 1Be (hOPMBI OOJIE3HM.
[Tpu muddysHOIt hopme, KoTopast BCTpeUaeTCs Y TPETH
MaIMeHTOB M HAUYMHACTCSI OCTPO,/IIOIOCTPO, B IIEPBHIC
2—3 roma mporpeccupyeT reHepan30BaHHBIN (rOpo3
KOXW 1 BHYTPEHHUX OPTraHOB (Cepila, JerkKux, mo-
YeK, XKeJyIOUHO-KUIIIEYHOTO TpakTa). JIMMUTHIpOBaH-
Hasg ¢popMa (IPUMEPHO 2/3 MaIlMeHTOB) OTHOCUTEIIHFHO
MOOpPOKaUYeCTBEHHAS,9aCTO XPOHUUECKas, MEIJICHHO
nporpeccupymotas. OHa 1e0TUPYeT ¢ CUHIpoMa Peii-
HO, BOBHUKAIOIIETO 32 HECKOJIBKO JICT IO Havaja IPYrux
MPOSIBJICHUI OOJIE3HU, W OTJIMYAeTCS] JOMUHUPOBAHU -
eMm cocynuctoii marojoruu [97]. dns CCJI xapakTepHa
LHUPKYJIUPYASLUS 00JiblIOro criekrpa ayToAT, B Tom
YHCIIe BBICOKOCTICHIM(MUIHBIX IJIST 3TOTO 3a00JIeBaHUS,
K Pa3IMYHBIM SIACPHBIM ayToaHTUTeHaM. YacToTa nx

obHapyxeHust nocturaeT 95% (mpu onpenenennu AH®D-
Hep2). Auddysnaa popma 601e3HN aCCOMUNPYETCS
¢ antu-Tomo-1 (kotopsie BoisBisIIOTCS y 20—40% na-
LIMEHTOB), M BEICOKUM prcKoM pa3Butust M3J1. JTumu-
TUpOBaHHas (PopMa OTINYACTCSI HOCUTEJILCTBOM ayTOAT
K ALIA, KoTtopbie BeTpedaores y 16—39% manmeHToB
U aCCOLIMUPYETCSI C BLICOKUMM pUCKOM pa3Butust JIAT.
Antutena K RNA-nonumepase 111 BBISIBISIIOTCST peiKo
(6—10%) u accoLMUpyIOTCS C Pa3BUTUEM OCTPOTO I10-
yeyHoro kKpu3a u M3J1. KnnHnKo-mMMyHOIOTUYECKIE
acCoIMAaIIMY MMEIOT BaXKHOE 3HAYCHME [UTS OTIPeACTICHIS
knuH4eckoit opmbl CCJI Ha paHHeM 3Tane (mud-
dy3HAS WM TMMUTAPOBAHHASA), IIJISI IPOTHO3UPOBA-
Hus pa3Butusg opranHoii matonorun (M3J1 wm JIAT)
1 OTIpeICIICHHUST TEMITOB IIPOTPECCUPOBAHMS M TIPOTHO3A
[98]. dxst monTBepxxaeHust nuarHo3a CCJI MCITOIb3YIOT
KJ1acCU(UKAIIMOHHBIC KPUTEPUH, B KOTOPBIC BXOIST
JIAT m U3J1[99].

ITpu CCJI oO1mast BBLKUBAEMOCTb C MOMEHTA yCTa-
HOBJICHUSI TMAarHO3a 3HAYMTEILHO HIDKE, YeM B OOIIei
ITOTYJISILINUI, COITOCTAaBMMOM TTO TIOJTY M BOo3pacTy. Puck
CMEPTH MPU 3TOM 3a00JIeBaHUM Ha 25% BHIlLIE, 10 CpaB-
HEHUIO C TAKOBBIM Y 3IOPOBBIX JIUII, M B IICJIOM HE M3-
MmeHmiIcd 3a nmocinennue 40 met [100]. B xonne XX B.
5-JIeTHSIST BBLKMBAEMOCTD cocTaBisiia 77,9%, 10-netHss
BBLKMBaeMOCTb — 55,1% [101].

IMopaxkeHne pecrmMpaTOPHON CUCTEMBI UMECT He-
raTUBHOE BIMSTHUE Ha MporHo3 xku3Hu npu CCJl u B
HACTOsIIIIee BpeMs 3aHUMAaET IIePBOE MECTO CPEI IIPH-
yuH cMepTH [102]. BeKBaeMoCTh IMaleHTOB 0e3 BO-
BJICUCHUS JISTKUX 3HAYMTEIIHHO JIy4Ille, YeM ITallieHTOB
¢ mopaxeHneM Jerkux [98]. B mociaegnue romgsr J1H,
CBSI3aHHAsSI C JICTOYHBIM (pOpOo30M, ObLJIa TIPUIMHOMN
cmeptu y 43% nauuentos [103]. Bece otnenbl pecnu-
PaTOPHOTO TPAKTa MOTYT OBITH BOBJICUCHHI B ITATOJIO-
TMYeCKUI TIpoliecc, HO, B oTiinuue oT apyrux MUBP3,
B HAaMOOJIBIIICH CTETICHN TTOPaXKaeTCs MapeHXUMAa JICTKUX.
CaMple 9acTbIe TIPOSIBJICHUST CO CTOPOHBI PECITMPATOP-
Horo Tpakta — M3JI, pexe BCTpedyaroTCsT COCYIUCTHIC
n3MeHeHud, B repByio odepenb JIAL [104]. 3HaunTebHO
boJiee peoKU anre3MBHBIN TUIEBPUT (HUOPO3 TIIEBPHI,
CMaiiK¥) U TOpakKeHUsI AbIXaTeIbHBIX ITyTeit. MHpeK-
IIMOHHBIC OCJIOXXHEHUSI — MHEeBMOHUHM, a0CIIeINpOBa-
HHUE — BO3HUKAIOT peXe, YeM IIPU JIPYTUX CUCTEMHBIX
P3. M3BecTHO yualeHne pa3BUTHS paKa JISTKUX Ha (poHe
CKJIEpOIEPMUIECCKOTO ITHEBMOCKIIEPO3a: PUCK Pa3BUTHUS
3JI0KaYeCTBEHHBIX HOBOOOPA30BaHUIA B JISTKHUX Y OOJIb-
Hbeix CCJI B 3—5 pa3 BbIllle, YeM B ITOMYJISILIVH.

ITopakenne maprxaTebHbIX MyTeil. OOCTPYKIINIO MU
TUCHYHKIINIO METKUX IbIXaTeIbHBIX MYTC BBISBIISIIOT
pa3HbiMu MeTomaMmu y 20—60% mnauueHTOB, IIPU 3TOM
YacToTa 3TUX HapyIIeHU! y mamueHToB ¢ M3J1 mouTtn
B 2 pa3a Bbiie. OOCTPYKIIMSI MEIKUX AbIXaTeIbHBIX ITy-
teit ipu CCJI, MOKET pacCMaTpUBAThLCS KaK KIMHIYC-
CKUI MpU3HAK HEAUArHOCTUPOBAHHOM OOCTPYKTUBHOM
0O0JIe3HM JICTKUX, €CIM OHA M30JIMPOBaHA WJIM CBSI3aHA
¢ 00CTpyKIIMEN OONBIIMX AbIXaTeJbHbIX MyTe (KOTO-
PYIO BEISIBUJIN Y YETBEPTHU MALIMEHTOB), OCOOCHHO Y KY-
PUIBIIMKOB Tabaka. B To ke BpeMst 00CTPYKLIMS MEJIKIX
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IBIXaTeIBHBIX IIyTei, cBsi3aHHasA co cHinkeHueM I CJI,
MOKET YKa3bIBaTh Ha BOZMOXKHOE ITOPaKeHNE OPOHXMOI
MIPY CUCTEMHOM MOpakeHUU MHTepCcTUIns. JAncdyHK-
IIMST MEJIKUX TBIXaTeIBHBIX ITyTelt ObUIa B 3HAYUTEIIBHOMN
CTETICHM CBsI3aHa C IMPOIOJDKUTEILHOCTHIO 3400 IeBaHNS
(> 3 neT), 4TO, BEpOATHO, OOYCIOBICHO IIPOrPECCUPY-
IOIIIMM PEMOICITMPOBAHUEM AbIXaTeIbHBIX ITyTeit. [Tpm
9TOM HaJIu4Yue TUCHYHKIIMU YXYAIIaeT KaueCTBO KM3-
HH, CBSI3aHHOTO C TbIxaHueM. PazBuTre 6poHX03KTa30B
BBISIBJIEHO B 16% ciiy4aeB, U YTO MOXET ObITb CBSI3aHO
¢ acmiMpalueit, BBI3BaHHOW HapyIIeHUeM MOTOPUKH
MUIIEBOMa, ¢ UMMYHOCYIIPECCUBHOM Tepanmueil uian
C «IIEpBUYHBIM» (DMOPO3UPYIOIINM ITPOIIECCOM B CTCH-
Kax 0poHxoB. Takum oOpa3oMm, Majible AbIXaTeJabHbIS
MIYTA MOTYT OBITH €Ille OJHON BaxKHOW MUIIEHBIO I10-
paxenwust gerkux rmpu CCJI [105, 106].

NII nom U3JI. N3J1 Bcrpevarores npu CCJ oueHb
yacTo, y ~ 80% 060jbHBIX (110 JAHHBIM ayTOICHU —
y 100%), 1 HauMHAIOTCsI paHoO, B IIepBbIe 3 roga 00JIe3HU
[107]. Joxa3aHo, 4TO pacIpOCTPaHEHHOCTD JISTOYHOTO
¢uodposa npu CCJI BimsieT Ha BEKMBaeMOCTh. Tak, 00b-
eM M3J1 > 20% noutu B 3 pa3a MOBBIILIA PUCK YXY/ILLIE-
HUS TedeHusT 3a0oneBanus u cMeptu [108]. 11t olieHKN
obbeMa ropaxkeHus Jierkux mpu CCJI mpeaioxeH mpo-
CTOI aJITOPUTM C BBIICJIICHHEM 2 BApMAHTOB — BhIpa-
keHHoe nopaxkeHue (> 20% o6beMa) U orpaHUIeHHOE
(<20%) WU3J1 [109]. Ecu pa3neneHue Mo o0beMy I10-
paxeHust Ha ypoBHe 20% BbI3bIBACT 3aTPYyIHEHUSI, 10-
TOJIHUTEIbHO yIuThiBaeTcs mokasareab O2KEJI: ecim
oH < 70%, 60JIbHOTO OTHOCSIT K IPYIIIE C BhIPAXKEHHBIM
MOPaXXeHUEM, ITPU KOTOPOM OTHO3HAYHO MTOKa3aHa aK-
tuBHas Tepanus. Teuenue M3JI BapuabenbHOE, C IEpU-
omamMu yxyameHus u/wim ctadwmmsanuu [110]. [pu-
MEpHO y I/2 nmanreHToB M3J1 nuMeroT orpaHUYeHHBIN
XapakTep, CYOKIIMHUICCKIE TIPOSBICHMS, a (DYHKIIUS
JIETKUX IJIATEIbHO HEe CHUIKACTCS M/MIIM OCTACTCsI CTa-
owrbHOM. OnHako B~ '/ , CIIy4aeB OTMEYAETCSI IOCTETEH-
HOE TIPOTpecCUpOBaHME JETOYHOro (Gubpo3a, T. €. Mpu
CCU, xak u nipu apyrux M3JI, MoxeT ObITh BbleIEHA
TIOATPYIITIA OOJIBHBIX C TIPOTPECCUPYIOIINM (PEHOTHUIIOM.
Ha nporpeccuposanne M3JI Biusier psa pakTopoB, CyM-
MMPOBaHHBIX B Ta01. 6 [94, 109, 111-113].

TakTuKa BeieHUS NaLUeHToB

J71s1 MaKCHMMAaJIbHOTO YIYIIICHUST BOBMOXKHBIX KJTH -
Huueckux ncxonon M3JI mpu CCJI HeoOXoaUMBI paH-
HSISI AMarHOCTHUKA, OLIEHKA TSLKECTH, TIPOTHO3MPOBaHNUE
IpoTrpecCUpoBaHUs 1 ajgeKkBaTHoe jJedeHre. Cormac-
HO TIOCJIEIHUM PEKOMEHIAILIMSIM 3KCIIEPTOB, BEICHHE
nanueHToB U3JI-CCJI no/KHO BKJIIOYATh HECKOJIBKO
00s13aTenbHBIX 3TaroB [114]. [Tpu nepBoM obOpaieHun
nanyeHTa HeooXoInuMo MpoBeAeHne ckpuHuHra Ha M 3J1
n Ha JIAT'. CKpyHMHT BKJIIOYaeT OLICHKY (haKTOpPOB
pUCKa M KIMHUYECKUN ocMOTp. OCHOBHBIM METOIOM
BeistBiieHus U3J1 npu CCJ sasnsgerca KTBP, na ararme
CKPUHHMHTA HACTOSITEJIPHO PEKOMEHIYETCST BBITIOIHE-
Hue OJIT, skmouas onpeneneuue JCJI. Ha 2-M aTare
onpenaensiercst HeooxonmumocTs JieueHnst M3J1. He Bce
nauueHThl Hyxkaatotcs B Teparnuu M3J1. B ge6iore 3a-

Tabnuua 6. OakTopbl prcka pasBUTUA W NPOrPECCUPOBAHNA UHTEPCTULN-
arnbHbIX 3a60neBaHMI NErkux Npy CUCTEMHOMN CKNepPoaepMUn

Mapamertpebl MpoaBnexua
(Oopma bonesHu InddysHan
Cragua PaHHAA — nepBble 3—4 rona 6onesHu
Accoumaupna Scl-70, PM/Scl

C ayToaHTUTENaMun

Mokasatenu ONT Chienne OHEN n/wnm DL, Ha = 10%

B Te4yeHune roga

[JanHble KTBP OTK 06bem noparkeHua > 20%.
[pn3Hakw coToBOro nerkoro
MopaeHune KT BbiparKeHHbI NULLEBOJHO-KENYA0YHBI

pednioKc

Mpumeyanue: OJIT — GpyHKUMOHanbHbIe neroyHble TecTbl; OMKEJT — dopcvposaH-
Has n3HeHHanA eMKoCTb ierkux; DL, — anddysmoHHan cnocobHocTb nerkmx
no MoHookcuay yrmepoga; KTBP OT'K — KoMnibloTepHas ToMorpadua BbICOKOr0
pa3peLLeHnsA opraHoB rpynHom KneTku; KT — xenyaouHo-KULIEYHbIN TPaKT.

0oJieBaHUS TTAIIMEHTHI C MSITKUM TeUYeHUEM, He3HAUM -
TEJBHBIM 00BbEMOM TOPaXKCHMS, COXPAaHHBIMU JICTOY-
HBIMHA 00beMaMH M MIPU OTCYTCTBUU IIPOrPECCUPOBa-
HUS He HyXzaaloTcsd B ¢papmakorepanuu U3JI. Takum
IMaleHTaM HEOOXOMMMO TIIATeIbHOS TMHAMUUECKOe
HaOJI0IeHNE, TIOCKOJIBKY YXYAIICHUE MOXKET Pa3BUTHCS
Ha JItoO0oM 3Tare 3a0oJieBaHus. PekoMeHayeTcst mpoxo-
JIUTh OCMOTPHI U/mjiu obciienoBanue 1 pa3 B 3—6 Mmec.
[1pu onpeaeneHnM MMOKa3aHU K TEparuu 11eJiecooopas-
HO OPUEHTHPOBATHCS HA PSII ITapaMeTPOB:

+ cHmxeHne ®XKEJT < 80% u kimHU4YecKue pecriipa-

TOPHBIC CUMIITOMBI;

*  00beM nopaxeHus ierkux > 20% no nanusiM KTBP;
*  00beM mopaxkeHus Jerkux > 10% u CHUKEHHBIE 110~
kazatenu OJIT.

[Tpu nMHamMu4YeckoM HaOTIOAEHUU BaXXHbI OTPULIA-
TeTbHasI IMHAMMKA PEHTTCHOJIOTUICCKOM KapTUHBI WU
yxyameHnne nokaszareneit @JIT, MoXeT yUUThIBATHCS
JecaTypaims KUCJIOpOaoM TTpU (PpM3MIECKOIT Harpy3Ke.
Ha 3-m stane Kypaium BEIOMpaioT hapMaKOTEepaIInio
M3J1. DxcrnepTsl peKOMEHIYIOT HAYMHATDH TEPaIINIo
¢ MM® 2—3 T B CyTKH, a TAKXXe pacCMOTPETh 100aBIe-
HHEe HUHTEIAHN0a K TTPOBOINMOI MMMYHOCYIIPECCUB-
Hoii Tepanmut MM®/LIP. MoXHO UCITOIH30BaTh HUH-
TemaHuO B pa3BEPHYTON CTaOUU, IIPU arPECCUBHOM WU
nporpeccupyromiem M3J1, mpu HeahGEeKTUBHOCTH Tepa-
MM UMMYyHOCYTIpeccanTaMu. ClieayeT paccMaTprUBaTh
MOHOTEepaITii0 HUHTEIAHUOOM TIPH JUTUTEIHHO TEKYIIIEM
WIIJI, xorma Tepanus UMMYHOCYIIpECCaHTaMU He T0-
kazaHa. PaccmarpuBaercs takke TLL mis1 manneHTOB
¢ pannei cragueit CCI, accormmmnponannoii ¢ U3J1 ipu
TIOBBIIIICHNH PEaKTAaHTOB OCTPOIi (pa3bl BOCTIATICHUS, MJTH
IIPpY HEBO3MOKHOCTHU TepaITui UMMYHOCYIIpeCCaHTaMU
WA HUHTegaHnooM. Ha 4-M aTarre Kypaunu IpoBOIsIT
TMHAMHMUYECKOE HAOMOICHNE C LIETbIO TOCTIDKEHUSI YCIIe-
xa. PekoMeHmyeTcsT peryIsipHO OLIeHMBAaTh M3MCHEHUS
kmHnYeckux cumntoMmoB, @2KEJT n JICJI, nameHeHust
PEHTTEeHOJIOTUYECKOI KapTuHBI (1o taHHbIM KTBP)
1 YPOBEHb OKCUTCHAINH (B T. 4. TTOCjIe Harpy3Kku). [Tox
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YCIIEXOM TepaIliy aBTOPHI TOHUMAIOT TOCTUXKECHUE CTa-
OMIM3AIMY YT YIyJIIeHUEe KITMHUISCKNX CUMIITOMOB,
nokasateneit ®JIT (B mepByto ouepens P2KEJI, ACJI),
kaptuHbl no KTBP, o recty 6-MILT, u/unu carypa-
uu pu Harpyske. Ilocie mocTikeHns cTabMIbHOCTH
B TEUCHUE 2 JIET BO3MOXKHBI peAyLIMPOBAaHNE U OTMEHA
Tepartmu.

Jleuenune CCJI ocTaeTcs TpyAHOH 3agaueil, Tak Kak
MIpUMEHSIEMbIC B HACTOSIIIIEE BpeMsI peKOMEHIOBaHHBIE
dapmakoJIoTUIECKHE TIpeTrapaThl He OKa3bIBalOT CYy-
IIECTBEHHOTO BIUSHMS Ha TeueHne 0oje3nu. CremyeT
OTMETHUTH, YTO B HACTOSIIIIEE BpeMsI HET HU OIHOTO pa3-
PEIIeHHOTO K TPUMEHEHUIO TIperapaTa, MOIU(UITIPY-
fomero TeueHrne CCJI. TpagulimoHHO OCHOBY TepaIrumn
coctasnsior BITBIT n antuduoposHbie cpenctsa [94].
HecMmoTpst Ha OTCYTCTBUE TOKa3aTeIbHOM Oa3kl, Tpaa-
moHHo ucnonb3yioTtes I'KC B manbix go3ax (mo 15 mr).
Bonee BricOKMe m03bI B coBpeMeHHOI Tepanuu CCJI
He TIPUMEHSTIOTCS B CBSI3U C BRICOKMM PHUCKOM Pa3BUTHS
OCTpOro ToBpeXaeHMs ToyeK. CoracHO MOCIeTHUM
MEXITyHAPOJHBIM PEKOMEHIALIMSIM, OCHOBHBIE MTpernapa-
1ol 1711 nedennst U3JI-CCJ — ato MM®, 11D, azaTuo-
mpuH 1 Ap. [115]. DTr mpemapaTbl MOTYT CTAaOMIIM3UPO-
BaTh JICTOYHBIC (DYHKIIMH WJIA Ha BpeMsI HE3HAUUTEILHO
3aMeJINTh TiporpeccupoBanue U3J1-CCII.

ITorenumanpHO Hanboiee 3PHEKTUBHOM CcTpaTe-
rueit mpu CCJI, ssBsieTcs BBICOKOI03HAsI XUMHOTEpa-
nug ¢ nmocnenytomeit ayro-TICK. TIpumeHeHune 3Toii
ctpareruu npu gudoysHoit popme CCJ ymydmmio
BBIPAXKEHHOCTD (PMOPO3a KOXKM U JIETKUX, TPEIYIIPeK-
JAJI0 YXYAIICHNE OPTaHHBIX MTOPaXkeHUM U YIYUIITIO
JOJITOCPOYHBIN MporHo3 [116—118]. OgHako 3TOT MeTo,
HMMEET Cepbe3HbIC OTPaHMUYCHMST M3-32 BEICOKOM JIeTallb-
HocTu (mo 10%). HaubGosiee mepcrieKTUBHBIMU SIBJIsI-
oTcs 6osbHBIE ¢ nuddy3HO0I hopmoit CCJI 6xicTpo
IIPOTPECCUPYIOIIETO TEUCHUS ¢ (haKTOpaMU HeOIaronpu-
STHOTO TTPOTHO3A B TIepBhIe 4—5 J1eT 60J1e3HN. YUNTHIBAS
BBICOKUWI PUCK OCJIOKHCHUU M CMEPTH y TTAIICHTOB,
KPUTUUYECKHU BaXXeH IIPABWILHBINA OTOOP KaHIMIATOB
IIJIST TAKOTO JICUCHUS W OIIpenesicHue MHTEHCUBHOCTHU
PEXMMOB KOHINIIMOHUPOBAHMS, TOKCUIHOCTH KOTOPHIX
3aBHCUT OT UCXOTHOM TSLKECTH MOPaXKeHUsT BHYTPEHHUX
OPraHOB, CTAINY 1 aKTUBHOCTH 3a00JICBaHMSI.

B HacrosIee BpeMst aKTUBHO M3y4JalOTCsl HOBBIE IO -
XOJIbI, KOTOPBIE ITOTEHIINAIBHO MOTYT BIMSTH Ha (PyH-
JaMEHTaJIbHBIC TTPOLIECCHI BOCITaJIeHUS U (hrdpo3000pa-
30BaHMsI. Ha pa3HBIX ATamax KITMHUIECKUX UCITBITAHUI
Haxoautcst MHOXecTBO ' MBI cBIIBII ¢ pazHbiMu Mexa-
Hu3Mamu nerictus [119]. HekoTopsle 13 HUX yXe TIpH-
MEHSIIOT B KIIMHUYECKOU ITpakTuke. [1puMepoM MoxkeT
OBITh aHTU-B-KieTOYHAas Teparms, KOTopasl ITOKa e1le
He BKJIIOYECHA B MEXXIYHAPOIHbBIC PEKOMEHIAIINH TI0 JIe-
yeHuto CC/I, HO yXe TOTy4Yrsia BECOMbIC apTyMEHTBI
B nmonb3y npuMeHenus npu U3JI-CCJI. Umeromuecs
JaHHBIC TTO3BOJIMIIA peKOMEHIOBATh aHTH- B-KiIeTOUHEBII
npenapat PTM nipu HeahGEeKTUBHOCTH TepaITuy UMMY-
HOCYIIpEeCCaHTaMM, TSKEJIOM TEUYCHUU W HeOJIarompu-
ATHBIX (pakTopax nporHo3a CCJ [19]. PTM paccma-
TpuBaeTcs Kak BapuaHT ackajaunu tepanuu U3JI-CC,

B cayyasx, korra MM®, LI® unn HUHTEnaHMO Hemo-
CTaTOYHO 3(P(PEKTUBHBI WU IIPOTUBONOKA3aHbI [17].
B cenTabpe 2021 PTM 0bL1 3aperucTpupoBaH U BKITIO-
yeH B pekoMeHaanuu o jedennto CCJ B Smonnm [120].
BaxHo, ytro PTM MoxXeT NpUMEHSITbCSI HE TOJBbKO TIpU
M3JI-CCJI, HO M 1151 KyIMTAPOBAHUS IPYTUX MPOSIBJICHUIA
CCl. Henasno B CIIA st neuenus M3J1-CCr 6bu1
3apeructpupoBaH TLI, KOTOpEIil peKOMEHIyeTCs IIpUMe-
HATH B paHHEH ctanuu 11 11 dy3Ho (popMbI 00IE3HI
IIPY BBICOKOM JTaOOPAaTOPHOI aKTUBHOCTH IIpOIIecca.

B 2019 r. st teyenust hpudposupyromux hopm NU3JI-
CCJl B P® 6n11 3apeructpupoBaH aHTU(PUOPO3HBII
nmpernapaT HuHTenaHn6. OH MMoKa3aH, eClIu JOMUHU-
pytommM KimnHI4YeckuM TpossiacHuem CCJI saBisieTcs
MHTEePCTULIMAIBEHOE TIOPaXKeHUE JISTKUX, 0COOEHHO XPO-
HUYECKOTO TCUCHMUSI, C TIPEBAIMPOBAHUEM IIPOIICCCOB
(ubpo3upoBanus. JledeHre IPOBOISIT IJIUTEIBHO, B TS-
yeHue > 1 roaga, ¢ o0sg3aTeIbHbIM KOHTPOJIEM TTOKa3aTe-
neit ®JIT. T1pu HeOOXOAMMOCTH BO3MOKHO COUeTaHHE
HUHTeIaHN0a ¢ UMMYHOCYIIpECCaHTaMM, B YaCTHOCTH
¢ MM [121]. B HacTos1iee BpeMsl MOKa3aHUS TSI KOM-
OMHMPOBAHHOM Teparuu He pa3paboTraHsbl. JlaabHeliime
KCCAeI0BaHUS HEOOXOAUMBI JIJISI BBIPAOOTKU OOOCHO-
BaHHOW onTUMabHOM cTparernu Teparmuu U3J1-CCI,
BKJTIOYAsl ONITUMAaJIbHOE BpeMsI IIJIsI Hadaa JIeUYeHUsI,
BBIOOD TTALIMEHTOB TSI OTIPEACICHHBIX (hapMIIperrapaToB
WJIM UX KOMOMHALIUU.

0co6eHHOCTM NEero4YHoi runepTeH3num
Npu CUCTEMHOI cKnepoaepMumn

Hapsany ¢ U3J1, BaxkHOI MPUINHON HApyLIEHUS
300POBbSI, TOCTIUTATIN3AINIA 1 CMEPTHOCTHA OCTACTCS
JIT', ocobenno JIAI'. Pazputue JII', He3aBUCHUMO OT ee
MexaHusMma, yxyamaet rmporHo3 CCJI [98]. YpoBeHb
3-netHeit BekuBaeMmoctu nipu JIN-CCJI Bcex TUTIOB
coctaBu Bcero 52% [122]. boabliast 4acTh NalUEeHTOB
otHocurcs K 1 rpymre JIAT (JIAI-CCJI) u cocTaBisieT
60% Bcex ciyyaes, apyrue bl JII BoisBisiores y 40%
nmauueHToB [123]. [Mauuents ¢ CCI-JIAT umeroT 60-
Jiee BBICOKUI pUCK cMepTH, yeM TauueHTsl ¢ UJIAT,
HECMOTPSI Ha CXOTHBIE TeMOIMHAMMYECKIE MHICKCHI,
U XyXe oTBeyaloT Ha crnenuduueckyto JIAI-repamnuio.
IMammenTsr CC/I cOCTaBISIOT TPYIITY BBICOKOTO PHCKA
pazButus JIAI, mosToMy y HUX HEOOXOAMMO MPUMEHSITh
CKPMHUHTOBBIE ITPOTPaMMBbI BEISIBICHUSI 3TOTO OCIOX-
HeHus. JlokasaHo, 9to y manueHToB CC/l, KOTOpBIM
JIAT ObLIa nUarHoCTUPOBaHA B pe3yJibTaTe CKPUHUHTA,
HAUYMHAOT JICUUTHCST PAHbIIIC U UMEIOT JTYIIITYIO BBIKM-
BaeMOCTb I10 CPABHEHMUIO C IMALIMEHTaMHU, Y KOTOPbIX JIAT
ObLIa IMarHOCTUPOBAHA B IIPOIIECCe OOBIYHOM MTPAKTUKU
Ha OCHOBAaHMY KJIMHUYECKOTO IIPEnoNIoXeHus [124,
125].

[Tpu ycranoBnenun auartosza CCJl pekoMeHmyeTCs
0o0cIenoBaHNEe, COTIIACHO MOCICAHUM PEKOMEHIAIIH -
SIM TIO0 CTAaHIAPTHOMY IMArHOCTUYCCKOMY aJITOPUTMY
naueHToB ¢ JIT' ¢ uckiaoyeHuem HanboJjee 4acThIX
mpuanH JII' — maTosoruu JIeTKux 1/Miad TUITOKCEMUU
1 3a00JIeBaHMs JIEBBIX OTAEIOB cepila. PekomeHmy-
€TCsI IPOBOIMUTD €XXETOMHBIN CKPUHUHT IIJIsI paHHETO



200

Paspgen 18. indpdysHbie napeHxnMaTo3Hble 3aboneBaHunsa nerkmx

BeistBieHus JIAT y 6eccumnromubix manuentoB CCI,
TaK KaK IoKa3aHa JOJITOCPOYHAsI T0JIb3a CUCTeMaTH-
YecKoro ckpuHuHTA y manueHToB ¢ CCJI ¢ pa3nnaHoit
MIPONOJKUTEIBHOCTBIO 3a001eBaHMs. ClienyeT momaep-
KHyTb, uTo TIpu CCJI pasutue JIAI accouumpyercs
C ompenesIeHHBIM KITMHINYeCKUM heHoTumoM. K mposis-
JICHUSIM 3TOT0 (PeHOTHUITA OTHOCSIT MPU3HAKN CHHAPOMA
PeiiHo, TIosIBIIeHUE TeJICaHTUAKTA3KM, IIO3UTUBHOCTh
M0 aHTUILIEHTPOMEPHBIM aHTUTEJIaM M HeTaTUBHOCTH
o aHTuTesaM K Toro-1, MOBBIIIIEHUE YPOBHS MOYE-
BOIT KCIOTHI > 340 MKMOJIB/JI, a TAKXKE IJIMTEIBHOE
TeyeHue 6ose3uu (> 12 net) [126]. Ipu Hanmuuum JIAT -
accouunpoBaHHoro (peHotuna CCJl peKoMeHIyeTCs
exxerogHblii DxoKI'-ckprHunT. K BaxkHO# 0COOEHHOCTH
naureHToB CCJl OTHOCUTCSI BO3MOXHOCTD MEPEKITIO-
yeHus1 onHoro ¢eHoruna JII' Ha gpyroii, 4To TpedyeT
TIIATEIbHOTO TMHAMWYECKOTO HAOIIOACHUS U 00CIIe-
moBaHus [127]. I[ToaToMy akTyaJlbHO HE TOJIBKO BBISIB-
JICHUE TIOBBIIIICHHOTO JaBJICHUS B JISTOUHOI apTepuH,
Ho U (peHOTUIIMPOBaHUE JII', TaK KaK OT 3TOro 3aBUCUT
TeparneBTUUYecKas TakTuka [128].

CorylacHO COBpEMEHHBIM PEKOMEHIAIIMSIM, ITallk-
eHTsl CCJI moryyaroT Tepanuio, HalpaBJIeHHYIO Ha J10-
CTUXKEHNE MUHUMAaJIbHOM aKTUBHOCTH 3a00JIeBaHUSI.
ITocne BoigBieHust JII' onpenesnsercs: ee BeaylInii ma-
TOPU3NOTOTUUSCKUIT MEXaHU3M, OT KOTOPOTO 3aBUCUT
KOPPEKIIUs ITPOBOANMOI Tepallmi OCHOBHOTO 3a00J1e-
Banus. [Togxonpl K Teparmu JIAI'-CCJI He oTIM4YaoTCs
ot neueHust MJIAT 1 u3noxeHbl B COBpeMEHHBIX PeKO-
MeHaanuax. DddektuBHOCTh JIAT -cienupuueckoi
Tepanuu qokaszaHa y mauneHToB ¢ CCI-JIAT misg Bcex
TPYIIN MPUMEHSIEMBIX B HACTOSILEE BPEMSI ITPeTiapaTosB.
[Tpu CCJI monrocpoyHoe COOTHOIIICHNE PHCKA 1 TTOJIB3BI
MepopaTbHON aHTUKOATYJISTHTHOM Tepaltuyu HebJaro-
MPUSITHO M3-3a MOBBIIIIEHHOTO PUCKA KPOBOTCUCHMUSI.
[Ipu BEIOOpPE MpeIapaToB ClIeayeT YIUTHIBATh IPYTHe
COCYIMCTHIC TIOBPEXKICHMS, TAKME KAaK UITEMUICCKIE
OUTUTAIbHBIC SI3BBI. Tak, ”HrMOUTOpH hochommacre-
pa3bl-5 0Ka3bIBAIOT MTO3UTUBHBIN 3(P(PEKT Ha 3a3KUB-
JICHHE ITUTUTAJIbHBIX 3B W MPEayIlpeXmaoT UX pe-
nunuBupoBanue ipu CCH. Y manuenton JIAT-CCJ
PEKOMEHIyeTCs IIPUMEHSITh CTPATETUIO OLICHKM pHCKa
C TOCTMKEHMEM HU3KOTO PUCKA JIETATBHOCTHU B PE3YJIb-
tare JIAI'-cnienmduyeckoii Tepanuu. Bcem mameHtam
¢ JIAT-CC]I mmoka3zaHa pa3pab0TKa WHINBUIYaTbHONI
TaKTUKM JICYCHUS, KOTOpasi afanTUpoBaHa K CTaTyCy
pUCKa U, YIUTHIBAS CIOKHOCTh 1 MHOTOOOpa3ue maTo-
reHeTuuecKux nyreit pazputus JIAI, gokHa BKIIIOYaTh
KOMOWHUPOBAHHBIC CXEMBI TePATTHU.

CC]JI oTHOCHTCS K 3a00JI€BaHUSIM C HETOCTATOYHO
M3y4eHHBIM IMAaTOTEHE30M, OTPAaHMYCHHBIMHI BO3MOXK-
HOCTSIMH TePAITNH U TIOXUM TIporHOo30M. CTaHIapTH30-
BaHHBIN KO3(GMUIIMEHT CMEPTHOCTHU TIPU 3TOM 3a00J1e-
BaHWU He u3MeHwiIcs Ha rtocnenHue 40 set. [Topaxenue
peCIMpaTOPHOTO TpaKTa YXYAIIaeT BBLKMBAEMOCTb T1a-
IIMEHTOB, YTO CBSI3aHO C MO3MHEH TMAarHOCTUKOM Jie-
TOYHBIX TIPOSIBICHUI M OTpaHUYCHHBIMUA BO3MOXHO-
cramu Tepani. CoBpeMeHHBIN aTar B u3ydyeHun CCJJ
OTJINYACTCS TTOCTOSTHHO YBEJINIUBAIOIIUMCS IUCIIOM

PaHIOMM3UPOBAHHBIX KOHTPOJIUPYEMBIX MCCIICIOBA-
Huii (PKHM), B KOTOPBIX N3y4aloTCsl HOBBIC IIpeTrapaThl,
a TaKKe TTOSTBIICHUEM HOBBIX ITePCIIEKTUBHBIX ITOIXOI0B
K Teparmu. B To e BpeMsI COXpaHSIeTCsI TOTPEOHOCTh
B pacIIMpPEeHUH apceHaaa METOIOB, peaJbHOM yiIydIia-
IOINX TeYeHNe 0OJIC3HU 3a CUeT KOPPEKIIUM ITaTOJIOTH-
YeCKUX UMMYHOPETYISITOPHBIX HapyIIICHUIA.

CucreMHas KpacHasa BoJ14YaHKa

CKB — cucremMHOe ayTOMMMYHHOE PEBMaTHIECKOE
3a00JIeBaHIIC HEM3BECTHOM STUOJIOTUM, XapaKTepU3y-
[olIeecsl TUTIePIIPOAYKIINEH OpraHOHECITeITN(UIECKIX
ayTOAHTHUTE] K pa3IMIHBIM KOMIIOHEHTAM KJICTOYHOTO
sSapa ¥ pa3BUTHEM NMMYHOBOCITAJIUTEIEHOTO TIOBPEX-
JIeHWsT BHYTpeHHUX opraHoB [129]. [To mocieqHuM maH-
HBIM, PacCIIPOCTPAaHEHHOCTH 3a00JIeBaHNSI OLICHNBACTCS
B 50—100 : 100 000 nacenenus [130]. Kak v mpu npyrux
MBP3, npeobnanaioT xeHIuuHbI (9 : 1), HO MOJIOAOrO
U cpenHero Bo3pacta [131]. 3aboneBaHMe TIPOSBISICTCS
YaCTHIM BOBJICYCHHEM KOXKHBIX ITOKPOBOB, CIIM3UCTHIX
000JI0YEeK, OITOPHO-IBUTATEIFHOTO alllapara, IoJYekK,
CEpPACYHO-COCYIUCTOM, peCIUPATOPHOIM 1 HEPBHOM CH-
creM. Teuenne CKB otimuaercs yepemoBaHUEM PEMHUC-
CHIA M1 000CTPEHUIA, TIPY KOTOPHIX BOZMOXKHO MOPaKECHHE
HOBBIX opraHoB 1 cucteM. Jlnarno3 CKB aBnsieTcsa kinm-
HUYECKUM, HO TpeOyeTcs 1abopaTopHOE IMOATBEPXKIe-
Hue — onpeneneHne AH® 1 605e3Hb-criennpuuecKmx
MapkepoB (ayToAT x 2-crimpanpHoii-JIHK, anti-Sm,
AHTUKAPAVOJUITMHOBBIX aHTUTE] M TUITIOKOMILIEMEHTE-
MuUHK). JInarHo3 noaTBepxuaeTcsi Ha OCHOBAaHUU HOBBIX
kputepuen 2019 r. [132].

INopaxkeHune ApIXaTeIPHOM CUCTEMbI BCTPEYaeTCs Ya-
cto, B 50—70% ciy4daeB, OQHAKO KIMHUYECKUE TIPOSIB-
JICHUsI Ha0II0Aat0TCs BCero y 4—>5% malueHTOB U PeAKO
BBICTYTIAIOT Ha TIEPBBIiI IJIaH B 00IIIEl KapTUHE 00JIe3HN
[133]. OcHoBHEBIE JeTouHble cuHApoMbI TTpy CKB ycioB-
HO MOTYT OBITh pa3nejiecHbl HAa OCTPhIC U XPOHUYECKIUE
(tadm. 7). I1pu ocTpoM TeUeHUH WIIN OOOCTPEHMSIX 00-
JIE3HM TIOpaXKeHME JIETKUX, KaK MPaBUJIO, Pa3BUBACTCS

Tabnuua 7. OcHoBHbIE NOPaXKeHWA PECNIUPATOPHOI CUCTEMBI NIPU CUCTEM-
HOW KpacHOM Bo/4aHKe

OcTpbie nopaxeHus XpoHuyecKue nopaxeHus

OcTpblit BONYAHOYHBIN
MHEBMOHUT

MHTepCTVILI,MaJ'IbeIe NHEBMOHUU: He-

cneuwquecr(aﬂ, 06bl4HanA WHTEPCTU-
LnanbHad, opraHn3yLlanAca, ﬂMM¢0-
MOHaA NHTepCTULManbHaA

OpraHusytowanca
NHEBMOHMA

OnddysHble anbBeonsp-
Hble reMopparuu

MneBpuT (aaresuBHbIN
WU 3KCCYAATUBHbIN)

lMopaeHne BepXHUX AblXaTesbHbIX
nyten

OnddysHbIn Backynut lNopaeHne HUMKHUX AbIXaTeNbHbIX

nyTew: 06nUTepUpYIOLLMIA BPOHXMONUT

Jlerounan Tpom6oamMbonua | JlerouHan apTepuanbHas rMnepTeH3ms

JleroyHble HpeKLUMN OuchyHkuma auadparmel (shrinking

lung syndrome)
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OIHOBPEMEHHO C BOBJICYCHHEM IPYTUX OPTAaHOB U CHU-
cTeM Ha (hoHEe BBICOKOI aKTUBHOCTH IIpOIIecca.

YacToTa KIMHUYECKUX CUMIITOMOB CO CTOPOHBI
BEPXHUX JIBIXaTCJIbHBIX ITyTEi OIICHMBACTCS B AMAIIa30-
He 0,3—30,0%. CrieKTp NposIBIeHUI OTJIMYAeTCs CBO-
eobpa3reM: 3TO SI3BBI TBEPAOTO Heba, IMOATIOTOYHBIC
WU3BSI3BJICHUS, IpUTEMa M OTEK TOPTaHU, CYOTJIOTOUHBIN
CTEHO3, y3eJIKI Ha TOJOCOBBIX CBA3KAX, PCIUIUBUPY-
foIIiasl IIOTOYHAsT HEBPOITATHUsSI U TTapaind TOJIOCOBBIX
cBs30K. IlopaxkeHre HMKHUX IBIXaTeAbHBIX MyTEH
BKJIFOYACT OPOHXMOIUT ¢ OOCTPYKTUBHBIMHU TIPOSIBIIC-
HusiMu (13—21%), OpOHX03KTa3bl BCTPEYAIOTCSI PEIKO.
K caMbIM yacThIM 1 XapakTepHbIM TTpu3HakaM CKB ot-
HOCSIT TTOJTMCEPO3UT, KOTOPBI BXOAUT B IUaTHOCTHYC-
CKUe KpUTEPHUH 3TOTO 3a001eBaHms. B paMkax cuHapoma
BOCTIAJICHUSI CEPO3HBIX 000JI0UEK ITOpaKeHNE TUICBPHI
B KayeCTBE IIEPBOTO CUMIITOMA BBISIBIISIIOT Y 5—10% na-
LIMEHTOB, O0I1as yacToTa IuieBpuTa cocrapister 40—60%.
BocmanmmTenbHBII Mpoliecc B TUIEBPE HEPEIKO COoueTa-
ercd ¢ nepukapautoM. [TneBput nmpu CKB MoxeT ObITh
CBSI3aH C OCTPOI MH(pEKIMEH (B T. 4. TYOSPKYJIC3HOI),
JICTOYHBIM 3MOOJIM3MOM, CEpACYHON HEIOCTaTOUHO-
CTBIO WJIU ypeMueil mpu nromyc-Hedpure. Cpenu xa-
paktepHbIx misi CKB BapraHTOB mopakeHUS TTapeH-
xuMbl JieTkux 1mpu CKB BwImeIsTIoT penkue, HO O4eHb
TSIKEJIbIC OCTPhIC MOBPEXKICHUS JIETKNUX, TIPUBOISIIINE
K IUCTPECC-CUHAPOMY, M UMEIOIINE TIOXOM ITPOTHO3
¥ BBICOKYIO JIETAJIbHOCTh. K HMM OTHOCST OCTpPHIi
ITHEBMOHUT ¥ TU(PDY3HBIC aTbBEOJISIPHBIC TEMOPPATHH.
OcTpblii BOTYAaHOYHBIM ITHEBMOHUT BCTpeyaeTcst y 1—8%
MaIlMeHTOB, TIPEUMYIIIECTBEHHO Y MOJIOIBIX W TIPU He-
oousbiioi naBHoctu CKB. V! /2 MNalKeHTOB OJTHOBpPE-
MEHHO BBISIBJISICTCS TUIEBPUT. KITMHMYECK OTMEUaroT
BHE3aITHOE Pa3BUTHC JIMXOPAIKH, KAIILJIST, OMBIIIKH, 00-
JIell B TpyIHOM KJIETKE, MHOTAA KpoBoXapKaHbe. Mop-
domornyeckue MposiBICHUS HECTICITU(UIHBI 1 OTTH -
CBIBAIOTCS KaK OCTPOE aIbBEOJISIPHOE TTOBPEXICHUE.
BaxxHo, 9TO OCTpPHIil ITHEBMOHUT MOXKET OBITh TTEPBBIM
CUMIITOMOM 3a00j1eBaHus. I103TOMy B OCTPHIX CITydasix
Pa3BUTHUS TUCTPECC-CUHAPOMA, OCOOCHHO Y MOJIOIBIX
JKEHINWH, 000cHOBaHO nono3peHne Ha CKB (kaTactpo-
dnueckuiit ADC, 1erouHblif BACKYJIUT) U TECTUPOBaHUE
CBIBOPOTKHM KpoBU Ha AH®, anTHTEMa K 2-CITMpabHOMN
JAHK, aHTMKapAMOIUITMHOBbBIC aHTUTEJIA, a TAKXKE aHTH -
TeJa K 1urorriasme HeitpodmioB (ANCA) u aHTHuTea
K 0azabHOM MeMOpaHe KIIyOOUKOB (TSI MCKITFOUCHUS
ANCA-accouMMpoBaHHOTO BACKYJINUTa U CUHIpPOMa
I'yamacuepa).

M3-3a cXOmHBIX U3MEHEHMI TTpY WH(MEKIMOHHBIX
MTHEBMOHMSIX TMArHOCTHUKA OCTPOTO JIOIYC-TTHEBMO-
HUTA MPEACTaBIISAEeT O0ONbIINE TPYIHOCTU. B 3TOM utaHe
BaXHO YYUTHIBATH TOT (DAKT, UTO OCTPHIN ITHEBMOHUT
MPAaKTUICCKH BCETIIA SIBJIIETCS YaCThIO O0IIeit KapTHHBI
000CTPEeHUSI CUCTEMHOTO 3a00JIeBaHMSI, BKITIOYAIOIICH
MOpaxkeHMe CEPO3HBIX 000I0UYEK, TTOYEK U AP. U COTIPO-
BOXKIAETCS BRICOKOM MMMYHOJIOTMYECKOM aKTUBHOCTHIO.
B 10 Xe BpeMsI U3BECTHO, UTO JUAUPYIOIIasl TIpUIMHA
HOBBIX JICTOYHBIX MHPUIBTPATOB B TAPECHXUME JICTKHIX
y 6onbHBIX CKB — 3T0 GakTepnanbHas THEBMOHUS.

HuddepeHIINaIbHBIIN TMarHO3 MeXKIy MH(MEKIIUEH 1 TT0-
pakeHHeM JIeTKHUX, ¢ Bs3aHHBIX ¢ CKB, TpymeH 1 MOXeT
noTpedoBaTh alropuTMa, BKitouawuiero bAJI u oTkpbi-
Tyto 6uomncuio jJerkux. CoCcTosTHIE COTPOBOXIACTCS
BBICOKOI JIeTaJIbHOCThIO — 110 40—50%, a y BBDKUBIINX
SBOJIIOIIMOHUPYET B XPOHUIECKYIO MHTEPCTUILINATBHYIO
MHeBMOHUIO. Inddy3HbIe aTbBEOISIPHBIC TEMOPPATUN
(AT), BcTpeyaroruecst ¢ yactortoii 0,5—5,4%, BO3HU-
KaloT Ha (hOHE YXKe pa3BUBIICICS TUITMIHON KapTUHBI
00JIe3HN, OCOOCHHO TIPYU HAIMIUY BOJTYaHOTHOTO He-
¢puTa, y mallieHTOB C BEICOKOI aKTMBHOCTHIO 3a00J1e-
BaHMS M BBICOKMMHU YPOBHSIMU aHTUTEN K 2-CITUPaJIb-
Hoit JIHK. OcHOBY 3TOro cMHIpOoMa 9acTO COCTaBIISIET
octpsiii Kammuisiput. K ¢pakropam pucka pazsutust JAT
OTHOCST TSIKEJIBIN JTIOTyC-He(PUT, BHYTPUTOCIIUTAIb-
Hyto nHbekuno 1 npumeHeHne LIdD. Ha ¢pone Hapacra-
IOIIEH TSDKEIOM TUITOKCEMIUHU 00JIee TIOJIOBUHBI OOJTbHBIX
HYXIaIOTCS B MICKYCCTBEHHOM BEHTUISILINM JIeTKuX. JIAT
COIIPOBOXIAIOTCS BHICOKOIA jieTalbHOCThIO (50—90%),
V BBDKUBIINX UMEETCSI CKIIOHHOCTB K PEeIIINBAPOBAHIIO
(40% GONMBHBIX).

M3J1, ocobenHo kimHn4Yecku 3HaunmMele, ipu CKB
BCTPEYAIOTCS 3HAYUTEIHLHO peke, 0 CPAaBHEHUIO C APY-
TMMU peBMaTUIECKUMU 3a00JIeBaHUSIMU, OTHAKO YaCTO-
Ta olleHUBaeTcs Kak 6—70%. N3J1 pa3BuBatoTcs yare
y 0oJIee TTOXWIBIX MTallMeHTOB, ¥ MYKYWH, TIPU I -
TEJbHOM T€UCHUM 00JIe3HU. BBIpaXkeHHOCTD U TSIKECTh
M3JI mpu CKB He Koppeanpyer ¢ cepoJTOrnyecKuMu
MapkepaMu 3aboJjieBaHUsI. B OOJBIIMHCTBE cllyyaeB
M3JI B mepBbIe TOOBI TTOCIC BOSHMKHOBEHUS IIPOTEKAET
0ECCMMMTOMHO, TeYCHUE MEIJICHHOE, TIPOSBIISICTCST He-
SIPKIMH 000CTPEHUSIMU UMEET TCHIACHIINIO K CTa0MITN3a-
. MopdoIornyecKre TUITHl HHTePCTUIINATBHOTO T10-
paxeHwns terkux npu CKB maio n3y4eHsl, gaiie Bcero
n3MeHeHus1 HartomuHatoT HCUII ¢ Hu3KoI cTeneHbo
(ubpo3a. OnmcaHbl TaKKe OOBIYHAS U IeCKBaMaTHBHASI
nHTepcTULIMaabHble MHeBMoHUM. [1pn CKB B coueTta-
Huu ¢ BIII BctpevaeTcst muMdbonuTapHasi THEBMOHUS.
ITpn CKB onucanbl BapuaHThl UHTEPCTULIMATBHOTO
¢dubpoza, KOTOpBIE IO CBOCH PEHTTEHOJIOTUYCCKOM
KapTUHE Majio OTIMYAINCh OT U3BMCHEHMA, BBISIBIISIC-
MBIX TIpY CUHIpoMe XaMMaHa—Purya, hubposupyroiem
aJIbBEOJIMTE M MACCUBHOM JierouHoM (pudpo3se. [IporHos
M3JI npu CKB oTHOCUTETbHO O1aronpusTHBIN. [19Th-
JICTHSISI BBDKMBA€MOCTh, pacCUYMTaHHAs ¢ MOMEHTA T10-
craHoBkHu nuarHosa M3J1, cocrasiseT 92,9%, npu 3ToM
BBIKMBAaEMOCTD CYIIIECTBEHHO HE pa3jmdaiach MEXKIY
nmaureHTamu ¢ u 6e3 U3JT [134].

W3 cocynucThix Jerounbix 3aboneBannii mpu CKB
BCTpevaroTcsl JerouHslie aMooauu u JII', yacrtora Ko-
TOPBIX TOYHO He M3BecTHA. [lonaraior, 9To MCXOMHOE
IMOpaXkeHNE COCYIOB UMMYHOBOCITAJIUTEILHOTO XapaK-
Tepa UTpaeT CYIICCTBEHHYIO POJIb B pa3BUTHUH JICTOTHOM
cocynucroii maronorun. K ocodoerHoctssm CKB mox-
HO oTHecTH yactoe (no 30—40% ciaydyaeB) coueTaHue
¢ autudochomunuaHbM cuHIpoMoM (ADPC) u coort-
BETCTBEHHO 0OoJiee yacroe, yeM npu npyrux CUP3, Bo3-
HUKHOBEHHE JIerouHbIx aMo0ouii. [TaumenTsr ¢ CKB
HMMEIOT IMOBBIIIEHHBIM PUCK pa3BUTHS TPOMO03a TIIy00-
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KUX BeH, BcTpeuatonierocs y 10% GoJibHBIX, a pUCK pa3-
BUTHS TPOMOOOMOOIMY JierouHoil aprepun (TOJIA) —
B 3 pasa Bbllle, yeM B obmieit nomymsiiuu. [Tpu CKB
TpOoMOO3MOOJINST BEH TIpelCcTaBIIsIeT COOO0I 3-¢e T10 Ya-
CTOTE CEPIEYHO-COCYAUCTOE COOBITUE MOCe UH(DAPKTA
MMUOKapjaa u uHcyiabTa. Pazsutue cunapoma JII' ipu
CKB cB$13aHO C pa3HbIMU IPUUUHAMHA. Y ~ ! /, GOJIbHBIX
JIT mMeeT TTOCTKaNMJUISIPHBIN XapaKTep W CBsI3aHa C Io-
paxkeHHeM cepila (KapaIuoMHuoIaTrei, mopakeHueM
KJIaITaHOB BCJICACTBHE dHIOoKapauTa JImomana—-Cakca
VIV CUCTEMHOI apTepHualbHOM runepTeH3ueit Ha poHe
romMepynoHedputa). Pexxe mosreieHne napneHus B JIT
MMeeT TOCTTPOMOOTUYECKYIO TPUPOAY (XpOHUYECKast
TOJIA, BeHOOKKITIO3MOHHAs 0O0JIe3Hb) UK CBSI3aHO
¢ runokcureit Ha pone U3J1. B!/ , CJIy4aeB UMEET MECTO
couetanue Bcex 3 mpuuuH. Ha nomio JIAT mpuxonurcs
0K0J10 4% citydaeB, OOJIBLIIMHCTBO OOJIbHBIX — XKEHIIUHbI
B Bo3pacTe ~ 45 net, yactora u TskecTh JIAI y HUuX Ha-
pacTaroT C yBeJIMICHUEM IIPONOKUTEILHOCTH OOJIC3HMU.
Cpenu JIAT, accoumnpoBanubix ¢ CUP3, manneHTHI
¢ CKB, mo-BuanmMomy, UMEIOT JIYYIIMiA TIPOTHO3: 1-J1eT-
HSIsl BBDKMBAeMOCTh orieHuBaercst B 94 vs 82% mipu CCI.
CepneyHast HEIOCTATOYHOCTb M ApUTMUM SIBJISIIOTCS
Hanboee YaCTHIMUA TIPUYMHAMU CMEPTH Y TIAIITMEHTOB
¢ JIAT nipu CKB.

Penxum, Ho xopomro n3BectHbiM 11t MUBP3 1 CKB
CUMTAIOT CUHIPOM <«IIOJIKATOI'O JICTKOTO» (shrinking
lung syndrome) — OTHOCHUTEJIBHO PEIKO BCTPEYAIOIIIMIA-
¢Sl CUMIITOMOKOMIIIEKC, CBSI3aHHBIN C YMEHBIICHUEM
JICTOYHBIX 00BEMOB B OTCYTCTBHE aJIbBEOJISIPHOM, MH-
TePCTULIMATBLHON WM COCYANCTON MATOJIOTUM JETKHIX
[135]. IIpu CKB cunapom Bcrpedaeres y 0,5—1,5%
MallMeHTOB, TIPUMEPHO Ha 4—5-M Toay 00JIe3HH, ITaTo-
(GU3UOTOTUYECKIM MEXaHU3M CUHIPOMA MaJIO N3YYCH.
ITonararoT, 4To OH OOYCJIOBIIEH, B TIEPBYIO OUYepeb,
OUCHYHKIIMEH TBIXaTebHBIX MBIIII BCICACTBAEC MHUO-
MaTuH, a TaKXKe HEBPOITATUM HEPBOB, PETYIUPYIOIINX
IBIXaTeIbHYIO MyCKyIaTypy. CUHIPOM IIPOSIBISICTCS
OIIBIIIIKOM, PECTPUKTUBHBIMU HAPYIIICHUSIMU (DYHKITAN
BHEIITHETO IBIXaHMSI, aCCOITMUPYETCS C IITUTEIbHBIM Te-
YyeHHeM 00JIe3HU, TUIEBPUTOM, HapyIIICHUEM SKCKYPCUHI
nracdparMbl, MTHOTAA — IMTO3UTUBHOCTHIO TI0 aHTUTEIaM
K PHII. CunngpoMm pa3BuBaeTcd Ha (poHE 00OCTpEeHUS
KaK 9acTh ITOJIMOPTaHHOM KapTUHHI 00JIe3HN M OTBEUACT
Ha aKTHUBHYIO Tepanuio OCHOBHOTO 3aboieBaHus. [1pu
9TO OH HE COUCTAeTCSI C TeHEPAIM30BaHHON MBIIIICYHOMN
C71a00CTBIO, XOTSI M1 MOXKET OBITh ITPOSIBJICHUEM MUO3MUTA.
BonbHBIC TpeabsSIBISIOT XKaIO0OBI HAa OIBIIIKY, YCUINBA-
FOIIYIOCST CITOJIOXKEHNU CUAS (KoTha posib guacparMbl
yBenuunBaeTcst). [1pu Tom, 9To (YHKIIMS JIETKUX Ha-
pyiieHa 1o pectpuktuBHomy tuiy, J1CJI MmoxeT ObITh
CHIKCHHOM MM HOpMaJIbHOI. PeHIreHOTOrn4ecku BhI-
SIBJISTIOT BBICOKOE CTOSTHHE OTHOTO WJIM 000X KYIIOJIOB
nuracdparMbl, TUCKOBUIHBIC aTeJIeKTa3bl, YMCHBIIICHIE
JITOYHBIX O0BEMOB, TIPU 3TOM WHTEPCTUIIMATbHBIC
TMOpaKeHUsI WA COCYIMCTAs TAaTOJIOTUSI OTCYTCTBYIOT.
JIuHeiiHbBIe aTeIeKTaTUYeCKIe MH(WIBTPATHI YaIlle JI0-
KaJIN3yIOTCS B Oa3aJbHBIX OTHENIaX JETKUX U CBSI3aHBI
C TUTEBPUTOM ¥ BEICOKHMM CTOSTHUEM KYITOJIa Tuadparmeol.

IMpn nnutenpHoM TeyeHnn CKB Ha 1Mo3mHMX cTamm-
SIX OOJIE3HM BCTpeYaeTCs BapuaHT CUHIPOMA C TUIOXUM
IIPOTHO30M, CBSI3aHHBIN C MBIIIIEYHOM CITA00CTHIO JIbI-
XaTeJIbHBIX MBI 1 quadparMsel. Ha ayroncum B Takmx
CIIy4asix 0OHapy:KMBAIOT YTOJIICHIE U (DUOPO3UPOBAHME
nradparmel.

Jlerounbie nHGekmn. OTHOM 13 HanOOJIEee YaCThIX
MIPUYMH TTOpakeHMs JIeTKUX y manreHToB ¢ CKB cumra-
10T MH(DEKIINK, KOTOPBIE OTHOCSIT K HanboJiee BasKHBIM
IIPUIMHAM CMEPTU CPEIN TOCTIUTATU3NPOBAHHBIX Ia-
LIMEHTOB. Puck pa3BuTust MHOEKIIMOHHBIX TTOPAXKeHUMA
npixateabHou cuctemsl ipu CKB B 3 pasa Bhimre, yem
B TIONyJIsIuu. Pa3BuTnio MH(MEKIIMOHHBIX OCIOXHE-
HUI crtocoOCcTBYIOT BhicoKue 1036l ' KC 1 nMMyHO-
CYIIPECCAaHTOB, CIA00CTh IBIXaTeIbHOM MYCKYJIaTypHl,
IMOpaskeHUS TIJICBPBI U TTAPEHXMUMBI JIETKUX, HATUINE
aTeJICeKTa30B, 3aCTOMHBIC SIBJICHUS B HIDKHUX OTIEIaxX
nerkux. [Ipy CKB m3BecTeH psii reHeTUYeCKNX (Pak-
TOPOB, TIPEAPACITOIATAIOIINX K Pa3BUTHIO MH(MEKIINA,
HampuMmep, 1e(PUIIUT KOMITOHEHTOB CUCTEMbI KOMILIC-
MeHTa. Jlerounbie MHMEKIMHT Beeraa ClenyeT NCKITIoYaTh
y AIIMEHTOB C PECITMPATOPHBIMU CUMITTOMAMHU, TAKIMU
KaK KallleJIb, JIMXOpaaKa 1 OfbIIIKa, OCOOCHHO y TeX, KTO
MIPUHUMAET MMMYHOCYIIPECCUBHYIO TePaTIo.

TakTUKa BeieHUs NaLUeHToB

B 2019 r. ooHOBRCHBI pekomeHmanuu EULAR 110 j1e-
YeHMIO 1 MOHUTOPUHTY marnneHToB ¢ CKB, a Takke
oIpenesieHbl OCHOBHBIC LIEJIM TePallii — TOCTIDKCHUE
JUTUTEJILHOM BBDKMBAEMOCTH, IIPEAyTpeKIecHIe HeoOpa-
TUMBIX OPTaHHBIX TTOBPEXXACHUI 1 YIyJIIICHNE KaueCcTBa
KU3HU O00JbHBIX [136]. JleueHue oCcTPBIX COCTOSTHUI
MaJio pazpadboTaHo. OOBIYHO MCTIOIB3YIOT BEICOKHE TO3bI
I'KC, ouenku appekra LD nmpotuBopeunsul. Takke
npuMeHsn PTM, na3madepes, yeaoBedecKuil UMMy -
HOTOOOYJIMH BHYTPUBEHHO, BHYTPUJICTOYHOE BBEICHUE
pekoMOuHaHTHOro ¢akropa VIla u TpaHciaHTaLUIO
ITyTIOBMHHBIX MEe3¢HXMMAaIbHBIX KJIeTOK. [1pu pa3Butum
OCTPOTO ITHEBMOHMTA Ha3HAYAIOT OOJIOCHOE BBEACHUE
oompimx 103 'KC B TeueHue 3 mHe ¢ mepexoaoM Ha Tie-
popabHBIN TTpueM 1o 1 Mr/KT. [IpuMepHO 1o TaKoi Xe
cxeMe npoBogsT jdeueHue JAIL: mociie myabc-Tepanuu
METUJITIPETHU30JIOHOM Ha3HAYAIOTCST OOJIBIINE JO3BI
MIpeaHu30I0Ha BHYTPb (1—2 mr/Kr). [1pu ToprmmmHOCTH
MIPUCOSTUHSIOT UMYHOCYIIPECCAHTHI, KOTOPBIC SIBJISTIOT-
CsI BaXKHBIM KOMITOHEHTOM JICUCHUST TSKEJTBIX TTOpaske-
Huit nerkux npu CKB. Jledenne xpoHunuecknx popMm
M3JI 3aBuCHT OT TUIIA THEBMOHUH, TSKECTU U CTCIICHU
nporpeccupoBanus. O6sraHo mpumeHsiotT BITBIT, mpu
BBIpaXXCHHBIX TIpU3HAKax (pudpo3a Ha3HAYAIOT aHTHU-
$ubpo3nHyIo Tepanuio. Moguduuupylomue 601e3Hb
TPaIULIMOHHBIC I OMOJIOTMIECKIE TIpeTiapaThl, IIpUMe-
HSIEMbIC B Ka4eCTBE MOHOTEPAITMU, KOMOMHAIIUN WA
HCIIOJIb3yeMbIE TTOCIEI0BATEIbHO, TO3BOJIWIN rOpasno
Yale TOCTUTATh MeJIei IeUeHUsI, BKITI0Yass MUHIMM3a-
o 1036l [ KC n cHIKeHMe 4acTOThI HEOOpaTUMBIX
opranHbix nospexneHnit. [Iporno3 CKB cymecTBeHHO
yinyuiics B XXI B.: 15-71eTHsISI BBKMUBAeMOCTh YBEJIM-
yujach 10 85%, oQHAaKO HepelleHHbIMU IIpobieMaMu
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OCTAaIOTCS HEMOCTATOYHBII KOHTPOJIb aKTHBHOCTH 00JIE3-
HH, HEOOXOIMMOCTD ITPAKTUUYECKH TTOCTOSTHHOTO TIpreMa
I'KC 1 nMMyHOCYTIPeCCHBHBIX MPEIIapaToB, YTO COPO-
BOXIAaeTCsl HAKOTUICHUEM HeoOpaTUMBIX TTOBPEXKICHMI
BHYTPEHHUX OPTraHOB M, KaK CJICICTBUE, CHIKCHUEM
KavecTBa XM3HU, MHBATUIHOCTH, COITMATBHOM Ie3amar-
Taluu, IPeXIeBpeMeHHOI JeTaabHOoCTH [137].

K ocobenHocTsaM nopakenus jerkux npu CKB oT-
HOCSAT 00JIee YacTOe Pa3BUTUEC OCTPBIX MOBPEKIACHUMA
JleTKux 1 6onee penkoe pasputue M3J1. B emom mo-
BpEKICHNE PECITMPATOPHOTO TPAKTa B MEHBIIICH CcTelTe-
HU BIIMSICT Ha XXU3HeHHBIN TporHo3 CKB 1o cpaBHeHMIO
¢ npyrumu UBP3. B mociieqnue roasl Ha poHE yCIIEXOB
B IMAaTHOCTUKE U JICYCHUU YACTOTA M BBIPAsKEHHOCTH
OTHENBHBIX CHHIPOMOB TTopaxkeHus erkux mmpu CKB
CYIIIECTBEHHO yMeHbIlWIach. [1pu anekBaTHO# Tepanuu
BO3MOXHO HACTYIUICHHUE PEMUCCHM, Yallle MeIUKaMeH-
TO3HOM. DTU JaHHBIC HAXOMISTCS B COOTBETCTBUI OOIINM
3HAYUTEJILHBIM TTporpeccoM B iedueHnr CKB u ymydrire-
HUEM JOJTOCPOYHOI BEKMBAEMOCTH MalMeHToB [ 138].

Upnonatuyeckune socnanutTesibHble MUOMATUN

MNBM — rereporeHHas rpyIina peakux ayTouMMYyH-
HBIX 3200JICBaHUI COCTMHUTEIBHOM TKaHU, OCHOBHBIM
MIPOSIBJICHUEM KOTOPBIX SIBJISICTCS CUMMETPUIHASI MBI-
IIeYHas CIaboCTh, CBSI3aHHASI C BOCITAJICHUEM TTOIIepey-
HOIToJIocaToit MycKyaTypsl. [log o0ImmM TepMUHOM
MNBM o06benrHeHbl MHOTOYMCIIEHHBIE PACCTPOIMCTBA,
KOTOpPBIC 3HAUUTEILHO Pa3INJaIOTCs IO CBOCH maTodu-
3MOJIOTUN U KIMHUYECKON KapTHHE, 0COOEHHO B OTHO-
IICHUY HAJIMYMS WA OTCYTCTBUSI BHEMBIIIICUHBIX IIPO-
SIBJICHU, TaKUX KaK MopaxkeHue Koxu u jerkux. UBM
COITPOBOKIAIOTCST BEICOKOM MHBAMAN3ALINCH 1 UMEIOT
11oxoit mporHos. PacnipoctpanenHocts UBM olieHuBa-
ercd Kak 2,4—33,8 Ha 100 TbIc. HaceJleHUSI, eXXeToaHas
3aboseBaeMocTb — OT 1,16 10 19 Ha 1 mutH [139]. HanGo-
Jiee 3HauuMble nipeactaBurean MBM — nepmaromMuo3ut
(IM), mMMyHOOIIOCpeOBaHHasI (ayTOMMMYHHasl) He-
Kpotu3upymolas muornatus (AHM), mommmuo3ut (Ho-
30JIOTMYECKasi CaMOCTOSITEIbBHOCTh BapraHTa 00CyXKaa-
eTCsT), CIopanumIecKuii MMO3UT ¢ BKimroueHnssMu (CMB),
a TaKXKe MUO3UT B COYETAHUU C APYTUMU CUCTEMHBIMU
peBMaTUdecKMMU 3aboneBanusmu (M-KMBP3) [140,
141]. KitmHM4ecKyIo reTeporeHHOCTh IposiBiieHnii UBM
CBSI3BIBAIOT C MUO3UT-CIIELUPUIECKUMU aHTUTEIaMU
(MCA), xotopbie BbIsBIsAIOTCSI Y 50-85% maieHToB
¥ UMEIOT TUATHOCTUIECKOE W MIPOrHOCTUIECKOE 3HAUe-
Hue [142]. Hupkynsguusa pasabix MCA accounmpyercst
C OIpeneIcHHBIMU (peHOTUIIaMU 3a00JI€BaHUs, U UX
00Hapy:KeHHE TIOMOTaeT IIPU TPAKTOBKE KIIMHUYECKIX
MPOSIBIICHUH, B IIPOTHO3MPOBAHNN KIIMHUIECKOTO TeUe-
HUS, UICXOIOB M OLIEHKM OTBeTa Ha Tepanuio [140, 141].
IIporpecc B u3y4yeHUN KIMHUKO-UMMYHOJIOTHICCKIX
cyotunoB UBM cyliecTBeHHO yMEHBIIJ ITOTPeOHOCTh
B IMArHOCTUYCCKOM OMOTICUY MBIIIIII.

KnuHunyeckue acnekTbl

g IM, AHM u M-MUBP3 xapaktepHa ImpoKcu-
MaJIbHAasI MBIIIIEYHAsI CJ1a00CTh, TIPU 3TOM OOJIBIIIE BCETO

CTPamaioT MBIIIIIHI IJICYEBOTO M Ta300¢IPEHHOTO T0sICa.
OTtMeuaeTcst TaKKe TTOBBIIIeHNE KpeaTHH(POCHOKMHAZEI
(K®K). Onenka craboctu crubaHus e TaKKe BaskHa,
TaK KaK 3TO MOXET YKa3bIBaTh Ha CJIabOCTh OyJibOap-
HBIX MBIIII. BeIpaXkeHHOCTh MUOTIATUY KMEET IIMPOKIE
BapHalliH, OT MOJIHOI 00e3ABIKEHHOCTH 10 TUTIOMU-
OMaTUYEeCKOTO BapuaHTa U «MUO3UTa O€3 MUO3UTA».
[MocnenAanii — KIMHUYECKY aMUOIIATHIECKUIA TepMa-
tomuo3ut (KAJIM) — ompenensercss Kak OTCYTCTBHE
KIMHIYESCKN 3HAYMMBIX MBIIIICUHBIX CHMITTOMOB (OTCYT-
CTBHE MBIIIICYHOI CJ1Ta00CTH) TP HOPMAJTBHBIX YPOBHSIX
MBIILIEYHBIX PEPMEHTOB B IIepuox > 6 Mec. XapaKTepHasi
ocobeHHocTh CMB — mopaxeHne nmpenmMyniecTBEHHO
JUTMHHOTO CTUOATEJISI TAJIBLIEB U YEThIPEXTIaBbIX MBIIIIII,
mpu 3ToM ypoBeHb KDK He mToBbIIIaeTCs UM TMOBBIIIA-
ercsl HesHauuTeIbHO. Bce UBM Hepenko conpoBoxaa-
I0TCST CJTA00CTBIO POTOIIOTOYHOM TTOTIEPEIHO-TIOIOCATOM
MYCKYJIaTyphl ¥/ WIN MUIIEBOAA, KOTOPHIC ITPOSBISIOT-
Csl 3aTPpyIHEHMEM TJIOTaHMsI, KalllJIeM MOCJe TJI0TaHus,
HEOOXOAMMOCTBIO 3aIIMBATh MUIIY BOIOU WX TJI0TaTh
HECKOJIbKO pa3. Takske BaXKHO y3HATH 00 OMIBIIITKE M CUM-
TITOMaX HapyIICHUSI TbIXaHUsI BO CHE (paHHSIST YTPEHHSISI
TOJIOBHAsI 0OJIb 1 CYXOCTh BO PTY, THEBHAsI COHJIMBOCTD,
HEOCBEXAIOIINI COH), TaK KAK HOYHAST TUTTOBCHTHIISIIIVIST
YaCTO SIBJISICTCS] CAMBIM PaHHUM IIPOSIBJICHUEM CJIA00CTH
JIBIXaTeIbHOM MYCKYJIATypHI.

[ns 6onbHbix UBM, ocobenno oist JIM, xapakre-
peH HabOp CBOcOOPa3HBIX KOXKHBIX U3MECHEHUI, NMe-
IOIIUX TMAarHOCTUYEeCKoe 3HaueHue. K HuM oTHOCAT
SPUTEMATO3HBIC BHICBIITAHUS U YIJIOTHEHUS KOXU
Ha pa3rudaTelbHOI IMMOBEPXHOCTH IAJbIeB PYK Hal
MEJIKMMHM CycTaBaMu (3pUTeMa | IMaIryssl [ oTTpoHa),
B 00JIACTH JICKOJIBTEC W HAM JIOMaTKaMHU (110 THUITY IIaIi
Wi V-CUMIITOM), «pyKa MeXaHHUKa» (OrpyoeHMe KOXH
PYK TI0 TUITY TUTIEpKEepaTo3a C IMIeIyIIeHUEM), TIepHOp-
OUTATBHBIN OTCK M TUTICPEMMUST (TCTMOTPOITHAS CHITID).
Crrenudnunsie 1t M nopakeHUsT KOXXKH 4acTo ObIBa-
10T IEPBBIMU TIPU3HAKAMM OOJIC3HU, TIPH 3TOM HE BCET-
J1a UMEETCSI OTUYETIMBAST aCCOLMAIINS C MBIIICIYHBIMU
nmposiBeHusIMu. nddepeHiinanpHas 1narHoCTUKa
MBM oueHb TpyaHa U BKJIIOYAET TOKCMYECKUE U METa-
0OIMYECKUX MUOIIATUH, HACJICACTBEHHBIC MBIIIICYHBIC
IUCTPO(dUM, TIPOKCUMAaTbHBIC IBUTATCIbHBIC HEPO-
maTuu (CIIMHAaJbHAS MBIIIeYHas aTpodust) u ap. Jduna-
THOCTHKA OCYIIECTBIISICTCS TI0 COBOKYITHOCTH TaHHBIX,
VUIUTHIBAIOTCS Kiaccu(UKalMOHHbIE Kputepun [143].
ITIpu UBM BcTpeuaroTcss Takue CUCTEeMHBIE TIPOsIBIIC-
HUS, KaK JInxopaaka, deHoMeH PeiiHo, apTpairum nim
apTpUT, MOpaXeHue cepaua, jJerkux u np. [lauuenra
¢ UBM Heob6xonumMo AeTajibHO 00ciienoBaTh 151 BbI-
SIBJICHUSI BHEMBILIICUHBIX TIPOSIBICHUH, BKJIIOYasi MH-
TepcTuliMaibHble MHeBMoHUM (M3J1) n mopaxkeHue
cepara, a Takxke U 00HapY>KEHMST BO3MOXHOI 310Ka-
YECTBEHHOM OIyXOJIM. ACCOIIMAIINS ¢ OHKOTIATOJIOTHEH
XapakKTepHa IJI1 HEeKOTOPBIX BUIOB MuomaTuit (JAM,
AHM) u BcTpevaercs B 9-40% cnyvaeB (OHKOACCOIH-
UPOBaHHBIN MHO3UT). CaMble YacThIC JTOKATU3AIIUN
rnopakeHusl BHyTpeHHUX opraHoB nipu UBM — cepaeu-
HO-COCYIMCTas 1 AbIXaTeJibHas cucTema. IlopaxkeHue
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cepaua pasBuBaeTcs: B 13—70% ciydaes, yalie mpo-
TEKaI0T CYOKJIMHUYECKHU U TOIbKO 3—10% mauueHToB
MMEIOT SIBHBIC KIIMHUYECKUE TTPOSBICHUS.

Kaxnpiit 13 nszBectHbix BapuantoB MBM accouu-
HUpYeTCs C pa3HOM YaCTOTOM, CYOTUIIOM JISTOYHOTO I10-
paxkeHMsI 1 ero porHo3oM. Cpean mopaXkeHUi TeTKIX
Haumboee yacto Bcrpevatorcsa M3JI, pexe onucaHbl
MOpaxkeHUS TbIXaTeIbHON MYCKYJIATyphl, TJICBPUTHI,
mieBpoMenactTuHyM u JIAT.

WMuTepcTuninanbHble 3a001eBaHMs erkux npu UBM
(U3JI-UBM) — oTHOCSTCS K XapaKTePHBIM ITPOSBIIC-
HUSIM JierouHoi natonoruu npu MBM. PacnipocTpa-
HeHHocth M3JI cocraBisteT, B cpeaneM, 40% [144].
Knununueckue nposisienust M3J1 nepenko (10—30%)
MOTYT IIPEIIIEeCTBOBATh PA3BUTHUIO MBIIIICYHOM C1a00-
ctu. B cpegHeM uHTepBa Mexy 1e0r0ToM 3a00J1eBaHUS
u passutueM U3JI cocraBnsieT 17—18 mec. CpenHuii
00IIMif ypoBEeHb CMEPTHOCTH, cBsi3aHHBIN ¢ M3JI, co-
crapisieT 14%, ¢ OOJIbLINMU PACXOXICHUSIMU MEXIY
XPOHUYECKOIT M OBICTPO IIPOTPECCUPYIOINICH (hopMaMMu.
Taxk, y manmeHTOB ¢ ObICTpO mporpeccupytomieii U3J1
CMepTHOCTD yepe3 3 mec. cocraBuia 68% [145]. Crenienn
pHUCKa BO3SHMKHOBEHUS U KIMHUICCKUE TTPOSBICHUS
BO MHOroM orpeaesiiorcs npoduiem MCA [146].

Camast BbIcoKas pacipoctpaneHHocTh M3J1 otme-
yaetcs mpu ACC 1 mpu KITMHUYECKU aMUAOIIaTHIECKOM
M, ripu kotopsix M 3J1 accoummpyeTcst ¢ 3HAYMTETbHOM
3a0071eBaeMOCTBIO M cMepTHOCTHIO [147]. ITpu JIM no-
paxkeHHe NapeHXUMBI BbIsIBjIsIeTCsI B 78 % 10 maHHBIM
KT u 'y 20% nposiBnsiercs kiamnudecku. B pamkax 1M
HOCHUTEJIM aHTUTEN K ayToaHTUureHy Mi2 (anticomplex
nucleosome remodeling histone deacetylase) UMEIOT OT-
HOCHUTEJIbHO HU3KYIO YaCTOTY ITOPAKCHUS MTApEHXUMBI,
npouecc nomuaercs tepanuu ['KC u umeeT 6aronpu-
SITHBII MPOTHO3. HampoTuB, HOCUTEIN aHTUTEN K ay-
toaHnTureHy MDA-5 (melanin differentiation-associated
protein-5) IpakKTUIeCKN HE UMEIOT MBIIIICYHOM cI1a00-
¢t (aMUOTIATUYHBI), HO Y HUX Pa3BUBACTCS TSKEIOE
onIcTpo TIporpeccupytomiee M3J1, yacto mpuBomsiee
K CMepTH, KOKHBIC 00JIe3HEHHBIC N3bSI3BICHUS, JTATOH -
HBIC TIAITYJIBI, aJIOTICIINsI, apTPUT, MHOTIA Pa3BUBACTCS
TUIEBPOMEINACTUHYM, a IIPOTHO3 KpaiiHe HeOIaronpu-
SITHBIN. Y TaKUX OOJBbHBIX HEPEIKO TTOBBIIIACTCS YPO-
BeHb (peppUTHHA B KPOBU, KOPPEIUPYIOIINIL ¢ BBIpa-
JKEHHOCTBIO ITpoliecca B JJeTKrX. OTHOCUTEIHPHO MsITKasT
dopma M3JI BcTpeuaeTcst y HocuTeneil anturesl K SAE
(small ubiquitin-like modifier activating enzyme), Ipu 3TOM
TUITAYHO COYeTaHUe ¢ qucdarneit 1 BEICOKUM PUCK OH-
KOITaTOJIOTHM.

I'pyrma mepekpectHbIX Muo3uToB (M-MBP3) Bkitio-
yaet couetanne ¢ CCJl, CKB, BIII u monnaptputamu,
HO CaMbI SPKUAN TIPEICTAaBUTEIb 3TOW TPYIIIBI — AaHTU-
cuHrtetasHbIl cuaapoM (ACC). IIpu aToM deHOTHUTIC
WBM anturena k amuHoanmin-tPHK-cunTeTazam (ami-
noacyl tRNA synthetase), 4allie BCETO K ayTOAHTUTCHY
Jo-1, pexxe — PL-7, PL-12 u ap. (onpenenasieMbIM METO-
JIOM UMMYHOOJI0Ta MUO3UT-CITeIIN(PUICCKIX aHTUTEIN),
aCCOILIMUPYIOTCS C OCTPHIM HAadYaJIOM, JTUXOPAIKO, pa3-
putreMm M3J1 (mo 80% cityuaeB), MUO3UTOM, apTPUTOM,

deHomeHoM PeiiHo 1 «pyKoil MexaHUKa». AHTH-JO-
aHTuTea Berpedatores y 20—30% Bcex 60s1bHBIX ¢ UBM.
[Ipu 3TOM CyOTHIIE YACTO OTMEYAETCSI XOPOIIUIA OTBET
Ha 'KC. OmHako mMeeTcsl CKIIOHHOCTD K pelianBaM
muosnuta unu UITJI, nosromy 6ombHbIM ACC nmpuxo-
IUATCS HA3HAYATh JUTUTCIHFHYIO KOMIUICKCHYIO TePaIrnio
I'KC n nmmyHocynpeccantamu. Tedenne ACC oueHb
BapurabeIbHO, YaCTO HAOMIOMAIOTCS «HETIOHBIC (DOPMBI».
B ne6iote TosbK0 ~ 20% GOJIBHBIX UMEIOT PAa3BEPHYTYIO
KapTUHY OOJIE3HU C XapaKTePHOI TPUATOU «apTPUT-
muo3ut-UIJI». Mexny nepBbiM niposBieHueM ACC
1 opMUpOBaHUEM TTOJTHON KapTUHBI 00JIE3HU MOTYT
mpoxoauTh Mecsmsl u roasl. C M3JI-MBM Takxke ac-
COIIMMPYETCS HOCUTEIBCTBO aHTUTe K PM/Scl, Ku,
Ro, La, y marmmeHTOB ¢ MMO3UTOM U 3TUMU aHTUTEIA-
MM Yallle BCETO BCTPEUACTCs KIMHUICCKUM TTePEeKPEeCT
¢ CC. INpn AHM yacrota BctpewaemocTu M3J1 Huska,
0K0J10 4%, a CMB coBceM He acCOLMUPYETCSI C Iopa-
JKEHUEM JICTKUX,

ITo cpaBuenuto ¢ apyrumu UBP3 nnsa WUTI npu
MBM xapakTepHbl 00Jiee YyacTbie ¥ 00Jiee BhIpaXKEHHbIE
yuyacTku KoHconuaauuu Ha KTBP. Hepenko onpene-
JISTIOT KOHCOJIMIAIMIO B 30HAX YIUIOTHEHUS JICTOYHOM
TKaHU CO CHIDKCHHMEM BU3yaJIM3allii OPOHXOB U CO-
CYIOB, YTO COOTBETCTBYET OPraHMU3YIOIIEHCS TTHEBMO-
Huu. s M npu Muo3uTax xapakTepHO YyepeaoBaHue
09aroB KOHCOJUIALINU U PETUKYJISIPHBIX YIIOTHEHU,
0COOEHHO MPU OCTPOM Hayajie. Y 0THOro 60JbHOTO MHO-
r1a HaOJMIOMAIOTCS COUCTAaHMS Pa3HBIX ITATTEPHOB, YaIlle
HCHIT un OI1. CoToBOe JIeTKOE 1 TpaKLIMOHHbIE OPOH-
X02KTa3bl HAOFOMAIOTCS HE TaK 9acTO, KaK P IPYTUX
MBP3. Kinmanueckoe teuenne UBM-W3J1 Bapbeupy-
€T OT XPOHUYECKOTO, MEIJICHHO IPOTPECCUPYIOIIETO,
IO OCTPOT0 / TTOJOCTPOTO, IMMPOTEKAIOIIETO IO TUITY
OCTPOU MHTEPCTULIMATIbHOM THEBMOHUU.

Cpenu npyrux NMOsSIBICHUN JIETOYHON MAaTOJIOTUY
IMOopakeHUE OBIXaTEIbHBIX MBIIIIIL SIBISICTCS PEOKUM,
HO TIOTEHIIMAJILHO OITACHBIM IS JKM3HU OCJIOKHEHUEM,
KOTOpPOE MOXET Pa3BUBAThCS HE3aBUCUMO OT CITa00CTH
ckesieTHbIX MbilIL. K oco6enHocTtssM UBM oTHocuTcs
IMopaXkeHNe MeXPeOSepHBIX BCIIOMOTaTEIbHBIX MBIIIIIT
1 BBICOKOE CTOSTHHE AradparMbl, KOTOPBIC IIPUBOISIT
K pe3KOMY YMEHBIIICHUIO 9KCKYPCHUU TPYIHOM KIIETKH,
HEPEeIKOMY Pa3BUTUIO BEHTWISIIIMOHHBIX HapYIICHUMA
110 PECTPUKTUBHOMY TUIy. [lallMeHTHI, Y KOTOPBIX
pa3BUBAETCs OIBIIIKA B MTOJOXKCHUU JIeXKa Ha CIIMHE
(«HeMemJIeHHOe OPTOIIHOD»), CKOpee BCEro, MMEIOT
cirabocTh MBI nuadparmel. PacmpocTpaneHHas
MBIIIICYHAsI ¢JIab0CTh, 3aTparuBalomas u nuadparmy,
MOXET IIPUBECTH K HEIIPaBWJILHOIN TPaKTOBKE IMOKa-
3ateseit MJIT. YMeHbIlIeHUE MBIIICYHONW CI1a00CTH
Ha (boHE JICYCHHUS U YIYyJIICHUE TToKa3aTeeil MOXeT
OIMMOOYHO TPAKTOBAThCS KaK yIYJYIICHUE VI CTa-
omnbHoe coctostHue M3J1. TTosToMy BaxkHa ageKBaT-
Has olleHKa (DYHKIIMU IBIXaTeJIbHBIX MBIIII. Y 0OJIb-
Hbix UBM ciabGocThb abIXaTeJIbHbIX MbILIL TPUBOIUT
K pa3BUTHUIO TUNIOBeHTW SN (5—7%), aTeneKra3am
1 OCJIOXKHSIeTCS ITHeBMOHMeEH. Kak yxxe ymoMuHaioch
Boilie, 11 MBM xapakTtepHa nucdarusi, KoTopas oT-
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HOCHUTCS K 3HAYNMBIM (paKTOpaM prCKa MOTCHINAIBHO
(aTabHOTO OCIIOKHEHUS — aCITMPALIMOHHO ITHEBMO-
Hun. [1ocaemHsss HepenKo UMeeT aTUINIHOE U TSKeJIoe
TeyeHre Ha poHe Tepamuu Beicokumu go3amu ['KC
u uutoctatukoB. [Ipu MBM uvaie, yem npu apyrux
WBP3 npuxonutcs npoBoanth BAJI mig Bepudpnkaumm
nHbekuuu. [Tpu UBM 3HaueHne nMeeT TakxKe Iopa-
JKeHMe TIJIeBphl, KoTopoe rmpu MBM niposiBisiercst 1ijieB-
PUTOM, PEAKO BBITOTHBIM (~ 5%), 0OBIYHO B COYETAHUK
¢ MopaxeHreM IieprKapaa, KoTopoe BcrpeuaeTcs y 15%
00abHBIX. [THEBMOMEIMACTUHYM OBIBAET ClAydyaiiHOM
HAXOIKOM, OMHAKO MOXKET IPUBOIUTH K ocTpoit JIH,
P 3TOM CMEPTHOCTb focTuraeT 65%. [1puunHoii co-
CTOSIHUI OOBIYHO OBIBAET pa3phiB CyOIIEBPaIbHBIX WU
mapakapAauaJbHBIX KUCT Ha (DOHE pa3pyIIeHUs apXu-
TEKTOHUKU JIeTOUYHOM TKaHu. B 45% ciyyaeB Tpurrepom
CITY>KUT TIOBBIIIICHNE BHYTPUAIBBEOISIPHOTO TaBIICHUS
BO BpeMs aBuarnepesieToB. « BropuaHblii» XapakTep I10-
paxkeHMs JIETKUX CBSI3aH HE TOJIBKO C MH(MEKIIUSIMU,
YacTO OIMITOPTYHUCTUUYECKUMU, HO M JIEKaPCTBEHHOM
TOKCUYHOCTBIO, OITYXOJISIMH, CEPICUYHON HETOCTATOU-
HOCTBIO | JIp.

TakTuKa BeieHUS NaLUeHToB

WN3-3a penkoctu u rereporeHHoctu MBM cxembl
JICYeHUsI OCHOBAaHBI Ha MyOJIMKAIUSIX CEPUI CIyJacB,
OITBITE KCIIEPTOB U HECKOJIBKUX PAHIOMU3NPOBAHHBIX
HCCIIEIOBAaHMSIX HEBBICOKOTO KauecTBa. [To-TipexkHeMy,
Benyllee 3HauyeHUe B iedueHnn MUBM orBomutcs 'KC.
B 3aBrcuUMOCTH OT TSKeCTH 3a00JIeBaHUS HadaIbHAs
nmo3a Kojeosercst ot 0,5 mo 2 Mr/Kr B cyTKH. [148]. Opu-
E€HTUPOBOYHBIN anroput™ jiedeHnst U3JI-MBM ocHoBan
Ha pa3ae/IeHUN TTAIIMEHTOB T10 CTETIICHM TSKECTU U CKO-
POCTH TIPOTPECCUPOBAHMUS JISTOTHOTO TIpoliecca. Taxk,
TIPY OTHOCHUTEJIBHO MSITKMX IIPOSIBJICHUSIX U B KAUeCTBE
TepBOI JIMHUY UCTIONB3YIOT BHYTph ' KC B coueTanum
¢ c-BIIBII (azatmonpun, H®, MM®, MTX, mmuxio-
CIIOpUH). B TsKeIbIX cydasix ¥ IIPH IJIOXOM OTBETE
Ha IpeTapaTthl MePBOU JIMHUHU K JICICHUIO TOOABIISIOT
METUJITIPEIHU30JIOH B/B (mynbe-Teparus mo 1 000 mr
B CYTKU BHYTPUBEHHO 3 THS MTOAPSIA) W/WIA UMMYHO-
IOOYJIVH YeJIOBeKa BHYTPUBEHHO (2 T/KT, BBOIUTCS
3a 2—5 mHeilr), npomoskas rpueM I'KC 1 mmMmMmyHoOCy-
MIPECCAHTOB BHYTPh. B pedpakTepHBIX clydasx Mmpu-
MEHSIOT KOMOMHALMIO MMMMYHOMYMpeccaHToB, PTM,
MMMYHOTJIOOYJIMH YeJIOBeKa BHYTPUBEHHO €XKEMECSIITHO
WM TIOAKOXKHO JUTUTEIBHBIM KypcoM [149].

ITopaxeHnue pecnupaTtopHoit cuctembl ipyu UBM
3aHUMAET BAXXHOE MECTO B Kypaluu ManuueHToB. K Hau-
0oJiee 3HAUMMBIM MPOsIBIIeHUsIM oTHOCcsTCS M3JT, puck
Pa3BUTHS KOTOPHIX ¥ TEMITHI IIPOTPECCUPOBAHMST 3HAUN-
TeJIbHO BapbUPYIOT TIPpU pa3TNIHbIX peHoTHUIaXx UBM.
MUBM-U3JI cocrasnstior meHee 5% cnydaes M3J1, Ha-
omomaeMbIxX myabMoHooramu [150]. BeposiTHO, 3Ta
nudpa 3aHIKeHa, TO3TOMY BaXKHOE 3HAYCHUE UMEET
BHeapeHue ckpuHuHra MBM y manuenTos ¢ U3JI,
B YACTHOCTH C TTOMOIIIBIO OIIPEICICHUS CIIeKTpa MU-
03UT-CIMEINPUISCKUX ayTOAHTUTE, KOTOPhIE UMEIOT
MUaTHOCTUYECKOE M ITPOTHOCTUUECKOE 3HAUCHHUE.

BbonesHb LLlerpeHa

B, niu nepBuuHblii cunapoM lllerpena, — aTo
MEUIEHHO TIPOTPECCUPYIOIIee CUCTEMHOE 3200 IeBaHIE
HEU3BECTHON 3THUOJIOTUH, XapaKTEePHU3YIOIICECs JIMM-
domuTapHO MHGUIBTPAILIMEI STIUTEINS IIPOTOKOB
CEKPETUPYIOIINX 9K30KPUHHBIX 3KeJie3, TTPUBOISIICIH
K UX HEOOpaTUMOU NEeCTPYKIINU U PA3BUTHIO CYXOTO
cuHiapoma [151]. BIL nposiBiaseTcs: CyXxuM KOHbIOHKTH-
BUTOM U/WJIU TUCTPO(UECH SMUTENINSI, KOHBIOHKTUBHI,
a Takxke Kcepoctomueit. B nposineHusix b1 moxer
MpeodIagaTh ayTOMMMYHHBIN STTUTEIIUNT C TIOPaXKEHUEM
HE TOJIbKO CJIC3HBIX 1 CIIIOHHBIX JKeJIe3, HO U C BOBJICUe-
HHueM cIn3ucThiX JIOP-opraHoB 1 XKeyIoYHO-KHIIIeY -
HOTO TpakTa. Ho mpuMepHO y TpeTH MalneHTOB pas-
BUBAIOTCST BHEXXEJIC3UCTHIC (CUCTEMHBIC) TIPOSIBIICHUS:
cuHapoMm PeiitHO, CMHOBUT, TYOYJIOMHTEPCTULIMAIbHBII
HedpHUT, TUIIEpraMMariooyanHeMruIecKas mypIrypa,
a TaKKe MOpaxkeHUE PECIIMPATOPHOTO TpaKTa, HEPBHOM
CHUCTeMBI, TnMbaneHonaTrs 1 B-KieTouHbIe TUMQPOMBI
[152, 153]. XapakTepHas uepta BIII-1moBbIlIeHNE aKTUB-
HOCTH B-KJIETOK, YTO COIPOBOXIACTCS ITOBBIIIICHIEM
ypoBHs aHTHsIepHBIX aHTUTENT (AH®D), B yacTHOCTH Xa-
PaKTEPHBIX TSI 3TOTO 3a00JIeBaHNMST MapKepoB-aHTH-Ro/
SSA, aaTu-La/SSB, a Takke kprormooyimmHoB Tuta I1.
Teuenue BII oTpaxaeTt nmpoueccsl NPOrpeccupyroei
mmmMborponudepanuy. Ha paHHNX 3Tamax TmM@OImnTsI
bopmMupyroT mMdONTHBIC MHGUILTPATHI B KEJIE3UCTHIX
TKaHSIX ¥ IPOAYIIUPYIOT TOMMKIoOHaIbHEIE Ig. [Tpu mm-
TeJIbHOM TeueHWU B 15—20% ciyyaeB MHULUMPYETCS
CHHTE3 OJIUTO-U MOHOKJIOHAJIBHBIX g, a B psime ciayyaeB
(penko) BO3HUKAIOT IMMMOpoandepaTuBHBIC 3a00J1¢-
BaHwus (JII13), vame HexomkkuHCKMe TuMbombl (HXIT).
B otinnuwme ot BIL Bropuunslii cunapoM Lllerpena pas-
BUBaeTCs y 00JIbHBIX ¢ cucteMHbiMu MTBP3.

IMopaxenwue nerkux npu BII oTHOCUTCS K MOTEH-
IIMAJTBHO CePhe3HBIM CUCTEMHBIM IIPOSIBJICHUSIM, OKa-
3BIBAIOIIMM HETaTUBHOE BIMSTHMC Ha 3MOPOBbE U Kaue-
ctBO Xu3Hu [154]. Iaa BII xapakTtepHO MmopakeHue
npixatenbHbIX myTeit, U3J1 n numdonpommdepaTnBHbIe
3aboneBanus (JIT13) nerkux [155], nHorna B couera-
Husx. [TokazaHo, YTO THCTOIOTMYECKIEC N3MCHCHMUS
B CJTIOHHBIX XeJie3ax 1 ierouHoit Tkanu ripu BIII cxomn-
HBI. DTO CBUACTEIBCTBYET O TOM, YTO B Pa3HBIX TKAHSIX
pa3BUBaeTCS eNMHBIN TaTO(U3NOIOTUICCKUI TIpoIIece,
B BO3HMKHOBECHHH U TIOAIEP>KAHIN KOTOPOTO KITFOUEBYIO
pOJIb UTPAIOT SMUTEINAbHBIE KJIeTKH [156]. ITosara-
10T, YTO UHTEHCUBHOCTD TUMQPONTHON MHDUIBTPAIIN
JKeJie3 KOCBEHHO oTpaxkaeT JTuM@oIporrdepaTuBHBIN
roreHmain BII, puck BUCIiepaIbHOTO MOBPEKICHMS
(B T. 4. JIETKMX) ¥ BO3MOXXHOCTb TpaHC(HOPMAIINN B JTUM-
domy [157]. [MopakeHue JIETKNX YaCTO MpOTeKaeT dec-
CHMIITOMHO, OOBIYHO HE TOMUHUPYET B KIMHUICCKOMN
KapTuHe. BoBieueHMe ObIXaTeIbHBIX MyTeil (JIFOOOTO
Kanmobpa) TMPOSIBIISIETCS B BUIE KCEOoTpaxeu, KCepo-
oponxura u 6pouxuonuta. M3JI mpu BII Bo3HuKaioT
y 10—20% nauueHTOB U HEPEAKO MOTYT ObITh IIEPBBIM
MIPOSIBIICHUEM 3a00JIeBaHMS YUIM TIPEIIECTBOBATh YCTa-
HosjeHuto auarHo3a bIII. ITo ganubiM KT, oTkiioHeHuUst
BbISIBIISIIOT Y 40—80% nanneHToB. MakTophl prcKa pas-
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BuTus M3J1 BKII0YAIOT MOKUIION BO3PACT, MY>KCKOI TTOJT
n nosbieHue CPB [158]. Y ~! /, ALIMEHTOB OTMEYaeT-
¢ ocTtpoe u nopocTpoe Havajmo M3J1, beccumIiroMmHoe
TeyeHue — y 24%, y TaKOro Xe KOJU4YeCTBa MMallueHTOB
OTMeYaJIoch Mporpeccupytomiee redenue [159]. NU3J1 npu
BIII accounupyercs ¢ HapylIeHUeM JIerOUHOM (DYHKIIUN
¥ MIPUBOAUT K MOBBIIICHUIO CMEPTHOCTH MAIIMCHTOB
[155]. Mopdonormueckuii Turt JIUIT cunraroT Hanbdosee
TunndHbIM Ut BIL, ero BeistBistioT y 9,5—15,0% nanm-
enToB ¢ BIII-NU3JI. Ognako HCUII BcTpeuaeTcs 3Ha-
yuTeNIbHO Yalle (B 45—61% ciyuaes) [160]. ITIpu KTBP
HEepeIKo 0OHAPYKUBAIOT Y3EJIKOBBIC U KUCTO3HBIC U3-
MeHeHus. Bo3aylHbie KUCTHI, BoisiBisiemble Tipu JINII,
TaKKe MOTYT BCTPEUYAThCS TIPU JISTOYHOM aMUJIONI03¢
u 1uMdoMe, 0COOCHHO MPU COUCTAHUU C Y3ETKOBBIM
nmopaxXeHueM, JuMbaaeHOTIaTUEH, IMXOPaaKoii, TOT-
JIMBOCTBIO M TToTepeii Beca [161].

ITpu mogo3penun Ha JITI3 pekomeHayeTcs OMOTICHS
JIETKUX C TIOCTCAYIOINMH TUCTOJIOTUISCKUM (C OKpa-
cKkoit KoHTro-KpacHBIM) 1 UMMYHOTHUCTOXUMHUICCKIAM
HCCIIEIOBAHUSAMM U MCCIIETOBAHNEM TKAHU JIETKOTO
Ha B-xirerounyro kiaoHanbHOCTE [161, 162]. MHOXe-
CTBEHHBIE y3€IKOBO-KICTO3HBIC 00Pa30BaHUS B JIETKMX
npu BIII Tomo3puTeIbHBI TaKXKe Ha METaCTa3upPOBaHUE
PAKOBBIX OMYXOJIE, TPUCOETUHEHUE MUKOOAKTEPUAIIb-
Hoi1 nui rpubkoBoit nHbekuuu [163]. JIUIT cunraercs
00paTUMBIM IIPOIIECCOM, OTBEUAIOIIMM HAa MMMYHOCY-
MIPECCUBHYIO TEpaInio, OMHAKO TaK:Ke MOXET MMETh
Mporpeccupyloiiee TedeHrue ¢ TpaHchopMamueit B TuM-
domy [164].

TakTuKa BeieHUS NaLUeHToB

DddexTuBHOE JIeueHne He pazpadboTtaHo. [1pu pas-
BUTHU BHEXEJIC3UCTHIX IIPOSIBIICHUI 1, B YaCTHOCTH,
TP TTOPaXKEHUHU JICTKUX YMEPEHHON BBIPAaKCHHOCTH
HauyuHatot ¢ 'KC B mo3ze 0,5—1,0 mr/kr B cyTku. He-
penIKo, 0COOCHHO Mpu 00Jiee Cepbe3HBIX MPOSIBICHU -
sax U3J1, sMnoupuyeckre cXeMbl BKIIIOUAIOT COUYCTaHNE
¢ BIIBII [165]. OnTuMajbHble A03bI, IPOLOIKUTEIb-
HOCTB JICUCHUSI ¥ TEMIThI CHIKCHUS TO3MPOBOK HE CTaH-
nmapTtu3oBaHbL. [IepBrIe pe3ybTaThl aHTH-B-K1eTouHOM
Tepanuu PTM mnoarBepauin cHUXeHue B-kieTouyHoi
aKTUBHOCTH, YJIy4IIeHUE MOP(OIOTrMIecKOi KapTHUHBI
B CJIFOHHBIX XeJie3axX U YIIydleHrne MOp(oIornIecKoit
KapTUHBI B CTFOHHBIX KeJIe3ax 1 YIyUIIEHIE CO CTOPOHBI
HEKOTOPBIX BHEXKEIE3UCTBIX MTPOSIBICHUM. OIIBIT IIPH-
meHeHus PTM npu nnopaxkeHuu Jerkux y 6oiabHbix BI1T
He0oJIb11I0H. B HeCKoIbKUX M1a1e00-KOHTPOIMPYEMBbIX
nccienoBaHusax apdektuBHocTs PTM npu BIII He Obu1a
noarBepxkneHa [166, 167]. UccnenoBanus TMBII mpe-
apaToB IIPOIOJIKAIOTCS.

CMelwlaHHoe 3aboneBaHue coeAfUHUTENbHOMN
TKaHU

Cpenu MoJIMopraHHbBIX ¥ TeTEPOTeHHBIX IT0 ITPOSIBIIC-
HUSIM peBMaTUIECKUX O0JIE3HEH BBIIEISIIOT OTHOCUTEITh-
HO OTHOPOTHBIC KITMHUKO-UMMYHOJIOTUIeCKIe (PeHOTH-
Mbl, TPEACTABIISIIONINE COOON YCTOMUMBbBIE aCCOLIMALIMNA
HeKOTopbIX BUAOB ayToAT ¢ onpeneseHHbIM HAbOpoOM

KJIMHUYIECKUX CUMIITOMOB. KpoMme cXOmHOM KJIMHU-
YeCcKOol KapTUHBI, TaKue (PEHOTUTIBI UMEIOT CXOIHEIS
TeuyeHUe OO0JIE3HU, €e MCXOMbI U IMporHo3. [TpuMepom
MOTYT ITOCITYKITh BOCITAJIUTEIbHBIC MUOIIATHH, KOTOPHIE
UMEIOT pa3INYHbBIC JICTOYHBIC TIPOSIBIICHUS M TIPOTHO3
B 3aBUCHMOCTHU OT HOCUTEIbCTBA PA3TNYHBIX MUO3UT-
cneunpuyeckux ayroAT. IIpu psae UBP3 y 10—15%
MMalIMeHTOB BCcTpedaroTcs ayToAT K Manoil simepHOM
yactuile pudbonykiaeonporenHa Ul (Ul snRNP), mpu
9TOM Jpyrue aHTusiaepHble ayToAT y HUX BCTpedaroTcs
penKo Wiu Boodiiie oTcyTcTBYIOT. HocutenbecTtBo ayToAT
K Ul snRNP (autu PHII- Ul) B BBICOKMX TUTpaX acco-
LIMMPYETCS CO CBOEOOPa3HOI KIMHUYECKOI KAPTUHOM,
oTianvaroeiicsa coueranueM npusHakos CCJ1, UBM,
CKB u/unu PA. B 1972 r. Sharp et al. nipenmonoxuiu,
YTO IMAIlMEHTHI ¢ BBICOKUMU TUTPAMU aHTUTENI K aHTH
PHII- Ul npeacraBisitoT CAaMOCTOSITEJIbHOE CUCTEMHOE
ayTOMMMYyHHOe 3a0oseBanue [168]. YuurteiBas rnpen-
CTaBJICHHOCTh B KIIMHUYECKOI KapTUHE TIPOSIBICHUIA,
XapaKTepHBIX 11 pa3Hbix UBP3, aBTophl penioxunm
Ha3BaHUE IUISI HOBOI 0OJIE3HM — CcMeIlIaHHOe 3a00J1e-
BaHUe coenumHUTebHOM TKaHu (CM3CT). M3yvas 3Bo-
mouuio 6osne3Hu y Hocutenae antu PHIT- Ul aBTopsl
OTMETWJIM e¢ OyaronpusitTHoe TedeHue. [1pu mmmreapHOM
HabmoneHnu 6610 mokasaHo, uto CM3CT co BpeMeHeM
MOXET 3BOJTIIOLIMOHMPOBaTh B TUIMUHYyi0 CC/I (mpenmy-
IIECTBEHHO JTUMUTUPOBAHHYIO (hOPMY), pexXe — B Ipy-
rue 3aboneBanus (CKB, PA, cucteMHbIe BACKYIUTHI).
Ho Bce xe y ~ ! / MAIIMEHTOB KIMHUYECKas KapTUHA
MaJIo MEHSIETCS U JUTMTEIIFHO HE COOTBETCTBYET KPUTE-
pusim nuarHo3sa apyrux UBP3

Ho3zonxornueckast camoctositenbHOCTE CM3CT
obcyxmaeTcs yxe > 50 eT, ¥ MHOTHE COMHEBAIOTCS
B €T0 CYIIECTBOBAHUM, TIOJIarasi, 4YToO 3TO JIMOO paHHSIS
(«TpaH3uTOpHAsT») cTamust ogHoro u3 MBP3, mibo ognH
CBOcOOpa3HBIX BAPMAHTOB TaK HA3bIBAEMOTO TIEPEKPECT-
HOTO CHHIIPOMa, KOTJa Y OMHOTO MaIleHTa Pa3BUBAIOTCS
OIHOBPEMEHHO JIBa-TPU PeBMaTUUCCKUX 3a00I¢BaHNSI.
B mocenHme rogbl pacTeT CKEIICUC B OTHOIIIEHUY KOH-
uernuuu 3a6oneBanus [169]. 1o KiMHUYECKOR KapTUHE
6onpmHCTBO mareHToB ¢ CM3CT Hambosee 6IM3KN
Kk CCJI, mosromy psimom aBtopoB CmM3CT paccmarpu-
BaeTCs KaK BapUaHT 3TOTro 3a00JeBaHUs. YHUDUIINPO-
BaHHBIX KputepueB quarHoctnku CM3CT He co3maHo,
Ha TIPaKTUKE MCITOJIB3YIOTCSI HECKOJIBKO BAPUAHTOB, UTO
3aTPYIHSIET CpaBHEHUE pe3yIbTaToB. OTCYTCTBYIOT TaK-
Ke peKoMeHmauu no BeaeHuo naureHToB co CmM3CT,
TTO3TOMY OCHOBHBIE TTOIXOBI K BBISIBJICHUIO TIOPAXKCHUS
BHYTPEHHUX OPTaHOB U TTOIXOIBI K TepaITii 3aUMCTBY-
I0TCS U3 APYTUX 00JIacTell pEBMATOJIOTHUM.

INopaxenue jerkux scrpedaercs B 30—50% ciayyaes
CM3CT. CnekTp nposgBIeHWI IIUPOK U BKITIOYAET DKC-
cynatuBHBIN TeBpuT, JIAT, U3J1, neroynblii BACKYJIUT,
TpoMOO3MOOJIMYECKYIO 00JIE3HB JIETKUX, aJIbBEOISIPHBIC
reMopparuu, 00OCTpyKTUBHYO 00JI€3Hb JIETKUX U UH(EK-
uun [170]. Yame Bctpevatorcst U3J1 u JIAT. YuuteiBas
OTCYTCTBME OOIIETIPUHSITHIX KPUTEPUEB TUATHOCTUKH,
YacTOTa OTIEIbHBIX MIPOSBIICHUI 3a00JICBaHUS, 10 JaH-
HBIM JINTEPATypPhl, KOJEOJIETCS B ITUPOKMUX Ipeaeiax.
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IMonarator, uyrto JIAI' — ogHO U3 caMbIX XapaKTePHBIX
nposieinennii CM3CT [171]. IIpusnanue atoro dakra
OTpaXXeHO B ITOCICAHNX TUATHOCTHIECKUX KPUTECPUSIX
CM3CT, kotopsle BkimouaroT JIAT kak xapakTepHoe op-
raHHoe TIposiBJIeHue 3a0oieBanus [172]. YacroTa BcTpe-
qyaemoctu JIAI' mocrarouno uuskast — 3,4—8,1% ciy-
YaeB, OHAKO OTHOCUTCS K BasKHBIM ITIPOTHOCTUIECCKUM
dakropam. [1pu nmuressHOM HaOMIOACHUN (B CpeIHEM
17 net) oOMMPHOI TPYMITHI MALIMEHTOB O0IIIast JIeTab-
HOCThb cocTaBuia 12%, 4To coBIIamaeT ¢ JaHHBIMU
IpYyrux aBTOpOB [173], a OCHOBHOI MPUIMHON CMEPTHU
ob11a JIAD, 3a KOoTOpoii ciiegoBanu cepaedHO-COCy -
CTBIE COOBITHS U TEMOJIUTUKO-YPEMUYECKUI CHHIPOM
[174]. ITo npyrum naHHBIM, YacToTa JIAI oneHUBa-
ercs Bbie — 7,0—17,8%, a yactora U3J1 cocrabisieT
27,8—47,0% [169]. Yactota M3J1 no ganneim KTBP
cocrasisieT 40% [173]. Beipaxennoctb M3J1 06b14HO
yMepeHHasI, ¢ MeIJICHHBIM IIPOTPecCUPOBaHNEM U/ MU
¢ neprogamu crabummsanun. Y 20—25% naineHToB oT-
MEUEH IIPOTrPeCCUPYIOIINi GuOpo3upyrommit (heHOTHUIT
CO CHIKeHMeM JierouHbIX pyHkumii [175]. K ¢pakropam
pucka pa3Butust MU3J1 oTHOCAT MYyKCKOI 101, JUTUTEITb-
Hoe TeueHue 00Jie3HU, BbiIcoKue TUTphl aHTu-PHII-U1,
Hammamre aHTH-Ro-52 1 aHTH-Sm-aHTuTe, CMHIpOMa
PeitHo, IUTUTANBHBIX SI3B, IUC(hAruy, a TAaKKe IIpU3Ha-
K1 tabopaTopHoit aktuBHocTH [176]. TTpusnaku M3J1
aCCOLMUPYIOTCA € YXYIIIIEHNEeM IIPOTHO3a, HO 00IIast
5-JIETHSIS BBDKMBAEMOCTh cocTasisieT > 95% [173, 177].

Hng N3J1 u JIAT, accoumupoBanHbix ¢ CM3CT, pe-
KOMEH/IAIINHX 10 CKPUHUHTY U JICYCHUIO He pa3padbora-
HBI, Ha TIPAKTHKE MCIIOJIB3YIOT ITOAXOIbI, IIPUMEHSIEMBIC
nipu apyrux P3.
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