®EJIEPAJIBHOE T'OCYJIAPCTBEHHOE ABTOHOMHOE OFPA3OBATEJILHOE
VUYPEXXJIEHME BBICIIIEI'O OBPA30BAHNA IIEPBBIII MOCKOBCKHH
I'OCYJIAPCTBEHHBIN MEJUITMHCKU YHUBEPCUTET UMEHU U.M.
CEYEHOBA MUHUCTEPCTBA 3JIPABOOXPAHEHU S
POCCHICKOM ®EJEPAIIMY (CEHEHOBCKHII YHUBEPCUTET)

Ha npasax pyxonucu

Kanamunko Muxaui BHaI[I/ICJIaBOBI/I‘I

KinHuveckasi XapaKTepUCTHKA, BADHAHTHI TEYEHHUS M MPOTrHO3 MOPAKECHUS

JETKNX Inp1 ayTOMMMYHHBIX 3200J1eBaHUSIX MTEYEHH

3.1.18. Baytpennue 60Je3HU

Huccepranus
Ha COMCKaHUE YYEHOU CTECIEHH

KaHJIM1aTa MEIUIUHCKUX HAYK

Hay4Hblil pyKOBOAUTEJIb:
JIOKTOP MEAUITMHCKUX HAYK, ITpodeccop,
wieH-koppecnonaeHT PAH

Moucees Cepreii BareHTHHOBHY

Mocksa — 2026



OI'JIABJIEHUE

BBEJIIEHIE ... 4
I'NTABA 1. OB30P JIMTEPATYPDBI ... 12

1.1. Knaccuduxanus u nuddepeHnnanbHO-TUarHoCTUYECKUE KPUTEPUHU

AYTOUMMYHHBIX 3200TEBAHUM TIEUCHM ... .euueeenttenteeneenteeteenteeneeeeennieenneenanns 12
1.2. BHeneueHOYHbIE MPOSBICHUS ayTOUMMYHHBIX 3a00JIeBaHUN MEUYEHH. . ............. 14
1.2.1. BHeneueHOUYHbIE TOPAKEHUS TP Ay TOUMMYHHOM TEIATHTE ... ..venneeeennaennn.. 15
1.2.2. BHenieueHOYHbIE TOPAXKEHUS MTPU IEPBUYHOM OMIMAPHOM XOJAHTHUTE ............ 18

1.2.3. BHenieueHOYHbIE TOPAXKEHUS NTPU IEPBUYHOM CKIIEPO3UPYIOIIEM XOJIaHTHUTE....2 1

1.3. HopaxceHI/Ie JICTKUX KaK BHCTICYCHOYHOC IMMPOABJICHUC aYTOUMMYHHBIX

T [OTON (:T:0 20717 0010 () (53 = 07 SR 24
1.3.1. UHTEpPCTULIHATBHOE MOPAKEHME JIETKHX .. vvvveeeennrreeeeennnneeeeennneeeeeennnnesnnn 24
1.3.2. TTopaKeHHE TUCTATBHBIX OPOHXOB. .. .. uutttenetteennaeenreernseeeareeareeanneeens 42
1.3.3. O4aroBOE MOPAKEHUE JIETKHX . .. .uuuurteeeennnteeeeeannneeeeennnneeeeennneeeeeannneeeenn 43
RGN U (0] 0121 053517 (R 1 01 ()3 o) SR 44
1.3.5. JlerouHast apTepUATBHAS THIEPTEHBHS. ... v v v ennreeeeeennneeeeeannneeeeeannneeeeannns 45
1.3.6. TpoMOOAIMOOIIHSI BETBEH JIETOTHOM APTEPHH] . .. neveenereennrerennneeannneeanneenns 46
1.3.7. JICTOUHBIM BACKYITHT . ..ttt unttteeannnteeeennteeeeeanneeeeeanseeeeeaanneeeeeannneeeenn 47
['TABA 2. MATEPUAJIBI UMETOIDBI ... 48
P WD 17 c¥21 705 07 (oohi (531 (0) : 212 1 £ SO 48
2.2. MeTo1bl OOCHETOBAHUS MALIHEHTOB ... ..enneenten ittt entenneennneenteeneenneenneenn 49
2.3. Kputepuu OIeHKU TSKECTH U JUHAMUKY MTOPAKEHUS MTEYEHU U JIETKUX............. o1
2.4. Cratuctraeckasi 00paboTKa pe3yTbTATOB UCCHEMOBAHMS . .. uvveneeenreeennennneannnns 54
I'TABA 3. PESVJIBTATBI UCCIAEAOBAHUSA ..., 56
3.1. OO0mmast XapaKTEPUCTUKA TALAECHTOB ... ..euuueenntttenteenanteeanneeenneeaneeennean 56
RIVI 2} (S (S0 (S5 (0105 1 (SR U 0] 011 (XS) £ 14 6 PN 67
3.3. CeKTp ¥ 4acTOTa BAPUAHTOB MOPAKECHUS JIETKHX ..o eeeneennnnrnrnneeeeeeeeeennnnnns 72

3.4. XapakTepuCTUKA BAPHAHTOB MOPAKECHUST JIETKIIX . ...\ v euvveenrenneeenneenneenneenneenns 74



3

3.4.1. UHTEpPCTULIHATBHOE MOPAKEHUE JIETKIX .. .vveeeeenntneeeeennnaeeeennnneeeeennnnneennn 74
3.4.2. TlopaK€HHUE TUCTATBHBIX OPOHXOB . ..uuuteennnteenteeeneeennnneennneeenneennnnns 106
3.4.3. OY4aroBOE MOPAKEHUE JICTKIX . .+ v v vveennreennaeeennneennnneennneenanseennseeeanneenns 119
IR S B 0] o ;b2 453 1 (530 101 (5] o) 5 (P 122
3.4.5. TlopaxkeHre MEIUACTUHAIBHBIX JTUMMDATHUCCKUX Y3ITOB ..'uvvernnrrernnneennnennn. 123
3.4.6. TpoMOOIMOOIIHSI BETBEU JIETOUHOM APTEPHHU . .. nereennreennreeennneennnneennnenn 127
3.4.7. JICTOUHBIA BACKYIIHT ...\ vt nneesenneeeenneeenneeeenneeenneeeenneenaneeennseeennneennnes 129
3.4.8. COYCTAHHOE TTOPAIKEHHE JIETKIX . ..t useenseeennneeenneesenneeannneeanneeeanneennns 131
3.5. [IporHocTveckoe 3HaYCHHE BAPUAHTOB MOPAKCHUS JICTKUX . .. ..venvneeeneannnnns. 137
I''TABA 4. OBCYXIEHUWE TTIOJIYUEHHBIX PE3VIJIBTATOB............c........ 148
BBIBOIDBI ... e 167
[MPAKTUYECKHWE PEKOMEHIAIIMM .......ooviiiiiiiiiie e, 169
CITMCOK COKPAILIEHUMM 1 YCJIOBHBIX OBO3HAUYEHUM. ....................... 170

CIIMCOK JIMTEPATYPDBI ... e, 173



4

BBEJAEHHUE

AKTyﬂJ’IbHOCTL TEMbI HCCJICA0BaAaHUA

[Iporpecc B M3yueHUH MEXaHU3MOB Pa3BUTHUS, Pa3pabOTKE METOI0B TUArHOCTUKHI
U JICYCHUsI ayTOUMMYHHBIX 3a0osieBanuii neuenu (A3Il) cmectun Goxyc BHUMaHUS Ha
pSZl aCIEKTOB JAHHBIX OOJIE3HEH, KOTOPBhIE paHEE CUMUTAIUCHh BTOPOCTENICHHBIMU U HE
UMEIOIIMMHU TIPAKTUUECKOro 3HaueHusi. K uX 4uciay MOXHO OTHECTH, B TOM YHUCIE, U
npoOneMy BHeneueHOYHbIX TposiBieHui A3I1. Cpeau pasHOOOpa3HBIX BHEMEUEHOYHBIX
nposieieHuid A3I1 ogHUM U3 HAUMEHEe U3YUYEHHBIX SBIISCTCS TTOPAKESHHE JICTKUX.

[TaTonorus JAerkux Mpu XpPOHUUYECKUX 3a00JEBAHMSAX TMEUEHU U3BECTHA, MPEKIIC
BCET0, MO JICTOYHBIM OCJIOKHEHUSIM TIOPTaJbHOW TUIEPTCH3UU W IUPpPO3a TECUCHU:
MOPTOMYJIBMOHALHON ~ TUMEPTEH3UU,  TeNaTOMyJbMOHAIBHOMY  CHHIPOMY U
NEYCHOYHOMY THJIpoTOpakcy. Bmecre ¢ TeM, pa3HOOOpa3HbIE BapUaHTHI MOPAKEHUS
nerkux, cnenuduunsie st A3IL, B cuimy Gosblielt peIkOCTH U MEHbIIEH N3Yy4eHHOCTH
OCTalTCsl Ha MX (OHE HE3aMEUYEHHBIMU M PEAKO AUATHOCTUPYIOTCS B KIMHUYECKOM
npaktuke [147]. OOmuM MpU3HAKOM TaKUX MOPAKEHHH SBISCTCS HMMMYHHBIH
MEXaHHM3M Pa3BUTHsI, B TATOJIOTHUECKHI MPOIECC MOTYT BOBJIEKATHCS JIFOObIE JIETOYHBIE
CTPYKTYPBI.

[lopaxxenne  nerkux mnpu  A3Il  xapakrtepuszyercss  MOIUMOPGHOCTHIO
MOP(OJTOTUYECKUX, KIMHUYECKUX W PEHTTECHOJOTMYECKUX MPOSBICHUMA, YTO MOXKET
3aTPYIHATH €r0 CBOEBPEMECHHOE paclio3HaBaHue u JiedcHue [142]. Bomieuenue nerkux,
Kak M apyrue BHemeu€HouHbie mposiBiaeHuss A3, MoxkeT He TOTbKO MOAUGUIIUPOBATH

KIuHUYecKyto kaptuHy A3I1, Ho u onpeenaTs mporuo3 3adoneanwus [209].

Crenenb pa3padoTAHHOCTH TEMBbI UCCJIEIOBAHUS

Bo BTOpoii nonoBune XX Beka MOSBUINCH MEPBbIE KA3yUCTUUYECKUE HAOIIOACHUS

UHTepCcTULHANIBbHOTO nopaxeHus jJerkux (WUITJI) y 60nbHBIX ¢ XpOHUYECKUM aKTUBHBIM



5

remaTuToM M nepBUYHBIM OminapHbiM xojanrutoMm (ITbX) [93]. BonbmuHcTBO paboT
Mo JaHHOM TmpobiieMe Ha TOT MOMEHT UMM OINHCATEeNbHBIM XapakTtep W
OTPAHUYMBAINCH, MPEUMYIIECTBEHHO, KJIMHUYECKOM, PEHTTCHOJOTMYECKON U
MOPGOJIOTHYECKON XapaKTepUCTUKON pa3nuyHbix BapuanToB UIIJI y mamueHTOB C
[IbX. TIlopaxenue Jerkux npu ayrouMMmyHHOM renatute (AWD), nepBuuHOM
ckieposupytomieM xonanrure (IICX) u mepexpectusix cuuapomax (ITBX-AUNTD, IICX-
AUT) nurenbHOE BpeMsi HE ObUIO MPEIMETOM CUCTEMATHYECKOTO U3YUCHHUS.

[lepeonavanbHo mnopaxenue jerkux npu [IbX cBsa3pBaiM ¢ HATWYHUEM
COIMMYyTCTBYIONIMX CHCTEMHBIX 3a0ojieBaHuil coenuuutTenbHoit Tkanu (C3CT) [197],
OJIHAKO B MOCIEAYIOIIEM MOpa)XeHUe JIETKUX ObUIO OOHAPY)KEHO W Yy MAIMEHTOB, HE
umesmux C3CT [151, 55, 137].

HakoruieHHBIN CITyCTS TOJBI MacCHB KIMHUKO-MOP(OIOTHYECKUX HAOIIOCHUN
MO3BOJIMJI KOHCTATUPOBATh BO3MOXKHOCThH pa3Butusi npu IIBX He TONBKO pa3auyHbIX
BapuantoB HMIIJI, HO W mnNoOpaxkeHWl APYTMX AHATOMHYECKUX CTPYKTYp JETrKHX:
OpPOHXHMAJIBLHOTO JIEPeBa, IJICBPHI, JUM(PATHUCCKUX Y3JI0B M JIETOYHBIX cocynoB [142].
BmecTte ¢ Tem, ocTaBaauch HEIOCTAaTOYHO M3YYEHHBIMU paCIpPOCTPAHEHHOCTH
pa3IMYHBIX BapHaHTOB TopakeHus jerkux npu 116X m ocoGeHHocTH MX TedeHus. B
€UHUYHBIX PETPOCIEKTUBHBIX UCCIEOBAHUSIX aHAIU3UPOBAIN PACIIPOCTPAHEHHOCTh U
dakTopel pucka WIIJI u neroyHoil TUNEpTeH3WH, NMPEUMYIIECCTBEHHO, y MAIlMEHTOB
a3UaTCKOT0 MPOUCXOXKICHHS, UMEBIINX, B TOM uucie, pasaununbie C3CT [46, 76, 209].
He nmpoBoawince MpOCHEKTUBHBIE KOTOPTHBIE MCCIEAOBAHUS C OLEHKOM OTHAJIEHHBIX
HCXOJ0B JIETOYHBIX MOPAKECHUM.

UccnenoBanus no npobieme nopaxenus gerkux npu AUL u [ICX B HacTosmiee
BpeMsl  MPEICTaBJICHbl  €IMHUYHBIMM  KIMHUYECKMMHU  HAONIOACHUSIMH U
PETPOCHEKTUBHBIMU HccleNoBaHUsIMU. OIEHKA pacHpOCTPAHEHHOCTH M KIMHUYECKUX
0COOCHHOCTEH pa3nuuHbIX BapuaHTOB nopaxenus Jerkux npu [IBX, [ICX u AUT y
MalMeHToB U3 Poccuu OCHOBBIBAETCS HA PE3yibTarax HECKOIBKUX OJHOLEHTPOBBIX

PETPOCICKTUBHBIX MCCieI0BaHmi, BKrodaBiux manuentos ¢ C3CT [1, 6, 15].



Taxum 00pa3om, B HacToOsIIEE BPEMs OCTAIOTCS HELOCTATOUYHO UCCIIEI0BAaHHBIMU
MOP(OJOTUYECKUE TPOSBICHUS, KIMHUKO-PEHTTCHOJIOTHYECKass KapTUHA U (PaKTopBbl,
aCCOLMUPOBAHHBIE C Pa3JIMYHBIMU BapHaHTaMu nopaxeHus jerkux npu A3II per se.
HewnsBecTHO NpOrHOCTHYECKOE 3HAYEHUE JIETOYHBIX nopaxkeHuil npu A3IL Ilpu
HaJIU4UU OOJIBIIOr0 KOJIMYECTBA MCCIENOBAHMM, MOCBALUIEHHBIX PA3JIMYHBIM aClEKTaM
nopaxeHus JErkux npu I1bX, 3HaYUTENbHO MEHBIIE U3YYEHO BOBJICUCHUE JIETKUX IIPU

IICX, AUI" u nepekpecTHBIX CUHAPOMAX.

eap nccaexoBanusi

VCcTaHOBUTH OCOOCHHOCTH KHI/IHI/IKO-pCHTFeHOHOFH‘{GCKOﬁ KapTUHBI, TCUCHUA U

HNCXOO0B PA3JIMYHBIX BAPHUAHTOB ITOPAKCHUA JICTKUX ITPH A3II.

3axauu uccjie10BaHuA

1. Onpenenuth 4acTOTy nopakeHus Jierkux npu A3I1.

2. OxapakTepu3oBaTh  KIMHHUKO-PEHTICHOJOTMYECKYI0O  KapTUHY  BapUaHTOB
nopakenus jerkux npu A3IL

3. BoiaBuTH (PakTopbl, acCOIMUPOBAHHBIE C OCHOBHBIMU BapHaHTAMH TMOPAKEHUS
nerkux npu A3IL.

4. OnpenenuTh MPOTHOCTUYECKOE 3HAYEHUE BAPUAHTOB MOPAXKEHUS JIETKUX MPHU

A3IL
Hay4ynast HOBU3HA
BnepBele B pOCCHMHCKOM TMOMYJSLMM YCTAHOBJIEHA PACIpPOCTPAHEHHOCTH

BapuaHTOB mNopaxkeHus: Jjerkux y OonbHbIX A3Il, He umeromux C3CT, u BblIENEH

000C00JICHHO BapUaHT COYETAHHOTO MOPAXKEHUS JIETKUX.



Oxapakrepu3oBanbl cnenupuueckrue MopQpOoIOruuecKue U PEeHTT€HOJIOTHYECKUE
0COOEHHOCTH BapUaHTOB MopakeHUs Jerkux y nanueHToB ¢ A3II. [Ipoananu3zupoBaHbl
KIIMHUKO-MOP(OJOTUYECKHUE TMPOSBICHUS CAPKOUAONOA0O0HOTO MOPAXEHUS JIETKUX Y
nanneHToB ¢ [IbX u IIBX-AUT'.

YCTaHOBJIEHO JUMAarHOCTUYECKOE 3HAYEHHE YBEJIMYEHUS YPOBHS  OOILEro
ummyHoroOyimmaa M (IgM) ceiBopotku kpoBu y 60sbHBIX ¢ [IBX-acconuupoBaHHBIM
NIL

BnepBeie B MHUPOBOIl NPAKTHUKE BBIIIOJIHEHO MCCIEA0BAHUE CEPOIIOTHUYECKOTO
npodunst [IbX-cnennpuyeckux anTuHykaeapHbix aHtuten (AHA) mnpu pasnudsbIX
BapuaHTax nopaxeHus jgerkux y nanueHTos ¢ [1bX u IIBX-AUI.

OmnpeneneHbl OCOOGHHOCTH TEYEHHUS U MPOTHO3 MEUYEHOYHOT'O MOPAXKEHUsS MpU

Pa3JIMYHBIX BapHUAHTAX BOBJICUCHUA JICTKUX Y IMTAIUCHTOB C A3IL

TeopeTnueckasi 1 NpakTHYECKasi 3HAYNMOCTb PadoThI

[IpencraBiena KIMHUYECKas, pEHTreHOJOrMyeckas u  Mopdoioruyeckas
xapakrepuctuka MWIIJI, odaroBoro mnopakeHHs JErKUX, IOPAXKEHUS JUCTAJIbHBIX
OpOHXOB, TJIEBPHI, COCY/IOB JIETKUX U JTUM@paTudeckux y31moB mpu A3IL

OnpeneneHbl OCOOCHHOCTH  KIMHUYECKOTO TEYEHUS M MPOTHOCTHYECKOE
3HAYECHUE BBIIICYKA3aHHBIX BAPHUAHTOB MOPAKEHUS JIETKUX.

Ycranosnensl (akTopsl, acconmupoBanubsie ¢ UILJI, mopakeHnem nHUCTaIbHBIX
OpOHXOB U COYETAaHHBIM MOPAKEHUEM JIETKUX y ManueHToB ¢ A3,

[Toka3zaHa BO3MOKHOCTb OKKYJIbTHOI'O T€UECHUS PA3JIMYHBIX BAPUAHTOB JIETOYHBIX
nopaxkenuit y mnamueHtoB ¢ A3Il. Teopernuecku u mOpakTUYECKM OOOCHOBaHA
HeobxonumocTs ckpuanara UIJI y 6omenbix ¢ [TBX u [TBX-AUT.

[IponemoncTupoBana 1enecoodopaznocts ckpununra IIbX u IIBX-AUl y

nanueHToB ¢ UITJI HessicHOro mporCXoXKACHUS.
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MCTOHOJIOFI/ISI H ME€TOABbI UCCJICI0BAHUA

IIpoBoauIM NMPOCIEKTUBHOE OJHOLICHTPOBOE MCCIENOBaHUE, BKIrouMBLIce 175
nanueHToB ¢ A3IL. TlopaxkeHus Jerkux BBISBISUIM U KIACCU(PUIIMPOBAIN HA OCHOBAaHUU
PE3yJIbTATOB KOMIIBIOTEPHON TOMOrpaduu OpraHoOB I'PYIHOM KIIETKH, BBIIIOJIHEHHOU Y
BCEX MAaLMEHTOB, MPU HEOOXOJUMOCTH JOMOIHUTEIBHO MPOBOAWIN THCTOIOTHYECKYIO
Bepudukanuto. CpaBHMBaNIM JeMorpapuyeckue, KIMHUYECKHEe U J1abopaTopHbIe
[OKa3aTeNu Yy IalUEHTOB C BOBJICYEHUEM JIETKUX M 0e3 TakoBoro. Omnpenensuu
(dakTopbl, AaccOUMHUpPOBaHHbIE C HauboJee pacnpoCTPaHEHHBIMU  BapHaHTaAMU
MOpPAXEHUS JIETKUX. AHAIU3UPOBAIA OCOOCHHOCTHM TEUYEHUS JIETOUHBIX MOPaXKEHUH.
HaGmionenre mpoBOAMIM 1O OKOHYAHMSI MCCIEOBAHMS, HACTYIUIGHUS CMEpPTU OT
TMOOBIX MPUYUH WU TpaHCIUIAHTAMK NedeHU. OLeHUBANIM JIETOUYHYIO U MEYEHOUYHYIO

BBIKHBACMOCTD, ITPOTHOCTHYCCKOC 3HAYCHUC BAPHUAHTOB IOPAXKCHUA JICTKUX.

OcHoBHBIE MOJIOKCHHN A, BBIHOCUMbIC Ha 3alIUTY

1. IlopaxkeHue JErkKux — pacnpocTpaHeHHOe BHeNeueHouHoe nposisieHue A3IL C
HanOOJIBIIIEH YacTOTON mopakeHue jgerkux Haomoaarot npu [IbX-AUIL u T16X.

2. Tlopaxxenue nerkux npu A3II nmpeacraBieHo, rIaBHBIM 00pa3oM, MOPAKEHUEM
JTUCTAIBHBIX OPOHXOB W JIETOYHOTO MHTEPCTUIIMSA, B TOM YHCIE — B COUYETAHUU, PEKE
HAOJIOMAIOT 0YaroBO€ TOPAXKEHUE JIETKUX, TMOPAKECHHE IUICBPHI, H30JUPOBAHHYIO
MEIUACTUHAIBHYIO TUM(DaTeHONaTHIO, TPOMOOIMOOINIO BETBEH JITOYHON apTepuu U
nerouynsiid BackynuT. [Ipu [16X u [IbX-AWI" ¢ Hanbonbiielr 4acToTo 0OHAPYKHBAIOT
MHTepcTULIMANIbHOE mopaxeHue nerkux, npu [ICX, AUl u TICX-AUI" — nopaxenue
JUCTaTBLHBIX OPOHXOB.

3. HarepcrunmansHoe mopaxenue Jerkux mnpu  [IBX wum IIBX-AUD
acCOIMUPYETCSI C CYOKIMHUYECKMM TEUYEHUEM TMOPAXKEHUS MEeUYCHH, HaIuYheM
HEKa3€03HBIX TPaHyJeM B MEYEHHU, YBEIMUYCHUEM YPOBHS 001iero IgM u neidkonuToB

kpoBu. [lopaxkenue nucranbHbix OponxoB mpu Bcex A3II accouunmpyercst ¢ GOJbIIUM



BO3pacToM Hauaia 3aboneBaHus U Hamuuuem XbBII, couetaHHoe mMOpakeHHE JIErKUX
pu BecexX A3II — ¢ HanuuueM 0KUpEHMUS.

4. Ilopaxxenue nerkux npu A3II xapakrtepusyeTcsi BapuaOeIbHbIM KIMHUYECKUM
TEYEHHEM, MOJKET IMPOTEeKaTh KaK OECCUMITOMHO, TaK M OINPEAENsITh THKECTh
COCTOSIHUSA M HEONaronpusTHbIA MporHo3. Her koppensuuu Mexay aKTUBHOCTBIO

TE€YEHUs NMOPaKEHU reveHu u jJerkux npu A3ILL

BHenpenue pe3yJbTaTOB B IPAKTHKY

Pe3ynbTaThl McClIeOBaHUS U CJICAYIONIME M3 HUX MPAKTHYECKHUE PEKOMEHIAIIUN
UCIIOJIb3YIOTCSI B pabOTe MyJIbMOHOJIOJOTHYECKOTO0 M TeNaTOJOTHYECKOro OTIETICHUMN
Knuauku peBmaronoruu, Hedposoruun wu npodmarosorun uM. E.M. Tapeesa
YHupepcuteTckon kimHUYecKor 00iabHHIBI Noe3 OI'AOY BO Ilepsoro MI'MVY um. U.
M. CeuenoBa Munznpaba Poccun (CeueHOBCKUY YHHUBEPCUTET), B yUeOHOM IpoIecce
Ha Kadeape BHYTPEHHHX, MpodecCHoHaNbHBIX Oosie3Hed u peBmaTosoruun MHcTuTyTa
knmuHnueckuit meauimuabl uM. H.B. Cxmudocosckoro ®I'AOY BO Ilepsoro MI'MVY

uM. U.M. CeuenoBa Munsapasa Poccun (CeueHOBCKHI1 Y HUBEPCUTET).

JIM4HBIN BKJIAJ aBTOpPa

ABTOpOM pa3paboTaH Au3aiiH HccleAoBaHUs, CHOPMYIHPOBAHBI €r0 IEib U
3a/1a9M, BBITIOJIHEHBI ATAaIlbl JUCCEPTAIMOHHOW paboThl (OmOmmorpaduuecKuil MOWCK,
BEJICHWE TMAIMEeHTOB, COOp H WHTEpHpeTanus KIMHUYECKOTO M JabopaTOpHOTO
MaTepuasia, CTAaTUCTHYECKUN aHAIW3 W CHUCTEMaTH3allds Pe3yIbTaTOB HMCCIEIOBAHUS).
ABTOp pPabOTBl TPHHWMAT HEMOCPEICTBEHHOE YYacTHE B ONPEJCICHUH TaKTUKHU
oOcnenoBaHUs " JICUCHHUS MAIMEHTOB, TOCTIMTATU3UPOBAHHBIX B
MyJIEMOHOJIOJIOTHYECKOE W TEemaToJIOTUYECKoe OTAeneHus KIWHUKH peBMaTOJIOTHH,
Heponorun u mpodmnaronorun uM. E.M. TapeeBa. ABTOpoM chHOpPMYIHPOBAHBI

OCHOBHBIC BBIBOJAbI MCCIICAOBAHUA U pa3pa60TaHLI MMPAKTHYCCKUEC PCKOMCHOALIH.
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CooTBeTcTBHE IMCCEPTALMH MACIOPTY HAYYHOH CIIELMAJIbHOCTH

HayuHnble MONOXKEHHS W pe3yNbTaThl HCCIEAOBAHUS COOTBETCTBYIOT (opmylie
cnemuanbHoctd  3.1.18.  Buytpennue  Oone3nu.  [uccepraumonHas  pabota
COOTBETCTBYET 00JaCTH UCCIEIOBAHUS CIEIIUATBHOCTH, B YaCTHOCTU — IyHKTaM Ne 2, 3

u 5 macniopra crneruaibHocTu 3.1.18. BHyTpenHue 0ose3Hu.

CreneHb 10CTOBEPHOCTH U ANPodanusi pe3yJibTaTOB

JIOCTOBEpHOCTh ~ pEe3yJbTaTOB W  BBIBOJAOB  HCCIIECOBaHHMS  oOecredeHa
JOCTaTOYHBIM OOBEMOM U  PENPE3CHTATHBHOCTHIO BBIOOPKU, UCIIOJIH30BAHUEM
COBPEMEHHBIX METOJOB OOCIIeIOBAaHMS YYaCTHUKOB HCCJICAOBAHUS U CTATHUCTUYCCKOM
00paboTKOM MaccuBa JaHHBIX B JUIleH3MOHHOUW mporpamme IBM SPSS Statistics 22
(IBM Corporation, CIIA). Marepuanbl W METOABl HCCIECAOBAHUS aJCKBATHBI
MOCTaBJICHHBIM 3aJlayaM.

Marepuanibl auccepTaliii  JOJIOKEeHbI Ha 29 MexayHapogHOM KOHTpecce
EBpomnetickoro pecrnmparopHoro obmiectBa (r. Manpun, Wcnanus, 28 ceHTA0ps-2
okTsa0ps 2019 roga), 30 MexnyHnapoaHoMm KoHTpecce EBpomneickoro pecnuparopHOTo
oOmiecTBa (BUpTyanbHbIA ¢dopmar, 7-9 cenradps 2019 roma), 29 OOBenuHEHHON
Poccuiickoit 'actposnreponornueckoit Henene (r. Mocksa, Poccusi, 26-28 ceHTI0ps
2023 roma), XXXIIl HarmmonaimsHoM KoHrpecce mo 6oje3HsSIM opraHoB abIxaHus (T.
Mocksa, Poccusi, 10-13 oxts6ps 2023 roma), XVIII Hammonansnom Konrpecce
TepamneBToB; (r. Mocksa, Poccusi, 20-22 nos6ps 2023 roma) u XXXIV HanronansHom
Konrpecce nmo 6one3nsim opranoB npixanus (r. MockBa, Poccusi, 15-18 oxts6ps 2024
rojaa).

Amipobarusi  pe3yinbTaTOB JIHCCEPTAIMOHHOTO HCCieaoBaHuss cocrosiack 20
HOs10ps 2025 rona Ha 3aceganuu Kadeapbl BHYTPECHHUX, MPOGECCHOHANBHBIX 00JIe3HEH

u peBmaronorun MHctuTyTa kinmHudeckod menuuuusl umenun H.B. CxmudocoBckoro

OI'AOY BO Ilepeiit MI'MY nm. .M. Ceuenosa.


https://spulmo.ru/upload/congress_33/works.pdf
https://spulmo.ru/upload/congress_33/works.pdf
https://spulmo.ru/upload/congress_33/works.pdf
https://spulmo.ru/upload/congress_33/works.pdf
https://spulmo.ru/upload/congress_33/works.pdf
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IIy0ukauuu no remMe auccepranumn

[To pe3ynbraram auCCEPTALIMOHHOTO MCCIETOBAHUS OMyOJMKOBAHO 9 MEYAaTHBIX

pabot, B Tom unciie 6 B )xypHaiax BAK/PY JIH/MBII,.

O0beM 1 CTPYKTYpa AUcCCePTALNH

Huccepranus uznoxkeHa Ha 203 cTpaHUIIaX TMEYATHOTO TEKCTa M COCTOMUT M3
BBEJICHUsA, 0030pa juTepaTypbl, TIiaB «Marepuaiabl M METOJbI HCCIEAOBAHUSIY,
«Pe3ynbratel  cOOCTBEHHOro  HccienoBaHus»,  «OOCyXIeHHE  MOJYyYEHHBIX
pE3yNbTaTOB», BBIBOJIOB, MPAKTUYECKUX PEKOMEHJIAIMM, CIHCKA COKpAICHUMH,
NPWIOXKEHUHM U criucka auTeparypbl. CIHCOK JUTEPATyphl CONEPKUT 266 MCTOUHHUKOB,
U3 KOTOpBIX 15 oreuecTBeHHBIX U 251 3apyOexHbIil. Jluccepranus WTOCTpUpoBaHa 25

pucynkamu, 51 TaGauniel U CoaepKUT / KIUHUYECKUX HAOII0ICHUH.
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I'IABA 1. OB30P JIMTEPATYPbBI

1.1. Knaccnpuxkanus u 1udpepeHnaibHO-IHATHOCTHYECKHE KPUTEPUH

ayTOMMMYHHBIX 3200/1€BaHUH NeYCeHHU

K A3Il orHocsAT 06oyie3HH, OOUIMM MPU3HAKOM KOTOPBIX SBISIETCS HAIM4YUe
UMMYHOIATOJIOTUYECKUX  TPOIIECCOB,  MPUBOJAIIMUX K  MNPEUMYIIECTBEHHOMY
MOPAXKEHHUIO OpPraHoB rematoOuinapHoi cuctembl. EctecTBeHHOE TeueHue Bcex A3II
COMPOBOXKJAETCS MporpeccupoBanueM (pudpo3a MmeyeHu ¢ MOCIECAYIONUM DPa3BUTHEM
IIT u ero ocnoxxHenuil. B HacTositee Bpems BeIACIAIOT cienyroniue Buasl A3IT: AUT,
IIBX, IICX, a Takxke nepekpectHbie cuHApoMbI [IBX-AUIL u TICX-AUI.

AUT" — 3aboneBaHue MeUeHN HEU3BECTHON ITHOJIOTUH, KOTOPOE XapaKTePHU3yeTCs
HaJIUYMEM HEpa3peIIaroIerocsi BOCMAJCHUs B MEUEHU W, KaK MPAaBUIIO, MPOSBISICTCS B
NEPUTTOPTAIIBHBIM TeMaTUTOM BBICOKOM aKTUBHOCTH, THIEpraMMaryiooyanHeMuen u, B
OOJIBIIIMHCTBE CIy4YaeB, XOPOIIMM OTBETOM Ha MMMYHOCYIPECCHBHYIO Tepamuio [58].
AUD" dame pa3BuBaeTcss y KEHIIMH, HAOMIOJAIOT JBa MUKAa 3a00JI€Ba€MOCTH: B
IOHOIIIECKOM H IOKHIIOM Bo3pacte [58].

VYrpolieHHple  IMarHOCTHYECKUE KpUTEpUU 3a00JeBaHUsA, MPEIJI0KEHHBIC
MesxmyHapoaHo# rpymmoit mo uzyuennto AUI, npeacrasnenst B Tabmuie 1 [237]. [pu
obmem konuuectBe OamioB 6 namarHo3 AWMIT cuuTaeTcs BepoOSATHBIM, Hpu 7 —

OIPEJICIICHHBIM.

Tabnwma 1 — YnpomieHHsie quarnoctadeckue kputepuu AUL [237]

[IpusHaku banns

AnTHTENa AHA nmn ASMA nimn aatu-LKM 1
B TuTpe > 1:40

AHA nmn ASMA nimn aatu-LKM 2
B TuTpe > 1:80

Cepono3utuBHOCTH 1m0 aHTU-SLA/LP 2

19G oOmmii BI'H 1

> 1,1 BI'H 2
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[Iponomxenue Tabauisl 1

I'mcronornueckas kapTuHa He npotusopeunt AU 1
Tunnuna g AUT 2
OTtcyTcTBHE BUPYCHOT'O T€NaTUTA [a 2
Het 0

I[IBX — xpoHuyeckoe XxoJjiecTaTUYeckoe 3a00JIeBaHME TEYEHH HEU3BECTHOM

ATUOJIOTHH, BO3HUKAIOIIEE BCJIEJACTBUE HMMYHOONOCPEAOBAHHOTO  TMOPaXEHHUS
OMIMApHON CUCTEMBI MPEUMYIIIECTBEHHO Yy JKCHIIIMH B MEPUMEHONAy3aJIbHOM MEPHO/IC
[105]. Mopdonoruueckum cyodcrtparom [IBX sBiseTcss XpOHHYSCKHN HETHOMHBIN
JNECTPYKTUBHBIM  XOJIAHTUT, BOBJICKAIOIIMN BHYTPUIICUCHOUYHBIE  MEXKIOJbKOBBIC
KETUYCBBIBOIAIINE TPOTOKH. XapaKTepHbIe Ja0OpaTOpHbIE M3MEHEHHS BKIIIOYAIOT
nepcuctupytomiee mnosbimenne aktuBHoctu 1[®d, I'TT u ypoBus oOmero IgM
ChIBOpOTKH KpoBH, Hamumune AMA-M2 u [IbX-cnemmnduueckux AHA. Kpurepuem
JIMarHo3a SIBJSIETCS HAJMYME yKa3aHHBIX TUCTOJOTUYECKUX W/ MW UMMYHOJIOTHYECKUX
IPU3HAKOB B COYETAHUU C MoBbImeHneM aktusHoctr 1P Beime 1,5 BI'H [105].
ITepexpecthbiii cunapom IIBX-AUI xapaktepu3yercsi coueTaHWEM MPU3HAKOB
obOoux 3aboneBanuil. JluarHocTHUecKUe KPUTEPUU CHHAPOMA TIpeicTaBiIcHbl B Tabmuiie
2 [45]. dnsg ycTaHOBIIEHHS AMArHO3a HEOOXOAMMO HaIWYKe HE MEHEe 2 KPUTEPHEB Kak

s 116X, tak u AUT.

Tabmuma 2 — Auarnoctuyeckue kpurepun [1BX-AUI [45]

Kpurepuu 116X
AxtuHoCTb [II® > 2 BI'H u aktuBnocts I'TT > 5 BI'H
Hanmuune AMA-M2

XPpOHUYECKHN HETHOMHBIN NECTPYKTUBHBIA XOJIAHTUT
Kpurepun AUT

AxtuBHocts AJIT > 5 BI'H
19G o6muii 6onee 2 BI'H i vHammane ASMA

YMEPEHHO WY 3HAYUTENIbHO BBIPAXKEHHBIE ITEPUNIOPTAIIBHBIE WU NTEPUCENTATIbHBIC
TUMQOLITapHBIEC CTYIIEHYATHIE HEKPO3bl
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[ICX — xpoHuyeckoe XojecTaTUyecKoe 3a00JeBaHHE I€UEHU HEU3BECTHOU
ATUOJIOTHH, BO3HMKAIOIIEE, KakK MPaBUIO, B MOJOJOM BO3pacTe, BCIEICTBUE
MMMYHOOTIOCPEAOBAHHOTO CKJIEPO3UPYIOIIETO MOPaXEHUS KPYIHBIX
BHYTPUIICYEHOYHBIX W  BHEMNEYEHOYHBIX JKEIYEBBIBOASIIMX NPOTOKOB. Pexe
HaOJIOIal0T HM3O0JUPOBAHHOE TOPAXKEHHE BHYTPUIICUECHOYHBIX KEITUEBBIBOISIINX
NpOTOKOB Mayioro kamuOpa [44]. Mopdomorndeckum cyOcTpaToM 3a00JIeBaHUS
sBisieTcss (GUOPO3HBIN OONUTEPUPYIOMIMM XOJIAHTUT, MPU BU3yAIM3ALUH OUIHAPHOU
CUCTEMBbl OOHAPYKMBAIOT MHOXKECTBEHHBIE CTPUKTYPHI, UYepeayIoNIuecs ¢ y4acTKaMu
paciiMpeHuid. Y 4acTH MalueHTOB B KpoBH 0OHapyskuBatoT mAHILIA [44].

[ICX-AUI' xapaktepuszyeTcsi codeTaHuEM MOP(OJOTHUECKUX, KIMHUYECKUX U
naboparopubix npusHakoB [ICX u AUI [44]. 3aboneBanue pa3BuBaeTCs, Kak MPaBuUIIo,
y IeTel u MOoJoAbIX B3pocibiX. JuarHoctuueckue kputepuu kak [1CX, tak u [1CX-

AMUI B HacTosIIee BpeMsi He pa3paboTaHBbI.

1.2. BHeneyeHOYHbIE NPOSIBJIEHUS] ayTOMMMYHHBIX 3200/1eBaHUIl NeYeHH

Knunnueckas xaptuna A3Il ompenensiTcs HE TOJIBKO IOPaXEHUEM OpPraHoOB
renaToOMIMapHONW CHCTEMBI, HO W Pa3JIMYHBIMA BHENICYCHOYHBIMH IOPAKCHUSMH, B
TOM YHUCJIE — CHCTEMHBIMU MPOSBICHUSMH, BOSHUKAIOIIUMU MPU ITHX 3a00neBaHmsIX. K
CHUCTEMHBIM TMPOSIBIICHHSAM OTHOCSAT KIMHUYECKHE U JabopaTtopHblie (EHOMEHBI,
aCCOIMMPOBAaHHBIE C AyTOMMMYHHBIM 3a00JICBAHUEM M HMEIOIIHE OOIIHE C HUM
MEXaHU3Mbl pa3BUTHA. B oTinuMe OT APYrux KIMHUYECKUX MPOSIBICHUHN, CUCTEMHBIC
MPOSIBJICHUSI BCETJa Pa3BUBAIOTCS BCJCJACTBHE MMMYHONATOJOTHMYECKUX PEAKIMM, HE
SIBJISIFOTCS OOJIMTaTHBIMU TIPOSIBJICHUAMH ayTOMMMYHHOTO 3a00JIEBaHMS, OJHAKO MOTYT
MIPEAIICCTBOBATh €My HIIH IPE00IaaaTh 0 aKTUBHOCTH TCUCHUS.

YV mnaummentoB ¢ A3Il, xkpome, COOCTBEHHO, MOPAKEHHUS IEUYECHHU, BO3MOXKHO
MMMYHOIIOCPEJIOBAHHOE BOBJICYCHHE W JIPYTMX OPraHOB, YTO MOXKET BBIPAXKATHCS B
HaJIMYUM OTJEJIBbHBIX CHMIITOMOB WJIM CHHJIPOMOB (HampuMmep, apTpairuii uiu

«CyXOro»  CHHJApPOMA), OpraHHBIX  TMOpPKEHUH  (HaAmpuMep,  XPOHUYCCKUIA
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ayroummyHHBIH TUpeoauT) win C3CT (mampumep, CCJ]) [1, 6, 15]. YcranoBineHo

HaJIM4YKUC aCCOIMAINU MCIKOY A3Iln pas3siIMYHbIMH ayTOUMMYHHBIMU IIATOJIOTHUSMMU.

1.2.1. BHene4yeHOYHbIE MOPAKEHUS IPU AYTOUMMYHHOM renaTure

PacripocTpaHeHHOCTh BHENEYCHOUYHBIX MMMYHOOITOCPEIOBAHHBIX MOPAKEHUN Y
00mpHBIX AWI™ eBpomeicKoro mMpouCXO0XKICHHsI TI0 JIAHHBIM Pa3UYHbBIX HCCIICTOBAaHUIN
Bapbupyet ot 19,8 no 72,6%, y smonnes — 24%, y kuraiines — 31,3% [9, 15, 81, 28,
252, 185, 166]. Cpenu 562 eBponeciiniee ¢ AUT" y 168 (29,9%) obOnapyxuBamu 1
BHEIICUCHOYHOE Topakenue, y 53 (9,4%) — 2, y 10 (1,8%) — 3, y 3 (0.5%) —4. VY 54,6%
MalMeHTOB BHEIICUEHOYHBIC MOPaKeHUs ObUTH quarHoctupoBansl 1o AU [252].

B nomnymsiiuu 6onbHBIX AUTT 13 BennkoOpuTaHUM BHENEYCHOUHBIC TTOPaXKCHUS
M000r0 BUIa 3HAUMMO Yallle TUarHOCTUPOBaIu y skeHiuH (85,2% u 76,1%, p=0,008) u
Opd HAJIMYUH ayTOMMMYHHBIX 3a0osieBaHuii y uwieHoB cembu (55,8% u 37,9%,
p=0,002), pexxe — y maruentoB, uMmeBmux ASMA (49,8% u 65%, p<0.001) [252].
NmMmyHOOIIOCpE1I0BaHHbIE MTOPAKEHUS KOXKH Yallle oOHapyx uBain y Hocurened ASMA
10 CpaBHEHHIO C marueHTamu, uMmeBmUMH aHTU-LKM-1/aatu-LC-1, u GonbHBIMEH ¢
ceponeratuBabiM AUT" (21,9%, 7,0% wu 7,1%, coorBerctBenno, P=0,009) [252].
AyTouMMYHHBIE 3a00JI€BaHUS IUTOBUIHOM KEJIE3bl 3HAYUMO Yallle JUArHOCTUPOBAIU
y 6onpHBIX ¢ cepoHeratuBHbIM AUWI u GonbHBIX, uMeBmKX aHTU-LKM-1/aaT-LC-1,
10 CpaBHEGHHMIO ¢ TmanueHTamu, wuMmeBmuMu ASMA (32,1%, 31,3 u 15,%,
cootrBeTcTBeHHO, P=0,025). He OBUIO BBIABICHO pA3IUYHMil 10 YaCTOTE BBISBICHUS
MOOBIX BHEIMEUYEHOUYHBIX mMopakenuit y Hocutener ASMA (14,0%) u antu-LKM-
1/aatn-LC-1 (18,0%) cpemu OompHbIx AWIT w3 bpaswmmu [34]. B poccuiickom
OJTHOIICHTPOBOM  HCCJIEIOBaHWU (aKTOpaMu pHUCKA PA3BUTHUS BHEMECUECHOYHBIX
nopaxxennit npu AWM Oblmu  Bo3pacT Oosnee 34 JeT, IJUTEIBHOCTh TEUCHUS
3abosieBanus niedeHu oosee S ster, Hanmawe LI u ceponosuruBHOCTH 10 PO [15].

Cnektp m yacTtoTa BHENEYEHOYHBIX mposiBieHud npu AWNI npeacraBieHsl B

Tabnmune 3. Bo Bcex momymsmusix KpoMe KHTAWCKOW B CTPYKTYype ayTOMMMYHHBIX
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NOopakKeHUM Tmpeodnafand ayTOMMMYHHbIE 3a00JIEBaHMSI IIUTOBUIHOM  KEIE3bl
(xpoHWYeCKHII ~ ayTOUMMYHHBIH  TuUpeoauT u  tupeoaut ['peiica), C3CT
(npeumymectBenHo, PA u CII) u ayrouMmyHHBIE 3a00J€BaHUS KEITYTOYHO-

KHUILIEYHOTO TPAKTa, CPEAN KOTOPBIX Mpeodaaaan S3BEHHbIN KOJIUT.

Tabauma 3 — CriekTp ¥ yacToTa BHENCUCHOYHBIX mopaxxenuit npu AU [252, 185, 34,
224]

BenukoOpuranus bpasunus I'epmanus Kwurai
(n=562) (n=143) (n=278) (n=83)

AyTOMMMYHHBIC 101 (18%) 3 (2,1%) 28 (10,0%) | 4 (4,8%)
3a0oseBaHus
[IIATOBUIHON
KeJe3bl
Caxapublii quader 1 21 (3,7%) 1 (0,7%) 2 (0,7%) 0
THIIA
AyTouMMYyHHas 0 1 (0,7%) 0 0
TeMOJIMTHYCCKAS
aHeMUISI
NmmyHHas 7 (1,2%) 0 0 0
TPOMOOITUTOTICHUS
Butunuro 6 (1%) 2 (1,4%) 5 (1,8%) 0
AyTOMMMYHHBI# 0 0 1 (0,4%) 0
aTpodudeckuii
racTpUT
Lenmuakust 8 (1,4%) 0 3 (1,1%) 0
SI3BEHHBIN KOJIHT 21 (3,7%) 1 (0,7%) 4 (1,4%) 1 (1,2%)
bonesns Kpona 0 0 1 (0,4%) 0
XPpOHUYECKHMA 4 (0,5%) 0 0 0
TJIOMEPYITOHEPPUT
CKB 16 (2,8%) 2 (1,4%) 2 (0,7%) 9 (10,8%)
PA 19 (3,4%) 3 (2,0%) 5 (1,8%) 3 (3,6%)
CILI 16 (2,8%) 0 4 (1,4%) 8 (9,6%)
CCH 0 1 (0,7%) 0 0
Cunnpom PeitHo 9 (1,6%) 2 (1,4%) 0 0
PaccesanbIii CKIIEpO3 2 (0,4%) 0 2 (0,7%) 0
NI1JI 3 (0,5%) 1 (0,7%) 0 0
CapkowujiHas 0 0 1 (0,4%) 0
peaxius
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[Ipy ayTOMMMYHHOM TOJUTJIAHAYJSIPHOM CHHApPOME | THUma — CHCTEMHOM
ayTOMMMYHHOM 3a00JIeBaHUH, BO3HUKAIOLEM BeiencTeue myraunii resa AIRE, napsany
C IMMYHOOTIOCPETIOBAHHBIMU YHJAOKPUHHBIMH TATOJIOTUSIMH Takke HaOmomaroT AUL B
COUCTAaHUU C JPYTUMH aAyTOUMMYHHBIMH TIOpQXEHUSMHU. B  peTpOCIIEKTUBHOM
MHoOromeHTpoBoM uccienopanuu AUIDT Ovi1 auarnoctupoBan y 18 (41,9%) uz 43
OOJBHBIX AyTOMMMYHHBIM TOJHUTIAHAYISIPHBIM CHHApPOMOM 1 THma. Y TaIMeHTOB,
umeBimx AUID, 3HaunMo varie AuarHocTupoBain suTeponatuio (94% u 64%, p=0,03),
nopaxenus koxu (89% u 48%, p=0,01) u UILJT (61% u 24%, p=0,03) [41].

B muoronentpoBoMm wuccienoBanuu, BkiatounBiieM 71 manuwenta ¢ [IBX-AUT,
BHETICUCHOYHBIE TTOpaKeHUsI ObUTH AuarHoctupoBanbl y 31 (43,6%) u3 HUX, IPU ITOM Y
23 (32,3%) manmentoB Habmromanu 1 mopaxkenue, y 8 (11,3%) — 2 nopaxkenus [69].
IIpu IIBX-AUID' 3naunmo yame, yem npu AUWD BesBismm CHI (7,2% u 2,4%,
cootBeTcTBeHHO, p<0,001) u CCJl (4,7% u 0,8%, coorBeTcTBeHHO, P<0,05), pexe —
oonesnb Kpona (0,4% u 0,9%, coorBeTcTBeHHO, p<0,05) [116].

Y OGompHpix AWI ¢ BHENEUYEHOYHBIMH TMOPAKEHUAMH 3HAYMMO  4Yallle
oOHapyxuBanu GuOpo3 meueHn Ha paHHuX cragusx (20,9% u 6,5%, p<0,001), pexe
auardoctupoBanu acuut (6,3% u 13,6%, p=0,008) u koarymnomaruto (1,18% u 1,27%,
p=0,013), oHaKO 3HAYMMBIX OTIWYUI MO YacToTe oTBeTa Ha jeueHue (93,5% u 94,5%,
p=0,584) u neyenounoi BbbKUBaeMocTu (71,8% u 58,0%, p=0,153) ycraHoBneHo He
obuto [252]. B apyrom ucCIeqOBaHMM TaKkKe HAOIIOMAId TEHACHIIMIO K MEHBIICH
BBIP2XCHHOCTH (prOpo3a medeHn y OOJBHBIX ¢ BHEIEUCHOYHBIMU TIOopaskeHussMu [169].
He Obuto pasznuumii mo yacToTe OTBETa Ha UMMYHHOCyNpeccuBHYIO Tepanuio (79% u
78%, p>0,05) u ucxomy B muppo3 (52% wu 54%, p>0,05) y 6ompHBIXx AUT" 113 bpazwimn
C BHEINCYCHOYHBIMH TOpaXCHUsAMH W Oe3 TakoBbIX [34]. B apyrom wucciemoBaHuu
JIECSATUIICTHSISI CMEPTHOCTh TAIIMIEHTOB C BHEMEUYEHOYHBIMHU TMOPAKCHHUSIMU COCTAaBHUJIA
27,2% (95% AU 25,2-29,4), y manueHTOB 0€3 BHEMEUCHOUHBIX MmopakeHuin — 21,6%
(95% M 19,9-23,6). [lpr Haymyuu | BHENMEYCHOYHOTO TOPAKEHUS PUCK CMEPTH
yBenmuuBasics Ha 30% (OP 1,3 (95% AU 1,06-1,48)), mpu Hamuumum 2 u Ooiee
nopaxennii — Ha 54% (OP 1,54 (95% AU 1,15-2,05)) [32].



18

1.2.2. BHene4yeHOYHbIE MOPAKEHUS IPH IEPBUYHOM OMJIMAPHOM XOJIaHTHTe

NMMyHOOMIOCpEe1OBaHHbIE BHENEYEHOUYHBIE MOpa)KeHUs1 oOHapykuBanu y 25,1%
1 55,0% 6onbubIX [IBX a3uatckoro u eBpOnencKoro MporucXoxKaeHUs, COOTBETCTBEHHO
[46, 53]. MHOXeCTBeHHBIC ayTOMMMYHHBIC TIpOsiBiieHUs] HaOmoxamu y 221 (61,2 %) u3
361 6oabHbIX [1BX u3 crpan EBpomnsr [80]. IIpu stom 123 (34,1%) nanuenTa umenu 1
BHeneueHouHoe nopaxenue, 70 (19,4%) — 2 nopaxenus, 23 (6,4%) — 3 nopaxenus, 5
(1,4%) — 4 mopaxenus [24]. B poccuiickoM peTpOCHEKTHBHOM OHOLIEHTPOBOM
uccienoBanuu cpeau 105 manuentos ¢ I[1bX u cucremubiMu nmopakenusimu 39 (37,1%)
uMmenu 1 BHeneueHoOYHOE niposiBiieHue, 41 (39,0%) — 2 BHEMEYCHOUHBIX TPOSIBICHUS, 25
(23,8%) — 3 BHemeueHOUHBIX mposiBiacHus [6]. HambGonee dyacThiMu BapuaHTaMu
accommanuii Obutn coyeranune CILI, UITJI u XxpoHHueckoro TyO0OJIOUMHTEPCTUIIMATBEHOTO
Hepputa y 17 (16,2%) mnamumenroB, coderanue CII, WIIJI, xpoHHYECKOTO
TyOOJIOMHTEPCTUIIMAIBHOTO HEPpPUTA U XPOHUYECKOTO ayTOMMMYHHOTO TUPEOAUTA Y 7
(6,7%) manuentoB [6].

[lo maHHBIM PETPOCIEKTUBHOTO MHOTOIEHTPOBOTO WCCIEIOBAHUS HMHTEpPBAJ
MEX]ly JUArHOCTHPOBAHHWEM BHENEUYeHOUHBIX nopaxkeHuid u I1bX cocraBun 4,0 £ 1,5
roaa [53]. B apyrom oIHOIIEHTPOBOM PETPOCIEKTHBHOM HCCIIeA0BaHUH Y 96 (66,2%)
u3 145 nanuMeHTOB KIMHUYECKHWE TMPOSIBICHHUS BHENEYEHOYHBIX MOPAKEHUMN
manupectupoBann nocie aedrora [IbX, y 35 (24,1%) — mpenmectBoBanu n1e0l0Ty
IIBX, y 10 (6,9%) — pa3BUBaIuCh OJHOBPEMEHHO C IEUYEHOYHBIM IOPAKEHUEM.
NHTepBan MeXIy TMOSBICHUEM BHENEUCUYHBIX MPOSBICHUM W KIMHUYECKOU
MaHudecTanuel 3adoneBanus nedenu cocrasui 4,1 + 2,1 rona [6].

B peTpocnekTHBHOM MHOTOIEHTPOBOM HccieqoBaHuu B rpynmne 0onbHbix [IBX
(n=1032) o cpaBHEHHIO C KOHTPOIBHOU rpymmoi (N=1041), cormocTaBieHHON 1O MOy
¥ Bo3pacty, 3Haunmo damie auarHoctupoBain CKB (3% wu 0,5%, cooTBeTCTBEHHO,
p<0,001), ayrommmyHHBIE 3ab0ojeBaHus IUTOBHIHOW >keme3sl (9% uw 1%,
cootBeTcTBeHHO, p<0,001), cunapom Peiino (12% u 2%, cootBetrcTBeHHO, p<0,001),

CII (10% wu 0,5%, coorBerctBenno, p<0,001) u CCJ (2% u 0%, COOTBETCTBEHHO,
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p<0,001). He Obw1o 3HaumMbIX pasnuuuid o 4vactote BbisiBIeHus PA (10% wu 8%,
cootBeTcTBeHHo, p>0,05), IIM/IM (0,6% wu 0,1%, coorBercTBeHHO, p>0,05) wm
OponxuanbHoi acT™bl (12% u 14%, coorBeTcTBeHHO, p>0,05) [91].

B npyrom perpocnekTuBHOM OJHOLIEHTPOBOM HccienoBanuu npu [1bX 3Haunmo
yarie JUarHOCTUPOBAIM ayTOMMMYHHBIE 3a00JieBaHUs HIUTOBUIHOM xene3bl (13% u
1%, p<0,001), curapom Peiino (9% u 1%, p <0,001), AUT" (6,0 u 0%, p<0,001), CII
(7% u 0%, p<0,001) u Butrmuro (2% u 0%, p<0,007). He ObuTIO 3HAYMMBIX pa3IHunit
110 YacTOTE BBIABJICHUS Y O0nbHBIX [1BX U U1l KOHTPOIBHOM Tpynbl rcopuasa (6% u
5%, coorBetrcTBeHHO, p>0,05), caxapHoro auabera 1 Tuma (4% u 4%, COOTBETCTBEHHO,
p>0,05), PA (3% u 1%, cootBetrcTBeHHO, p >0,05), paccessuHoro ckieposa (1% u 1%,
cootBeTcTBeHHO, P>0,05), CKB (1% u 0%, coorBercTBenHo, p>0,05), B3K (1% u 0%,
cooTBeTcTBeHHO, p>0,05), peBMaTHYECKOW TMONMMHAITHA W TUTAHTOKJICTOYHOTO
aprepunta (1% u 0%, coorBercTBenHo, p>0,05), nepuuinosnoi anemuu (1% u 0%,
cootBeTcTBeHHO, p>0,05), [IM/IM (1% u 0%, cootBeTcTBeHHO, p >0,05) u CCH (1%
u 0%, coorBeTcTBeHHO, p>0,05) [53].

Pacnpoctpanennocts paznuuabix C3CT y mamuentoB ¢ IIBX 3HauuTenbHO
BapbUpyeT B 3aBHCHMOCTH OT reorpaduueckoro perwona [6, 247, 248, 160]. B
o6onpmmHcTBe cTpaH CIII sBnsercsa nambonee yacto auarHoctupyembiM C3CT, Torma

kak CM3CT u [IM/JIM Bctpeuarorcs pexe Bcero (Tadmuia 4).

Tabmuna 4 — Pactipoctpanennocts C3CT y maruenToB ¢ [1IBX [6, 247, 248, 160]

BenukoOGputanus Nranus Kwurai Poccus
(n=160) (n=170) (n=322) (n=145)
Cla 40 (25,0%) 6 (3,5%) 121 (37,6%) 59 (40,7%)
CCa 12 (8,0%) 21 (12,3%) 9 (2,8%) 8 (5,5%)
CKB 2 (1,3%) 3 (1,8%) 12 (3,7%) 0
PA 27 (17,0%) 3 (1,8%) 9 (2,8%) 2 (1,4%)
[MM/IM 0 1 (0,6%) 10 (3,1%) 1 (0,7%)
Cm3CT 0 1 (0,6%) 0 0
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VY CTaHOBIEHO HAJUMYME JIOKYCOB T'€HETUYECKON MPEApPaCIONOKEHHOCTH, OOIIMX
kak ms [1bX, tak m C3CT: HLA-DQB1, STAT4, IRF5, MMEL1 u CTLA4 — nis 11X u
PA, IRF5 — s [IBX u CKB, STAT4 u IRF5 — nna [1BX, CCJI u CIII [246, 215].

VY 6onbnbix [IBX, momumo C3CT, Takke 0OHApYKUBAIOT PSAJ APYTHX CUHIPOMOB
U MOHOOpPTaHHBIX TopaxeHuil: aprpanruu (19,3-42%), cyxoit cunapom (72-100%),
XPOHHYECKUN TyOOJOMHTEepCTHIHAIbHBIA Hehput (16,6%), modyeuHblil KaHAILICBBIH
aro3 (50-60%), aBToHOMHYIO U ceHcopHyo nouHerponatun (54-81%), muokapauT
(4%) [6, 31, 119, 192].

@akTopbl pUCKAa BHENEYEHOYHBbIX mnopaxeHnd mnpu IIbX HesacHsl. B
peTpocniekTuBHOM uccieaoBanuu Floreani m coaBT. He ObUIO BBISBICHO pa3Inyuil
MEXIy TpYINIaMH TMalMEHTOB EBPOIEUCKOr0 MPOUCXOXKICHHUS C BHEMEYCHOYHBIMU
NPOSIBJICHUSMU M 0€3 TaKOBBIX 10 BO3PACTY HA MOMEHT yCTaHOBJIeHHs Auaruosa, UMT,
4acTOTe KypeHHUs U YNOTpeOIeHHUs allKOroJisi B TOKCMYECKHUX J103aX, CEPOMO3UTUBHOCTH
mo AMA-M2 u AHA, THCTOJOTrMYECKHM CTaausIM 3a00J€BaHUS II€YCHH U OOIIeH
BbDKMBaeMocTH. llpu MHOroakropHoM aHamm3e TOJBKO IKEHCKHM TMOJ  ObLI
aCCOIIMMPOBAH C YBEJIMUYECHHEM PHCKa pa3BUTHs BHeNeueHOUHbIX nposiienuit (OLL 4,8,
95 % U 1,6-13,7, p=0,004) [80]. B poccuiickoM peTpOCHEKTHBHOM OJHOLIEHTPOBOM
UCCIe0BaHNN (DAaKTOpaMHU pHCKa CUCTeMHBIX TposiBieHui [IBX OblHM JIUTENBHOCTH
3aboneBanus Oosiee 5 jer, Hamuuue P B chiBopoTke kpoBu M |V THCTOMOTHYECKAs
cranus 16X [6].

®akropamu pucka pazputuss C3CT y manuentoB ¢ IIbX Obuio Hamuuue ALJA
(OI 24,5, 95% OU 5,5-108,8, p=0,0001), AHA (Ol 23,9, 95% AU 5,6-101,8,
p=0,0001) u cunapoma Peitno (OLI 20,2, 95% AW 5,7-71,2, p=0,0001) [160]. B
uccinenoBannu Watt u CcoaBT. ayTOMMMYHHBIE TOPAKCHUS 4Yalle OOHApYXHBAIH Y
6ompHBIX, nMeBIUX AHA (75,0% u 50,0%, p<0,01) u He nmeBmmx AMA-M2 (79,0% un
49,9%, p<0,01) [248]. B npyrux uccieqoBaHUSAX IMMOJOOHBIX pa3jIUdnil BBISIBJICHO HE
obuto [80, 266]. OTMedeHa Oosiee BBICOKas paclpoCTpaHEHHOCTh PA y ManueHTOB C

[16X, cepomo3utuBHBIX MO aHTH-gp210 u anTuTenam k jgamuny B (24,0% u 5,6%,

p<0,05) [176].
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IIpornoctnueckoe 3HaueHne C3CT y manmentoB ¢ [IbX ocrarca mpenmeTom
n3ydyeHus. He Ob110 BBISIBIEHO 3HAYMMBIX Pa3IMYUi IO YACTOTE Pa3BUTUS OCI0KHEHUI
I, TIHK wu cMepTHOCTH BCIEACTBUE TI€YEHOYHOW TMATOJOTMM Yy TMAIMEHTOB
eBporetickoro npoucxoxacaus ¢ C3CT u 6e3 takoBbix [80]. ¥ mamueHTOB a3uaTcKOro
MIPOUCXOXKIEHUs OnoxXxuMuieckuil oTBeT Ha Jedenue Y JIXK 3Haunmo vanie Habmonanu
npu orcyrctBun C3CT (85,7% u 40%, p=0,023) [148]. B xoropre GonbHbix [IBX,
umeBimx CI, 3nauumo wame auarnoctpoanu LIT (80,4% wu 66,7%, p=0,003) u
HaOJII0a)Id MEHBIIYI0 00mIyl0 BbiKHBaecMocTh [152]. CKB y manueHTOB a3MaTcKoro
NPOUCXOXKIEHUsI ObLIO accolMMpOBaHa ¢ XyamuM orBetoM Ha Jedenue [IBX wu
MEHbIIICH o01Iel BhkHBaeMOCThio [47, 75]. OTMedeHo Gosiee OIaronpusITHOS TCUCHUE
[IbX y mnamueHToB eBpormeiickoro mnpoucxoxaenus, umeromux CCJ [195, 145].
Jlewenne VYJIXK He BIMsUIO Ha TEUYEHHE CyXOro CHHIpPOMA, cuHApoma PeitHo,
XPOHUYECKOTO ayTOMMMYHHOTO THPEOAMTA, CYCTaBHOTO CHHAPOMA W HE BIMIO Ha
PHCK pa3BUTHs BHEIEUCHOUHBIX nopakenuii mpu [16X [266].

Bueneuenounsle nopaxenus npu [1bX mMoryT onpenensiTe TAXKECTb COCTOSHUSA U
ObITh TPUYUHOM CcMepTH. B  poccUiCKOM OJHOLIEHTPOBOM  PETPOCIEKTUBHOM
uccinenoBanuu y 29 (20,0%) u3 145 nmanueHTOB CUCTEMHbBIE TIPOSBICHUS MPeobiagaiu
M0 TSDKECTH TECYCHHUS HaJl MOpakeHHEeM reveHu [6]. 1 mamumeHT cKoH4Yascs BCICACTBHUC
JIEKOMIICHCAIIMM BTOPUYHOM JeroyHou rumepreHsun Ha ¢one CCI, 1 — ymep or
OCJIOKHEHHUW, BBI3BAHHBIX NOpakeHHMeM Muokapna B pamkax CCI, 1 — ymep or

JbIXaTeIbHOW HeaocTaTouHOCTH, Bhi3BanHOM CIIITJI [80]. B kuTaiickom mcciieoBaHUU

1 (0,13%) u3 769 6onpHBIX I1BX cronuancs ot ocnoxxuenuit UIJI [76].

1.2.3. BHene4yeHOYHbIE MOPAKEHUSI IPU

MNEPBUIHOM CKICPOZUPYHOIIIEM XOJAHTUTE

PacnipocTpaHeHHOCTh BHENEYEHOYHBIX ayTOMMMYHHBIX MOPXKEHUU y OOIBHBIX
[ICX eBponenuckoro MPOUCXOXKIACHUS IO JAHHBIM Pa3JIMYHBIX HCCIIEeI0BaTEIICH

Bapbupyet ot 71,4% no 79,6% [1, 140]. Be3 y4era si3BeHHOTO KOJUuTa, O0Je3HU KpoHa
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u AWI, npeBaqupyromux B CTPYKTYpPE BHETICUCHOYHBIX HWMMYHOOTIOCPEIOBAHHBIX
nopaxkenuil npu [ICX, wyactora Apyrux ayTOMMMYHHBIX MPOSIBICHHUM COCTaBIISIET OT
13,8 mo 25,0% [140, 198, 200]. V 22,7% OGonbhbix [ICX oOHapyxuBaau 2 u Ooiee
ayTOUMMYHHBIX TiposiBieHus, y 4,3% — 3 ayrouMmyHHBIX nposBienus, y 1,1% — 4
ayTOMMMYHHBIX riposiBiieHus [1, 140]. B uccienoBanuu RUPP 1 cOaBT. BHEICUCHOYHBIC
nopakeHust OpLTu auardoctuposansl 10 [ICX y 11 (39,3%) u3 28 6oabHbIX [198].

[To nannubiM paznuunbix pabot yactota B3K mpu [ICX Bapweupyer ot 50 no 86%
[81]. B peTpocneKTMBHOM MHOTOIICHTPOBOM WCCICIOBAaHHMU, BKIOUUBIIEM 7121
nanueHTta w3 eBporneickux crtpaH, ABctpamun u CIIA, s3BeHHBIH KOJTUT OBLI
auaraoctupoBan y 3989 (56,0%) 6ompubix TICX, Oone3np Kpona — y 786 (11,0%)
[249]. B npyrom oanonertpoBoM uccienoBanun [ICX Obut auarHoctupoBan y 4,04%
OOJIBHBIX s13BeHHBIM KoJUTOM U 0,58% OomnbHbIX 60s1e3HbI0 Kpona [83].

®daxkropamu pucka pazsutus [ICX npu B3K cuuratror myxckoit mon (OLL 2,771,
p=0,022), tortaasHoe mopaxenue toictoi kumku (OII 2,855, p=0,011), oTcyrcTBUE
kypenusi curaper (OLL 9,253, p=0,030) u ammenmdkromuio B anamuese (OII 4,114,
p=0,019) [83]. Ilpu MOJHOTEHOMHOM ITOMCKE acCCOLHMAIMA OBLIO yCTAaHOBIEHO, YTO
GPR35 sBmsieTcs 0OOIIMM JIOKYCOM TE€HETHYECKOW IPEaPaCIOIOKEHHOCTH KakK s
IICX, Tak u s:3BeHHOr0 KoJuTa [72].

Kax I1CX, tak u B3K nuMeroT 0coOOeHHOCTH TEUECHHSI TIPU COYETAaHUH. Y B3POCIBIX
6ompHBIX [ICX U A3BEHHBIM KOJUTOM MO cpaBHeHMIO ¢ O0abHBIMEH [ICX 6e3 moboro
B3K puck HeOmaronpusiTHOTO TeYeHUs 3a00JieBaHMs MEeYeHU yBenndeH Ha 15%, a mo
cpaBHeHHIO ¢ nanueHTamu, uMmeromumMu ¢ [ICX B couetanuu ¢ Oone3nbto Kpona — Ha
56% [249]. VY onereli, HaoOopor, HaOmOmamM OOJee BBICOKYIO IISITHICTHIONO
BBDKMBAEMOCTh 10 TpaHcivianTanuu npu Hamumuud B3K (73% u 58%, p<0,01), ognako
3TO MOTJ0 OBITh 00BACHEHO 3HauuMo MeHbimei dvactotoit [ICX-AUIT B rpymme
narnueHToB, nmeBmux B3K (28% u 51%, p<0,01) [62]. [ICX MOXeT HMETh MOJTHOCTHIO
o6eccumrtomHoe TeueHue nmpu B3K, Bo3mMorkHa U oOpatHas cutyarus [249].

IIpu pazButumn [ICX y manMeHTOB € $3BEHHBIM KOJUTOM 4Yallle HaOIIOJaroT

MOpaXKeHUE MPABBIX OTMAEJIOB TOJICTOW KHUIIKU, PETPOrPaJHbIA WUIEUT, 00Jiee BHICOKUN



PHCK pPa3BUTHS KOJOPEKTAIBHOTO paka M TaydumTa rmociie KoiampokTdkromuu [80].
bonesns Kpona mpu IICX wyame npoTrekaer ¢ NPEUMYIIECTBEHHBIM NOPAKEHUEM
tosicroit kumku [80]. Komdkromus mpu B3K ymenbmaer puck Bo3para [ICX B
tpanciianTare nedeHn [80]. Y Oompubix B3K pasButue ITICX compsikeHO C
YBEIIMYCHUEM PHCKA XOJAHTHOICILIIONAPHON KapiuHoMmbl B 5,2 pa3 (SIR 5,2, 95% /11
4,8-5,7), remaroneuToisipHoit kapiuHoMbl — 2,4 pasa (SIR 2,4, 95% U 2,0-2,7), paka
HoJKeNTy104HO# kesne3sl — B 1,3 pasa (SIR 1,3, 95% CI 1,2-1,5) [260].

Hapsay ¢ B3K npu I[ICX Takke oOHapyX uBamOT W Jpyrue BHENECUYECHOYHbBIE

IMOpPAKCHHU. CHGKTp N Y9aCTOTa HAaHHBIX BHCIICYCHOYHBLIX HMMYHOOMMOCPCIAOBAHHBLIX
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nopaxenuit npu [ICX npencrasiens! B Tabnuiie 5.

Tabauma 5 — CriekTp u yacToTa BHENeUeHOUYHbIX mopaxenwuit nmpu [1CX [1, 140, 198,

200]
['epmanus [IBerus Hunepnanabr Poccusa
(n=195) (n=119) (n=241) (n=93)

AyTOMMMYHHBIC 5 (2,6%) 9 (8,4%) 10 (4,1%) 7 (7,5%)
3a0oseBaHuUs
IIIATOBUTHON
KEJIe3bI
CaxapHublii quader 4 (2,1%) 12 (10,1%) 9 (3,7%) 1 (1,1%)
1 tuna
Lenmuakust 2 (1,0%) 2 (1,7%) 2 (0,8%) 0
AyTOMMMYyHHas 2 (1,0%) 0 0 1 (1,1%)
TeMOJIUTHYCCKAS
aHEMUISI
Butunuro 1 (0,5%) 2 (1,7%) 2 (0,8%) 4 (4,3%)
BackynuTsr 1 (0,5%) 1 (0,8%) 1 (0,4%) 8 (8,6%)
CakpounuuT 1 (0,5%) 1 (0,8%) 1 (0,4%) 0
PA 0 4 (3,4%) 3 (1,2%) 0
XPpOHUYECKHIA 0 2 (1,7%) 0 1(1,1%)
TJIOMEPYJIOHEPPUT
[lcopnaz 7 (3,6%) 5 (4,2%) 6 (2,5%) 1(1,1%)
1Z190) 0 1 (0,8%) 0 1(1,1%)
CapkoungHas 4 (2,1%) 1 (0,8%) 10 (4,1%) 2 (2,2%)

peaxkuus
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[TareHTHI ¢ BHETIEYEHOYHBIMU TOPaKEHUSAMHU, He oTHOcsAmMucs k B3K, umenn
3HAYMMO OOJBIINI BO3pacT HAa MOMEHT ycTaHoBieHus nuarnosa [ICX (40 (15,0; 71,0)
u 33 (3,0; 69,0) aeTt, coorBeTcTBeHHO, P=0,038) [140].

[IporHocTdeckoe 3HAYCHHE BHEMECYCHOYHBIX MOPAXKCHHI, HE OTHOCSIIUXCS K
B3K u AUI', y 6onpabix [ICX He BomiHe sCHO. B OAHOLIEHTPOBBIX HCCIEIOBAHUAX
Saarinen, Lamberts u AnexcanapoBoil He ObUIO BBISIBICHO PA3NMUUNA B KIMHUYECKUX
nposiBieHnsax U ucxoaax [ICX y manueHToB ¢ BHENEYCHOYHBIMH MOPAKCHUSIMU U 0e3
takoBeiXx [1, 140, 200]. HampotuB, B wmcciaemnoBaHud RUPP W coaBT. HaOIOmaIH
3HaYUMO OOJBIIYI0 BBDKMBAEMOCTh JI0 TPAHCIUIAHTALMK TIEUYEHH y TAIMEHTOB 0e3

BHEIICUEHOYHBIX opaxkenwii (16,3 u 8,9 net, coorBerctBenHo, p<0.01) [198].

1.3. ITopa:keHue Jerknux KaKk BHeNeYeHOYHOe NPOosiBJIeHHe

ayTOMMMYHHBIX 3200/1eBaHU I NeYeHHU

1.3.1. UaTepcTHIMATIbHOE TIOPAKEHHE JIETKHX

Hcemopus uzyuenusn

Turner-Warwick u coaBt. B 1968 r. BrepBbIe IPEACTABUIN CEPUI0 KIMHUICCKUX
HAOJIIOICHUI MOJIOJBIX TAIMEHTOB C XPOHHYECKHUM AaKTUBHBIM TEMaTUTOM U
MHTEPCTULIMATIBHBIM JIETOYHBIM (UOPO30M, B TOM 4YHCJIE€ HA CTaIUU «COTOBOTO»
nerkoro [230]. Karlish u coaBr. B 1969 r. BHepBble ommcaay MYJIbTHOPTAHHBIN
HEKa3eo3HbI rpanyinemaro3 y namueHTku ¢ [16X [126]. B 1973 r. Golding u coasr.
BBISIBUJIM MHTEPCTUIIMATIBHBIN JIETOYHBINH (PUOPO3 MPHU TUCTOJIOTUIECKOM HCCIEOBAaHUU
omonTaroB serkux 2 6ompHBIX [16X [93].

B Poccun mnpuoputeT B H3YyYEHHH MPOOJIEMbl JIETOYHBIX MPOSIBICHUN
XPOHHUYECKUX 3a00JieBaHUM medyeHu npuHamiexkut 3.A. Anpocunoit, b.M. KopueBy u
T.H. Jlomatkunoii [2, 3, 12].

Inudemuonozun

B eBpomeiickoii momyssiuu pactnpoctpaneHHocts UITJT mpu [I6X B 1970-1980-¢

rojel oneHuBaM oT 2,2 no 5,4% [93, 154, 217]. B OXHOIEHTPOBOM HCCJICIOBAHUH
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WITJI Obutn quarnoctupoBanbl y 3% myxunH u 2% xeHiuH, nmeBiux [16X [154]. Bo
BCEX  BBIIIEYKA3aHHBIX HUCCIEAOBaHUAX i  ckpuHuHra HWIIJI  npumensiun
pentrenorpaduio OI'K, uro morno npusectu k nponycky UILI y wactu 60abHBIX, H,
KaK CJIEICTBUE, 3aHMKEHNUIO UCTUHHOU pacnpoctpaHHocTd UILJI. B 3 ogHOLEHTPOBBIX
uccinenoBaHusX, nposeneHHbIX B Kutae B 2000-e roasl ¢ npumenennem KT OI'K, UII
y 6onbHbIX 16X Obutu BeIBIICHBI B 2,5%, 10,0% u 15,7% cinyyaes [151, 209, 76]. B
kutaiickoi nonysauuu UITJI yame oOHapy ) uBaiu y ®eHIIUH, yeM y My>k4uuH (16,3% u
10,5%, coOTBETCTBEHHO), cpeaHuii Bo3pacT OoibHBIX, uMmeBmux WIIJI, Obu1 Gomblie
[209]. B peTpoCneKTHBHOM MHOTOLICHTPOBOM HCCJICIOBAHHMH, BKJIIOUUBIIEM 1554
o6onpHbIX [IBX u3 Kananel, CIIA, Typuuu u ctpan EBponsi, UITJT umeno mecro B 4
(0,3%) wnabmogenusx [70]. Ilo pesynbraTam MeTa-aHaau3a 12 HCCIIEIOBAHMMA,
BirounBmnX 3084 OGonpHbix [IBX eBpomelickoro, asmaTtckoro u adpUKaHCKOTO
npoucxoxaeHusi, pacrpoctpanennocts UILJI npu [1BX 6nina onenena B 5,1 % (95%
JN 3,1-7,2), npu 3TOM CpaBHUBAaEeMble BBHIOOPKU XapaKTEPU30BAIUCH 3HAUUTEITHLHON
rereporeHHoctrio (12790,4, p<0,001) [147]. [Ipeanonaraemas yactota passutus MILJT
npu I15X 6bl1a comnocTaBuMoii ¢ TakoBoit mis PA (5,0% (95% JIU 4,0-7,0), 12=95,33,
p<0,001), CCJI, (3,7% (95% JAU 3,1-4,4) 12=88,86 p<0,001), CKB (2% (95% U 1,0-
2,0), 1°=74,29, p<0,001) u noueyHoro kaHanslieBoro anugosa (4,3% (95% AU 0,9-7,8),
12=95,31, p<0,001) npu nanHOM 3a6oneBanuu [147].

Ycranosnena 6omnee Bbicokas yactora pa3Butus MIIJ y manueHToB, UMEIOIIMX
IIBX B couertanun C3CT. B 0JIHOLIEHTPOBOM KHTAalCKOM MCCJIEAOBAHUU, BKIIOUUBLIEM
nanueHToB ¢ [I6X u C3CT, UITJI 6sun quarnoctupoBansl y 22,3% narnuentos ¢ CIII,
33,0% mamuentoB ¢ CCJ, 11,0% mamuentoB ¢ PA u 20,0% namuentoB ¢ IIM, torma
kak y 6ompHBIX 0e3 C3CT pacrpocrpanennocts MITJI cocraBuna 7,6% [247]. B Kanane
NIJT Taxke ywame oOHapyxkuBanu y 6ombHbIX [16X, mmeromux CC/ (13,0% u 2,6%)
[264]. Apyroit pactipocTpaHeHHO# accolualeil ayTonMMYHHBIX mopaxenuit ipu [16X
apnsiercs: couetanue UIIJI ¢ xpoHnyeckuM TyOyIOMHTEPCTUIMAIBHBIM HEQPUTOM U
MOYSYHBIM KaHAJIBIEBBIM amuo3oMm [8, 172, 163]. B uccinenoBanuun Mason u coast. 5

u3 9 6oapHBIX ¢ ITBX M MoYeuHbIM KaHaIbLEeBBIM anuao30m umenu UITJT [163].
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Pacnpoctpanennocts UIJI npu AUID' y B3pOCHBIX €BPOINEUIIEB MO PE3yJIbTaTaM
OJTHOIICHTPOBBIX HcclieaoBaHui BapbupoBaia ot 0,4% mo 1,5% [252, 34, 224, 169,
251]. B koropte naruentoB u3 bpasunuu UITJI nadmonanu y 1 (0,7%) u3z 115 60mabHBIX
AUD 1 tima u HU oxHOro u3 28 GompHbIX ¢ AUIT 2 tuna [34]. B omnuue ot apyrux
A3II, npu AUT" onmcano passutue UITJI u B nerckom Bospacte [41, 183, 178]. Tak, B
koropte u3 18 pereid, umeBminx AWl B paMKax ayTOMMMYHHBIX MOJUTIAHIYISPHBIX
cuapomoB, 11 (61,0%) wumenun WIIJI [41]. Onucanel eIUHHYHBIE CIIy4au
oxnoBpemenHoro passutus UITJT u AUT y nereii ¢ myranueit rena LRBA [153].

Yactora UILT nmpu IICX B eBpomeickoil MOMyJALMH OLEHWBANACH Pa3HBIMU
aBTopamu ot 1,6% 1o 4,0% [140, 198, 200].

B poccuiickux  OJHOLICHTPOBBIX  PETPOCHEKTUBHBIX  HCCIICAOBAHUSIX
pacnpoctpanenrHocts U npu [1BX cocrasuna 27,6%, npu AUT" — 4,1%, npu [1CX —
3,2% [1, 6, 15]. Ouenka pacnpoctpanenHoctr MITJI B 3tux pabotax yacTU4HO ObLIa
OCHOBaHa Ha pesysbTarax peHrrenorpaduu OI'K.

Hmmynnstii anveeonum

NMMyYyHHBIM albBEOJIUT TMpEACTaBisgeT coOoi panHuid stanm paszputus UILI mpu
IIBX, KoTOpBIi XapaKTepu3yeTcsl MEPCUCTUPYIOMIUM JTUMQPOITUTO30M KUAKOCTH BAJI y
HAaIMEeHTOB 0€3 KIMHUYCCKUX U PeHTreHoJorndeckux mpusnakos UITJT [243, 216].

Wallaert u coaBt. cpaBamuBamu kietounbiii coctaB BAJI y 12 6ompabix ¢ 16X, 9
oombubIx ¢ III1 ankorombHoi »THonornu u 10 370poBBIX T0OpOBOJBIECB. Bcee
VYaCTHUKU WCCJICAOBAHMS HE HWMENTU KaKUX-TUOO PECHUPaTOPHBIX CHMIITOMOB H
naTosornueckux m3menenuit npu pearrenorpadgun OI'K. B xone uccnemnoBanus Obu10
BBISIBICHO  3HAa4MMO  Oojblee  cojepkanue  T-mUMGOIMTOB B KUIKOCTH
OpoHxoambBeONSIpHOro JaBaka mamueHToB ¢ IIBX ¢ mpeobmamanmem cpemu T-
mumporutoB CD4-MONTOKUTENBHBIX, Y HUX K€ OMPEAeNsIoch OOJblIee KOJTMYECTBO
AKTUBHPOBAHHBIX aJbBEOJSIPHBIX MakpodaroB. OrpaHuueHUEM JaHHOW padOTHI OBLIO
BKJIIOUEHUE B HccienoBaHue 7 OonbHbIX uMeBmMX Hapsany c¢ IIBX u CHI, uto He
MO3BOJIMJIO JIOCTOBEPHO BKIJIAA Kaxaoro u3 3aboneBanuit B reHe3 MWIII y »tux

nanueHToB [243].
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B npyrom uccienoBaHUM ONPENENSUIM LUTO3 XKUAKOCTH OPOHX0AJIbBEOISPHOIO
naBaxa y 10 GonbHbix ¢ [IBX 0e3 pecnupaTOpHBIX CUMITOMOB M CPAaBHHMBAJIH €rO0 C
TaKOBBIM y 15 O0NBbHBIX capKou1030M Jerkux u 10 310poBbIX 100poBOIbIEB. Y Beex 15
MAlMEHTOB C capKouao3oM Jyerkux u y 6 u3 10 manuentoB c¢ IIBX Obln BBISIBICH
auMbonuTo3 naBaxHoW xkuakocth. CoortHomenue CD4Y/CD8* cybmomymsimii T-
muMmponuToB ObUI0 conoctaBuMbIM B rpymne [IBX u capkongo3a Jerkux U cocTaBuio
4,13:1 u 5,6:1, coorBeTcTBeHHO. [Ipu mocnexyroneM HaOMIOAEHUN Y 5 U3 6 OOJBHBIX C
mumponuTapabiM ansBeosntoM Mpu KT OI'K Obuin BBISIBIIEHBI MHTEPCTHUIMAIbHbBIE
U3MeHeHus B Jierkux [216]. CxonHbie n3MeHeHusl coctaBa xuakoctd bAJI Takxke ObuH
OOHapy>KEHbI MPU CaAPKOUI03€ JIETKUX, TUTIEPUYBCTBUTEILHOM THEBMOHUTE, a TAKXKE Y
narreHToB ¢ 6oae3nbio Kpona u CII 0e3 mokymentupoannoro MILJI [243, 214, 157,
242, 241, 244]. Yacrora pa3BuTHs cyOkiauMHHYecKoro anbBeosuta npu [IbX Oblna
COMOCTAaBUMOM C TaKOBOW IMPHU BBILICTIEPEUYUCICHHBIX 3a00JeBaHUsIX U cocTaBmiia 50-
60% [244].

[Ipennonaraercss, uyro mnpu IIBX UIHUTOTOKCMYECKOMY TMOPAXKEHHUIO MOXKET
HOJBEPraThCsi HE TOJBKO OMIIMApHBIN, HO M allbBeossspHbIA »muTenuii [170, 205, 89].
[TopakeHue snUTENUs Pa3IUYHON JIOKAIM3allMK, OMOCPEIOBAHHOE AyTOPEAKTUBHBIMHU
T-mumdornuramMu, MOTYT JIeXKaTh B OCHOBE IaToreHe3a mopaxkeHus Jjierkux npu [1bX
[170, 205, 89].

Taxkum 00pa3om, y 3HaUMTENIbHOW dYacTH OonbHBIX [IBX MOXXeT pa3BuUBaThCS
TuMGOITUTApHBIN alTbBEOJIUT, MIPEACTABISAIONINKI co00# panHuit stan pazsutus UILUI. B
TO JKE€ BpPEMSA, HEPACKPBITBIM OCTAETCA BONPOC O CKOPOCTH MNPOrPECCUPOBAHUSA
CYOKJIMHHYECKOTO MMMYHHOTO aJIbBEOJIUTa W YacTOTE€ €ro Iepexoja B KIMHUYECKH
sHaurmoe MIDJI. OmnyOGaukoBaHHBIX HMCCIASAOBAHWNM MO MpoOIeMe HMMMYHHOTO
anbBeonuta u narorenede UILI nmpu AWI, IICX u mepekpecTHbIX CHUHIpPOMAx B
HACTOSIIEE BPEMS HET.

Capkouonasa peakyusn u capKkoudono0ooHoe noparcenue 1e2Kux

Pacnpoctpanennocts CIIIIJI mpum IIBX y mnDanueHTOB €BpPONEOUIHOTO

MPOUCXOXKAECHHUS MO OIEHKAM pa3IWYHbIX UccienoBarenei Bappupoaia ot 0,3 1o 2,7%
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[70, 159]. B poccuiickoM peTpOCHEKTUBHOM OaHOICHTpoBOM uccienoBanun CIIITII
HaOmoganmu y 4 (2,7%) u3 145 6oneubix I16X [6]. [To pe3ynbratam Mera-aHanusa 3
PETPOCTIEKTUBHBIX VCCIIEOBAHU, BKJIFOUMBUIETO 1945 MTAI[MEHTOB,
pacnpoctpanennocts CIIIIJI npu [IBX Obuta omenena B 1,0% (95% AU 1,0-2,0),
CpaBHUBaeMbl€ BEIOOPKM MMEJIN YMEPEHHYI0 rereporennocts (12=72,74, p=0,03) [147].

B xoropte u3 1737 GonbHBIX CapKOUI030M HcmaHckoro mpoucxoxaeHus [1bX
Habmonamu y 9 (0,52%) mauueHToB, MpH 3TOM Bce M3 HUX ObUIM keHiuHamu. Ol
pasButusa [IBX npu capkougo3e 1Mo cpaBHEHHUIO ¢ 00IIeH momyssinueit coctaBuio 16,6
(95% AN 8,6-31,9) [36]. Cpenu 1510 OOJIBHBIX CaApKOMIO30M, IPONKHBAIOIIMX B
Benmukoopuranuu, I1BX Owsu1 guarnoctupoBan B 3 (0,2%) ciydasx, yacroTa
CapKoM]103a HE MPEBbIIIaa TAKOBYIO B 0011el nomyJsiiuu [189].

VY cTaHOBIICEHO HATMYME TEHETUYECKU-00YCITOBEHHBIX TPEANOCHIIOK K COUYECTAHHIO
I[IbX u CIIIUIL VY mnoromkoB OoibHbIX [IBX MIBEACKOrOo MPOUCXOXKICHHUS PHUCK
pa3BuTHs capkoumo3a O0bl1 Bhime B 1,91 pa3 (SIR 1,91 (95% U 1,36-2,55), p<0,001),
TOTJ]a KaK y MOTOMKOB OOJIbHBIX capkouo3oM puck passutus [IBX ysenuuen B 1,62
paza (SIR 1,62 (95% J1U 0,96-2,46), p=0,04) [227].

Capxommnas  peakmuss npu  I[IBX  xapakrepusyercss  pasHooOpaznem
Mop(dosorndeckux W KIMHHYECKUX mposiBieHuit. Y OonpHbix I[IBX u IIBX-AUD
HEKa3€03HbIE TPaHYJIEMbl CAPKOMUJHOTO THUIA OOHAPYXHBAIH B TICUYCHH, JIETOYHOM
UHTEPCTUIIMM,  allbBeoJaX, CTeHKax  OpoHXOB,  IUIeBpe,  abJOMUHAJIBHBIX,
BHYTPUTPYJHBIX W IIEHHBIX JTUM(ATUUECKUX y3/aX, CIE3HBIX M CIIOHHBIX KEJe3ax,
KOCTHOM MO3Te, KOKe, MBIIIIIaX, TOJJIOBHOM Mo3Tre, 3puTelibHoM Hepse [82, 38, 108, 211,
35, 17, 74, 129, 102, 114]. Capxouanas peakuus npu I[IBX MoxeT OBITH Kak
TeHEPATM30BaHHOMN, TaK U JIOKAIBHOW C M30JIMPOBAHHBIM BOBJICYCHHEM IMEUYCHH, KOXKHU
wim  wmermn [38, 211, 129, 102, 114]. KoxHas »dK3aHTeMa, OOYCIOBJICHHAS
TPaHyJIEeMAaTO3HBIM TMOPAKEHUEM JEPMbl W DJMHACPMHUCA, MOXKET OBITh TEPBBIM
KIuHYecKkuM rnposisiieHnem [16X [129].

Haubonee vacto rpanynemsl npu 16X oOnapyxuBaioT B neyeHu. [lo nanHbIM

PAa3JIMYHBIX aBTOPOB YdaCTOTa BBLIABJIICHHA IMCYCHOYHBIX I'PAHYIICM COCTABJIACT OT 42 a0
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57% [236, 68, 258]. IleueHnounsie rpanysieMbl npu I1BX wdamie oOHapyXHBAaIOT Ha
PaHHHX CTaauAX MmopaxeHus rnedeHu [236, 68, 258], ux KoaU4YecTBO yMEHBIIACTCS C
nporpeccupoBanuemM 3aboneBanus [173]. I'paHyneMbl He cojaep)kaT O4aroB HEKpo3a,
COCTOSIT TPEUMYIIECTBEHHO THUCTHUOLUTOB W JMHUTEIHOIHBIX KJIETOK, MWHOTJA MOTYT
UMETh B COCTaBe TruraHtckue kietkn [236, 68, 258]. B muenrtpe rpanyiem
JIOKaJIU3YyITCS CD4-no3utuBHbIE T-numdouuTel [19]. Hapsny C
BBIIICTIEPEUYHUCICHHBIMU TUIIAMU KJIETOK B TMe4YeHOUHbIX rpanynemax npu [1BX taxke
OOHApYUBAIOT He3peJble JACHAPUTHBICE KIETKU U |gM-MO3UTHUBHBIC IJIa3MOIUTHI,
skcmpeccupyronue CD11c [258].

[Tatorene3 rpanynemaTo3Horo mnopaxenus nedeHun npu [IbX HeusBecrteH.
OO6cyxnanach BO3MOXKHasi pOJb MMMYHHBIX KOMIUIEKCOB, COJIEpKalluX OWSIMapHbIS
aHTUTCHBI, B TeHE3¢ IMeUeHOYHOro rpanyiaemaTosa npu I16X [225]. Ycranosieno, uto
IgM nozaBisieT co3peBaHue JCHAPUTHBIX KJICTOK MEYCHOYHBIX rpanyiemM [258].

B cepun u3 120 maronoroaHaTOMHYECKHUX HCCIEIOBAHUNA YMEPIIUX OOJBHBIX
[1bX Heka3eo3HbIE TPAHYJIEMbI JIETKUX U BHYTPUTPYIHBIX JIUM(PATHUECKUX y3J7I0B OBLIU
BeIsiBIEHBI B 2 (1,6%) ciiyuasix [217]. B pabote Lee u coaBT. HeKa3eo3HbIe TpaHyIeMbl
ObT OOHapyxeHbl B Omontartax jerkux y 13 (81%) uz 16 Gompubix I1BX ¢ KT-
MIPU3HAKAMUA NIL B OOJIBIITUHCTBE CIy4yacB rpaHyJIEMbl OBLTH
AMUTEIUOAHOKICTOYHBIMHM, PBIXJIBIMAU W HAalOMHUHAJIM TAaKOBBIE B TICYEHOYHBIX
owonTarax. ['paHyiaembl OOHapyXuBanmu B nepuOpoHxuambHOi cTtpoMe (nN=10),
nerounoM wHTepcTHIMU (N=9), ampBeonsspHOM mpoctpancTBe (N=8) u miepe (N=2). ¥
10 u 13 mauueHTOB OOHApPYKUBAJIM HM30JUPOBAHHO PACHOJOKEHHBIE BHE TpaHyJIEM
THTAaHTCKUE MHOTOsJepHbIe KieTku [142]. Hapsgy ¢ 3nHTeIMOJHOKICTOYHBIMH, B
jgeroyHsix Ouonratax y mnamueHtoB ¢ CIINIJI w IIBX Takke Haxoawiu |
THTaHTOKJIETOUHbIC TpaHyiembl [38, 74]. Tlpu THCTONOTHYECKOM HCCIICIOBAHHUH
MOPaKEHHBIX TUMQpaTUYECKUX y3JI0B OoOHapyXUBaJIH KOHTJIOMEPATHI
AMUTEIUOAHOKICTOUYHBIX MM TMTAHTOKJIETOYHBIX HEKA3€03HBIX I'PaHyJIEM, MOJIHOCTHIO

WK CyOTOTATBFHO 3aMEIIAIONINX HOPMATBHYIO TKaHb JUMdaTHueckoro y3ia [129].
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Tunuunele KT-npossnenus CIHDUI npu 116X BraroyaroT yBenudeHUe
MEIUACTUHANBHBIX U OPOHXOMYJIBMOHAIBHBIX JIUM(PATUUECKUX Y3JI0B H30JIMPOBAHHO
WIM B  COYETAaHMM C  JBYCTOPOHHUM  MEJIKOOYAaroBBIM  MOPAXXEHUEM  C
NepuOpPOHXOBACKYJSIPHON JlOKanu3auuMed W OpeodsaJlaHueM B BEPXHUX U CPEIHUX
CerMEHTaxX Jerkux. Takke HaOMI0Jal0T HHTEPCTULMAIbHBIE HM3MEHEHUS 10 THUITY
YTOJIIEHHUS] MEXI0JIbKOBBIX MEPErOpoJOK, 30H «MATOBOTO CTEKJIa», COJUIHBIC HIIU
MHOXECTBEHHbBIE (JOKYChI KOHCOJIUIAIINH, OYarH 10 TUITY «00paTHOTo rajo» [84].

[Ipu uccnenoBanuu (GyHKUMKM BHEHIHEro nbixanus y mnarueHToB ¢ CIIUI wu
IPOrPECCUPYIONIUM HHTEPCTULUATIBHBIM JIETOUYHBIM (UOPO30M BBISBISIOT CHUKEHUE
®XKEJI u nuddy3noHHON CIOCOOHOCTH M0 MOHOOKCH Y yriieposa [35, 84, 218].

CIITUI mpu [IBX mosxet npoTekaTh Kak 0€CCUMIITOMHO, TaK U1 MaHU(ECTUPOBATh
MaJIONPOIYKTUBHBIM KalllJIEM, JTUXOPAIKOM, apTPAITUIMHU, PEXKE — OJBIIIKON U OOJIBbIO B
rpynHor kietke [129, 19]. Omucano pa3BUTHE MAacCCHBHOTO KPOBOXapKaHbs Kak
nepBoro kiauHuueckoro mnposieienus CIIIIJ y mamuentkn ¢ IIBX [90]. Ilpwm
buzmyeckom  obcnemoBanun — manueHToB  [IBX, wmmerommx  CIIIJI, wmoryr
OOHapyKUBAThCSI KPENMUTAIMS, CYXHUE XPHIIbL, a TAaKKe y3JioBaTas 3puUTeMa U Jpyrue
KOKHBIe mopaxkenus [19, 84, 90].

Kishor u coaBT. Ha OCHOBE CBOMX M [JIPYI'HX paHee ONMyOJIMKOBaHHBIX
KIMHUYECKUX  HAONIONEHMA  MPOAHATM3UPOBAIM  KIMHHUKO-PEHTTEHOJIOTUYECKUE
ocobennoctu CIITLI mpu IIBX y 15 manmentoB [129]. 14 (93,3%) u3 HuX ObUIH
YKEHIIIMHAMHM, CpeHUi Bo3pacT coctaBui 34 roga. beccumnromuoe teyenue CIITTI
HaOmomanu y 12 (80,0%) u3 15 manuentoB. Y 3 manueHTOB KIMHUYECKAs KapTHHA
XapaKkTepHu30BajlaCh COUYETAaHHUEM CYXOro Kauuisl U 0ojeil B IpyAHON KIETKE, CyXOro
KaIllJIsl ¥ OJBIIIKY TP (U3UYECKO Harpy3ke, 00Jel B TPYIHON KIETKE M OJBIIIKA MPH
¢usnyeckoir Harpyske, COOTBETCTBEHHO. llopakeHne KOXH, MpenCcTaBICHHOE
MOJKOKHBIMU y3elKaMu W Tanyiamu, Habmomamu y 5 (33,3%) u3 15 manmeHTos.
['panynemsl capkouaHOTrO THNA OBUTH OOHApPYX)EeHBI B OnonTarax meueHu y 10 (66,6%)
n3 15 mnammentoB. CHmwkenue DOXEJI w/nmmu auddy3noHHON CMOCOOHOCTH IO

MOHOOKCHUJY YIJIEpOJia pa3IM4YHOM CTENeHH TshKecTH HaOmopanu y 7 (46,7%) wu3 15
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nanneHToB. Pentrenonornueckas kapruHa CIIIIJI xapakrepuzoBaiach JBYCTOPOHHUM
MEJIKOOYaroBbIM JIMCCEMUHHUPOBAHHBIM MOpaxeHuem y 7 (46,7%) mDanueHTos,
couetanueM JaumbaneHonarun  BIJIY v IBYCTOpOHHEro  MeIKOOYaroBOTO
TUCCeMUHUpPOBaHHOTO TopakeHus — y 5 (33,3%) mnanueHToB, H30JUPOBAHHOU
mumpanenonatuet BIJIY — y 2 (13,3%) mnanveHTOB, COJUAHBIM OYaroBBIM
nopaxxkenueM — y 1 (6,7%) nanuenta. AMA-M2 B AMarHoCTUYECKHW 3HAYUMOM TUTPE
(MUHUMAaNbHBIA BbIBIEHHBIM TUTp — 1:160, MakcumanbHbii — 1:1560) ObLIM
oOHapyxeHbl y Bcex 15 mamueHtoB. YpoBeHb oOmiero IgM chIBOpOTKHM KpoOBU
npeBbian pedepeHcHble 3HaueHus y 6 u3 7 manueHToB. AKTUBHOCTH AII® Oblina
noBbillieHa y 3 u3 5 manueHtoB. MIMMyHOCYNpecCHUBHYIO Tepamuio npoBoauiu y 12
nanuenToB, npuMensuin ['KC u merorpekcar. B 11 (91,7%) u3 12 cayuyaes CIIIII
perpeccupoBalio B pe3yJibTare jedeHus. B 1 ciyuyae HaGnroganu cioHTaHHOE 00paTHOE
pa3BUTHE H30JMPOBAHHOM MEAMCTUHANBbHON JuMdbaneHonatuu. JleTanbHbBIA HCXO.
BeieacTBue ocaoxuenuit LIIT nactymun B 2 ciaygasx [129].

B npyrom uccienoBanuu o1eHMBaIM OTBET Ha JICYCHHE M UCXObI 3a00JI€BaHUS Y
17 narentoB ¢ CIIITJI mpu ITBX [19]. Bce GonbHbIe OBLIN KEHCKOTO IM0JIA, CPETHHIMA
Bo3pact coctaBwi 48 ner. UmmyHocynpeccuBHyto tepanuio ['KC mpoBoammm y 11
narienToB, y 10 (90,9%) w3 HuX HaAOmIOgaNM perpecc JErOYHOrO IMOPAKCHHS.
ITporpeccupyromee teuenue CIIIJI He ObLIO 3adUKCHPOBAHO HM B OJHOM CiIydYae, B
TOM 4Hclie y 6 MalMeHTOK, HE NOJYYMBIIMX HMMYHOCYIIPECCUBHYIO TEPANUIO.
HeGnaronpusataplii ucxoa HaOmomanu y 2 OonbHBIX B Bo3pacte 41 roma u 49 ner,
CKOHYaBIIMXCS BeyaeAcTBUE ocinoxkHeHu LI1.

Oco6ennoctu teuenus CIIIJI y 6onpubix [IBX mocne TpaHcIiaHTauy NeYeHU
ocTaroTcsi Majmon3ydeHHbIMU. B HaOmromenun Kishor m coaBT. y marmueHTKH 56 JeT ¢
[IbX u rpaHyneMaro3HbIM MOpPaXCHUEM KOXH, JieTkux U BIJIY B Teuenme 11 ner
MoCJie TPAaHCIUTAHTAIMK TIeYeHU He Habmonanu kak penuausa [1bX, Tak u mpu3HakoB
aKTUBHOCTH capkowaHod peakmuu [129]. CIIIIJI y OomeHbix [IBX  Moxer
MaHU(PECTUPOBATh B OTHAJICHHOM TME€PUOJE TMOCIe TPAHCIUIAHTAIIMU TEYEHU TMpU

MPOOJDKAOIIEHCS UMMYHOCYTIpecCBHOM Teparmu. Onucano pa3sutue de novo CIITTJT
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y mamueHTku 50 ser yepe3 18 mecsneB mocie TpaHCIUIAHTAMM TIEYEHW B CBS3HM C
nexomnencupoBanubiM LIT B ucxozae 16X [98]. B apyrom kimHHYECKOM HAOJIOICHUN
MOSIBJIEHUE HW30JMPOBAHHOTO KOXKHOTO TpaHyleMaro3a y NalueHTku S7  Jer
comytcTBoBajo peuuauBy IIBX B mnedeHouHoMm Trpadte uepe3 9 ger mocie
TpaHCIUTAHTAWHU TiedeHu [25].

Yacrora CIIHII y 6omapHbix AUIT B cTpanax EBpombl Mo AaHHBIM pa3HbIX
uccrneaoBanuii Bapbupyer ot 0,4% mo 2,8% [224, 169, 32, 251]. B poccuiickom
OJIHOLIEHTPOBOM peTrpocnekTuBHOM uccienoBanuu CIIITJI ve Obulo 1UarHOCTUPOBAHO
HU y onxHoro u3 73 mamuentoB [15]. Pacnpoctpanennocts CIITIJI y Gonbhbix T1BX-
AUl un IICX-AUI' wu3yueHa wmano. B MHOTOLIEHTPOBOM PETPOCIEKTUBHOM
uccnegoBanuu CIITII 6s1m0 3apeructpupoBano y 1 (1,4%) u3z 71 nanuentoB ¢ [1BX-
AUX eBpomeiickoro npoucxoxaenus [69]. OmyOnnkoBaHO €IMHHUYHOE HAOJIOACHUE
6eccumnroMuo miporekapmiero CIIIJI y manmuenta 24 ner ¢ IICX-AUI' u GomnesHbio
Kpona [202].

Cpenu 1510 GonpHBIX cCapKOMI030M, MpokuBaromux B BemukoOpuranuun, AT
ob11 nquarHoctupoBaH B 4 (0,26%) ciyuasx. OL passutus AULT nmpu capkounmose mo
CpaBHEHHMIO ¢ 00IIeH monyJsiuen coctaBuio 6,7 (95% JIN 1,8-17,1) [189]. B koropte
u3 1737 GOJIBHBIX CApKOMI030M HCIAHCKOTOo mpoucxoxiaeHus, AUl nabmomamu y 3
(0,17%) marmumenToB. OIIl pazsutus AU mpu capkougosze Mmo CpaBHEHUIO C OOIIEH
nonysiued  cocraBwio 9,0 (95% AU 2,9-28,0) [36]. B perpocnekTuBHOM
OJIHOIICHTPOBOM  HCCJICIOBaHHMH, BKIIOYHMBIIEM 1237  OOJNBHBIX  CapKOUI030M
TallBaHbCKOT0 mnpoucxoxiaeHusi, AUI" He ObUT AMArHOCTUPOBAH HU B OJHOM Cllyyae
[253]. PonctBeHHMKH OOJBHBIX CApKOWAO030M IIBEICKOTO TPOUCXOXKICHUS HMEIN
6onee Boicokmit puck pazsutus AUL (SIR 1,47 (95% AU 1,01-2,02), p=0,03) [227].

Knuanueckne ocobGeHHOCTH TeueHus capkouaHod peakuuu u  CIIIUT y
nauueHToB ¢ AWMID ocratorcss manousydeHHbIMU. Bo Bcex 3 omyOJIMKOBaHHBIX
kinHndeckux HaOmogenusax CIIIIJI nmpu AWNDT nopaxkenuwe Jerkux MOpoTEKano
OECCUMIITOMHO U CTaJIO CIy4ailHON HaXxoAKOH Mpu oOcienoBaHuu. 3a00JeBIINE ObUIH

xeHmuHaMu 22, 50 u 33 mer, onHa u3 HUX Takxke crpagana CCJ. Y nepBod u3 HHX
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HaOMIoAIM  M30JMPOBAHHOE TNOpa)kKeHUEe JIUM(PATUYECKUX Y3JIOB CPENOCTEHUs, Yy
BTOPOH — MOpakeHHe JTUM(PaTHUECKUX Y3JI0B CPEIOCTEHUS U ABYCTOPOHHIOIO JIETOYHYIO
MEJIKOOYaroByl0 JAMCCEMHUHAIMIO, Y TPEThel — MopakeHHe JIuM(aTHUYeCKUuX Y3JI0B
CPEIOCTEHHUSI U 04aroBO€ MOpaXeHHE CEeNEe3eHKH. [ 'paHysjemMbl B OMONTAaTax NEYEHU He
ObLTM OOHapy»kKeHbl HU B oAHOM ciydae, AU Obl1 AMarHOCTUPOBAH OJHOBPEMEHHO C
CIITJI B 2 Habmonenusix. Bo Bcex ciydasix HaOmoqanu noyubii otBeT kak AULT, Tak u
CIIIJT na tepanuto cuctemasiMu ['KC [174, 121, 150].

Hapsny ¢ CIIIUI y naunuentoB ¢ AWI' MoxeT pa3BUBaTbCAd U M30JIMPOBAHHOE
IpaHyJIeMaTO3HOE TMOpakeHue KoxHu. OnucaH (QEeHOMEH «OXKHUBIIMX» pYyOLOB Yy
naiueHTkn 40 €T Kak TNepBOe KIMHUYECKOE IMPOSIBICHHE OECCUMITOMHOIO
nporekapmiero AUL [162]. [Ipu 6uoncuu Koy B 001acTH PyOLIOB ObLIM OOHAPYKEHBI
HEKa3€03HbIE JMUTEIUOAHOKICTOYHbIE TpaHyleMbl B JEpPMHUCE, IMOCIEIYIOIIee
IeJICHANPaBIeHHOE 00CiIeI0BaHNEe HE BBISIBUJIO TPAaHYJIEMaTO3HOTO MOPaXKEHUs APYroi
ngokaimm3anmu [162]. Brit0O u coaBT. COOONIMIM O pa3BUTHH HWHTEPCTUIIHAIBHOTO
TpaHyJIeMaTO3HOro JepMaruta Ha 27 Hezaele OEpPEeMEHHOCTH y TMAlMEHTKH 28 JIeT C
AUI B daze pemuccun [143].

Pacnipoctpanennocts CIIIJI B eBpomeiickoit momynsamuu GonbHbix [ICX 1o
pe3yabTaTaM HECKOJIBKMX HCCienoBaHuii omnenuBaizach ot 0,8% mo 4,1% [140, 198,
200]. B poccuiickoM OAHOIICHTPOBOM peTpocnekTuBHOM uccieaoanuu CIITT Obut0
auardocTupoBano y 2 (2,2%) u3z 93 6onpubix [ICX [1]. B uccnenoBanun Lamberts u
coast. CIIII, BeisiBiernoe y 10 (4,1%) u3 171 nanueHToB, ObUIO TPETHUM IO YaCTOTE
BHEIIEYEHOYHBIM MMMYHOOITOCPEI0BaHHBIM HOPAXKEHUEM, ycTynas o
pacnpoctpanernroctd guirb B3K (61,8%) u AUT (6,2%) [140]. V 7 u3 10 manueHTOB
CIIILJI 6suto mmaranoctupoBano j1o [ICX, ocobennoctn knmumandeckoro teueHuss CITTTT
aBTOPBI UCCIIEIOBAHUS HE YTOUHSIU. ['paHyneMbl B Jerkux ObUIM OOHAPYKEHBI Y BCEX
10 manmeHTOB, MeYeHOYHBIE TpanyieMbl — y 2 U3 10 manuenToB [140]. B uccnenoBanuu
Rupp u coast. CIIIUJI 6pu10 muarnoctupoBano y 4 (2,1%) u3 195 namuenTos. B 1 u3 4

cirydaeB ociiokHeHus, Bbi3BanHbie CIITI, Oblr mpuunHO# cMepTH OosibHOTO [198].
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B xnuHuko-mopgdonornyeckom HaOmogeHuun Van Steenbergen U COaBT. 'y
nanuenTa 30 ser, crpagaBmero 1ICX, A3B€HHBIM KOJMTOM M XOJAHTHOLEJUTHOJISPHON
KapUMHOMOM OOLIEro J>KETYHOro0 NPOTOKA, HEKA3€O03HbIE SIUTEINOIHOKIECTOYHbIE
rpaHyJieMbl ObUTM OOHAPYKEHBI B INM(PATHUECKUX y3JIaX BOPOT MEYEHU U CPEIOCTEHUS,
HE MOPAXKEHHBIX OIYyXOJbl0. ABTOPBHl HAOJIIOJAEHUS MPEANOJIOXKUIN BO3MOKHOCTb
pa3BUTHS CUCTEMHOM CAPKOMJHON peaKkUu y MalKUEeHTOB C XOJAHTHMOLEIJUTIOISIPHON
KapIMHOMOM, pa3BuBatoiieiics Ha poue [TCX [236].

CTpUKTYpbl KpPYIHBIX BHEMCYCHOUHBIX JKETUYEBBIBOASIIUX TMPOTOKOB TIPHU
NOpaXEHUU TEYEHU B paMKaxX CapKoOUA03a IMPHU BU3YAIU3UPYIOMIMX HCCIEIOBAHUSAX
cxoansl ¢ TakoBbiMU Tipu [ICX, mosromy Bepudukanusa [ICX y mauuenros ¢ CIIIJI
MOXeT TpeACTaBisTh Tpyanoctu [228, 109]. IopaxeHue KeaueBbIBOISAIIAX TPOTOKOB
npu I[ICX, B oTauuuMe OT TaKOBOTO TMPHU CcapKouao3e, MOpPGHOIOTHUECKU
XapakTepuszyercs (popMuUpOBaHHEM 30H KOHIIEHTpUYecKoro ¢udpo3a u pyOLOBBIX
CTPUKTYp, HE MIPETEPIIEBAIOIINX 00paTHOE Pa3BUTHE B IIPOIECCE UMMYHOCYIIPECCUBHON
tepanuu [115]. PexoMeHayeTcsl BBIMOJIHEHWE OHONCHM TICUEHH Ui HMCKIIOYCHUS
IPaHyJIEMAaTO3HOTO MOPAXKEHUS IEUCHH U KEITUYEBBIBOASIINX MPOTOKOB Yy MAIIUEHTOB C
CapKOMJ030M B aHAMHE3€ U BIEPBBIE BBIABICHHBIMHU MPU BU3yaIU3alMU CTPUKTYPAMHU
BHCIICUCHOYHBIX KETYEBBIBOIAIIMX IIPOTOKOB [228].

Opzanusyrowaaca nHeeMOHUA

Pacnpoctpanennocts OIl mpu A3Il HeusBecTHa. Y B3pOCIBIX B HACTOSAILEE
Bpems onmcano pasputue OII tosbko npu [16X [142]. V aereii OIl HaGro1a1¥ TOIBKO
npu AUI" B paMKkax ayTOMMMYHHOTO ITOJIMTJIAHTyIIpHOTO cuHApoMa | tuna [178].

['ucronornyeckue npuszHaku OIl npu wuccnegoBaHnu OHONTATOB JIETKOTO
obHapyxwuBanu y 7 (43,7%) u3z 16 6osnpHbIx [16X ¢ KT-kapTunoi UITJI [142]. Hapsny ¢
kiaccuyeckuM Mopdonorndeckum BapuanToM OII, mpu I1bX takxe ommcaHo pa3BuTHE
octpoii ¢ubpunro3noit OIl um rpamynemarosnoit OIl [142, 95, 127, 144, 231].
I'panynemaro3znass OIl Hapsgy ¢ TUOUYHBIMU THUCTOJOrMYeckuMu mpuzHakamu OII1
(monumoBHAHAas ~ TPaHYISALMOHHAs  TKaHb, COCTOSIIas W3  BOCHAJIUTEIHHOTO

uHuiIbTpaTa U GuOPOOIACTOB U 3AMOJTHAIONIAS TPOCBETHl TEPMUHATBHBIX OPOHXUOI U
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aJbBEOJ1) XapaKTePU3yeTCs HAJTUUYMEM PBIXJIbIX AMUTEINOJHOKIETOUHBIX IPaHyjIeM 0e3
HEKpo3a C JIOKaldu3auueid B MEpUOPOHXUATBHOW CTPOME M HHTEPCTUIMH, a TaKkKe
TUTAaHTCKAX MHOTOSIIEPHBIX KIJIETOK. Psii aBTOpOB paccMaTpuBaeT I'PaHyJIEMATO3HYIO
OIl kak oauH U3 Hauboyee pacnpOCTPaHEHHBIX W xapakTepHbix BapuaHToB WUILJI mpu
[MbX [142, 231]. OII npwu 16X, xapakrepu3yeTcsi BRIpaXKEHHON JTUM(OIIMTAPHOH, pexe
— 303uHOGWIBHON MHpWIbTpanueld Oponxuon u uHtepctuius [142]. dokycer OIl B
JeroyHbix OuonTaTtax Takxke oOHapysxkupanu y 6onabHbix [1BX, nmesmmx JIMIIT, HCUII
u OUII [142, 220, 40].

K xapakrepubpiM knuHuueckuM mnposiBieHusM OII mpu IIBX oTHocAT cyxou
Kalleiab WK Kalleidb ¢ OTX0XKJICHHEM HEOOJBIIIOr0 KOJIHMYEeCTBA MOKPOTHI, PeOpUIIbHYIO
JUXOpaJKy W OJNbIIKYy. Pexe HaOMIOJAIOT JABIXaTENbHYIO HEAOCTATOYHOCTb,
KpoBOXapKaHbe W 00Jb B rpyaHoit kierke. Ol KIMHUYECKH MOXKET MpeaIiecTBOBAThH
neueHoyHoMy mopakeHuto npu [IBX [167]. Penrtrenonormueckun OIT mpu I[15X
XapaKTEepU3yeTCsl HATMYUEM 30H KOHCOJIMIAIMHI JIETKOT0, Yallle MHOKECTBEHHBIX, PEKE
— COJIMIHBIX, UMEIOIIUX TEHACHIIMIO K CyOIIEBpaIbHON WM MEPUOPOHXOBACKYISIPHON
JAokanu3anuu u murpanuu [142, 231, 220, 167]. V3MeHeHns B JerKuX, Kak MPaBuMIIo,
UMEIOT aCUMMETPUYHBIN XapaKTep, HO MOTYyT UMETh U OAHOCTOPOHHIOKO JIOKATU3ALUIO
[142]. K npyrum, menee cnenmduunbiM, KT-nmpusnakam OIl npu IIBX otHOCST
muddy3Hble YIUIOTHEHUS JIETOYHOM TKAaHM 10 THUIy MAaTOBOTO CTEKJIa, CHUMIITOM
«0OpaTHOTO  TANION, MEJIKOOYaroBbIe U3MEHEHUS U MEIUACTUHAJIbHYIO
muMmdanenonaturo [142].

Huarnoctuka OII y 6onbpHbIX [IBX MOXKET NpeacTaBisaTh TPYAHOCTH B CBS3U CO
CXOXECThIO  KJIMHHKO-peHTreHosornueckor kaptuasl OIl  w  OGakrtepuanabHOM
nHeBMOoHUU. HeadpekTnBHOCTh aHTHOAKTepraIbHOM Tepanuu, OBICTPHIA KITMHUYECKUH,
PEHTIE€HOJIOTHYECKHI 1 1abopaTopHblii 0TBET Ha Jieuenune ' KC sBnsitoTcst aprymeHTamMmu
B monp3y Hammuwms OIl [220]. B otmnuume oT OakTepHanbHOW ITHEBMOHHH, BCE

onucanuele ciydyau pasButus OIl y nanuenrtos ¢ LII B pamkax [1BX, He npuBoaunu

11T [142, 231, 220, 167].
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OII mpu I1bX xapakrepusyercs 0JIaronpusTHBIM MPOTHO30M, XOPOILIUM OTBETOM
Ha nedyeHre ['KC M CKIOHHOCTBIO K peluauBaM MPU OTMEHE MMMYHOCYIPECCUBHOU
tepanuu [220, 167, 59]. Hecmotpst Ha 3ddexktuBHocTs ['KC B neuennn OIl, manHOE
JIETOYHOE MOPAXKEHUE MOXKET pa3BUBaThCA y mnauueHToB ¢ IIbX, yxe nomydarommx
uMMyHocynpeccuBHyto Tepanuto [220]. Onucana manudecramus OIl y mamueHTta c
[IBX, nnutenbHOE BpeMs JIEUHUILIBIIETOCS PUTYKCHUMaOOM B CBSI3U C MIMONATHYECKOU
TPOMOOIIUTONIEHUYECKO# myprypoit [231].

Hecneyugpuueckasn u 00v1unas unmepcmuyuaibHas NHEEMOHUU

O BO3MOXHOCTH pa3BUTHS AUG(Y3HOTO HMHTEPCTULHUATBLHOTO JIETOYHOIO
¢ubpoza nmpu AUI" u [16X u3BecTHO ¢ MOMEHTA MOSBICHUSI IEPBHIX UCCIIEIOBAHUN TIO
nanHou teme, oaHako ¢ubposupytomue WII mpu A3Il monroe Bpemsi He ObuH
IpeMETOM cucTemMarudeckoro usyuenus [93, 230].

B MHOroueHTpoBOM peTpocrneKTUBHOM wuccienoBanuu (ubdporuueckas HCUII
Obuta auarHoctupoBana y 4 (25,0%), OUIT — y 2 (12,5%) u3 16 consubix [16X [142].
[Ipu KT OI'K nabGnromanu mpuszHaku «coToBoro Jserkoro» y 19 (10,9%) uz 178
oonpHbIX [1BX asuarckoro mpoucxoxacHus [209]. BoipaskeHHBIH HHTEPCTHIIMAILHBIN
nerouHbii pubpo3 ObuT OOHapykeH B 2 W3 5 OWomnTaToB Jjerkux namueHToB ¢ [1BX-
accoruupoBanubiv WITJT [209].

Onucansl newroNsipHbid 1 pudbpoTrueckuit Bapuantsl HCUII, a taxke OUIT y
narentoB ¢ AUDT, IIBX u IIBX-AUI [40, 79, 110, 86, 206, 234, 100]. Umetotcs aBa
KITMHUKO-MOP(OTOTHuecKux HaOII0ICHUS 120001 c IIPOrPECCUPYIOLIUM
MHTEPCTUIIHAIBHBIM JIETOYHBIM Pubpo3om y 601bpHBIX ¢ [ICX, B 060uX ciiydasx cMepTh
HACTYIHJIA OT MPOTrPECCUPYIOIIEH JbIXaTeIbHOM HegocTaTouHoCcTH [117, 223].

IIpu rucTomormyeckoM ucciaeaoBaHuu jJerkux O0oiapHbIX OUII oOHapy)uBaroT
30HBI TPyOOTr0 WHTEpPCTUIIMATLHOTO (uOpo3a, mpuBOAAIME K (OPMHPOBAHUIO
«COTOBOTO JieTKOTO», W (hokychl MuodubpobrmacTtoB. I3MeHEHHs JOKATU3YIOTCS
MPEUMYIIECTBEHHO B CYOIUIEBPAJIbHBIX OTAENAX M XapaKTepHU3YIOTCS BPEMEHHOU
rereporeHHocThIO [79, 110]. B Mopdosornueckoit kaprune HCUIT Mmoxket mpeo0iiagaTh

KJIICTOYHAasd I/IHCI)I/IJ'IBTpaI_II/ISI JCIrO4YHOI 0 HHTCPCTUI A (HpeI/IMYH_ICCTBCHHO
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auM(ponuTaMu), YTO COOTBETCTBYET LeuttossipHoMy Bapuanty HCUII, nnn npusnaku
i dy3HOro paBHOMEPHOTO HMHTEPCTULHAIBHOTO (uldpo3a, UYTO COOTBETCTBYET
dudpornueckomy Bapuanty HCUII [40, 86, 206, 234, 100].

Pentrenonornueckne uzmeHenus B Jerkux kak npu HCUIL, tak u npu OUII
XapaKTepU3ylTCsl  CUMMETPUYHOCTHIO, CyOIuIeBpaJibHOM  JIOKajdu3auued U
npeoOnaganveM B Oa3alibHbIX  oTxAenax Jerkux. HaOmiogaror — yrosmieHue
BHYTPUJIOJIBKOBOTO U MEXKI0JIBKOBOTO HHTEPCTULIMS, TPAKIMOHHBbIE OPOHXO’KTa3bl a
TaK)K€ MU3MEHEHUS MO THUITy «COTOBOTO JIETKOr0» Ha MPOJBUHYTOM CTaJANH MOPAXKEHUS
nerkux. Ilpu HCHUIIL, B otauune ot OMHII, Takxke ™Moryr oOHapyKUBaTbCs
pacnpocTpaHeHHbIE 30HbBI YIJIOTHEHUS JIETOYHOM TKAaHU MO THIy MAaTOBOTO CTEKJa U
()eHOMEH MHTAKTHOCTH HEMOCPEICTBCHHO MPUJICKAIIUX K TUIeBpe 30H Jyierkoro [40, 79,
110, 86, 206, 234, 100].

HCHIIT u OUII npu A3II B OONBIIMHCTBE CIy4yaeB pa3BUBAIOTCS Y MAIlUEHTOB B
Bo3pacte orT 40 mo 60 ser, omHako omucaHo pasButue ¢udposupyromero UITI ¢
HCXOJIOM B «COTOBOE Jierkoe» y neBouku 4 jetr ¢ AU [63]. Hapacraromas opiiika u
MaJIOTPOyKTUBHBIN Katelnb, o0ycinoBienHabie HCUIT nnu OUII, MoryT ObITh IEPBBIMU
kauandeckumu npossiaenusmu AUL, TIBX u IIBX-AUT [40, 110, 234, 107, 73]. B
nanHbix HaOmomenusx WIIJI Haxomwioch Ha TNPOABHHYTOM CTaauyd pa3BUTHS U
COINPOBOKIAJIOCh  BBIPAXKEHHBIMH  HapymieHussMu  nokazarenerd  OXKEJL  wu
I Gy3HOHHON CIIOCOOHOCTH 10 MOHOOKCHAY yriaepoaa [79, 110, 234]. K tunu4HbIM
kimHuYeckuM mnposieHussM OUIT u HCUII npu A3Il oTHOCAT mporpeccHUpyroyro
OJIBIILIKY, Kallelb 0€3 MOKPOThl M PECTPUKTUBHYIO JBIXaTENIbHYIO HEJOCTaTOYHOCTD,
dopmupyromnryrocss Ha mpoaBunytoi craauu TteueHuss WIUL Tlpu ayckynbranum
OOHaApYXMBAIOT KPENHUTALMIO B TMPOEKIHH Oa3albHBIX CETMEHTOB JIETKUX. Y YacTH
MalMeHTOB HAOII0AaI0T runepTpoduueckyo ocreoaprponatuio [40, 79, 110, 86, 206,
234, 100].

B newenun uemmonspuoit HCUIl mpu AUDT u [IBX sddextuBanr 'KC u
MMMYHOCYIIPECCAHThl, B PE3yJbTaT€ HMMMYHOCYIPECCHUBHOW Tepanuyu H3MEHEHUs B

JIETKHX MOTYT npetepreBath oopatHoe pasputue [40, 73]. dudbpormueckas HCUII n
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OUIl, B ommume ot apyrux BapuaHtoB HWIINI npu A3Il He mnoanmarorcs
MMMYHOCYIIPECCUBHOM TEpanuu, UMEIOT HEOJIaronpusaTHbIA MPOTHO3 TEYEHUS U MOTYT
MPHUBOJAUTH K CMEPTH IMAllMEHTOB OT JbIXaTeNbHON Hemoctarounoctu [107, 111, 104,
179]. Bmecte ¢ Tem, omMcaH ciy4yail CTaOMJIBHOIO HENPOrpPECCUPYIOLIEro TEUEHUS
OUIl y maumentku ¢ IIbX 6e3 kakoro-amu6o cnenupuyeckoro Je4eHUsl MOpaKeHHs
aerkux [110]. AKTHMBHOCTH MOpaXCHHS M CKOPOCTh IMPOTPECCHpoOBaHUS (GuOpo3a
neuenu npu [IbX y nanuenToB ¢ ¢pubposupyromum MITJI MoxeT octaBaThCsi HU3KOM,
onucana crontannas pemuccusi [1I6X [104]. UIJI ¢ BbIpaXEHHBIMU PECTPUKTUBHBIMU
BEHTWISILIMOHHBIMM ~ HApyILICHUSIMU paccMaTpuUBaeTcsi KaK MPOTHUBOINOKAa3aHUE K
TpaHCIUTaHTanuu neuenu [138].

Kaxk HCHUII, tak u OUII moryT pa3BuBaThCsl y NAlMEHTOB, CEPOIIO3UTUBHBIX MO
AMA-M2, nvo ne umeromux [I6X [177, 43]. Uupkynupyromume AMA-M2 Obuiu
oOHapyxeHbl y 6 (25,0%) u3 24 nauuentor ¢ HCUIL, OUIT u OII, He uMeBmMX KaKuX-
an6o C3CT um A3Il [43]. O6Gcyxmaercs BO3MOXKHOCTH BKiIoueHus AMA-M2 B
1a00paTOPHBIN TOMEH AUArHOCTUYECKUX KPUTEPUEB MHTEPCTULIMATHLHON THEBMOHUU C
ayTOMMMYHHBIMH ITpu3HaKamu [43].

Jumgpouyumapnana unmepcmuyuanoHas NHEEMOHUA

Omucano paszsutue JIMIT y mammentoB ¢ IIBX wu AWUI, opHako
pacnpoctpanennocts JIUII mpu »sTrx 3aboneBanusx HeusBecTHa [66, 135, 42, 250, 134,
194, 240]. B oaHOIEHTPOBOM KUTaMCKOM HcCcleAoBaHuu 3 u3 5 manuentoB ¢ 16X u
mopdomnoruyecku BepuduimpoBanapiM U umenu dokycer JIUMII B Guonrare nerkoro
[209]. B npyroii cepum kimHUKO-Mopdosornueckux Hadmonenui 2 (11,1%) u3 18
narenToB ¢ JIUII umenu 16X [134].

I'ucronormyeckas xaptuHa JIUIT mpu A3Il ompenensiercs wuHUIbTpanuen
OpOHXMON W HMHTEPCTULHA JUM(OUUTAMH, IUIa3MOLUTAMH M TucTHouuTamu. [lpu
UMMYHOTHCTOXMMHYECKOM HCCJIEI0BAHUM JIETKMX MOTYT OOHapy>KMBAThCSI UMMYHHBIE
KoMIUTeKChl, coneprxkamue 1gG u C1q [240].

[Topaxkxenne nedeHu, Kak NOpaBuio, npenmectByer pazputuro JIMII, oxgHako

HaOmonanmu u obOpaTHyto cutyanuio [134]. Cesizm Mexay aKTUBHOCTBIO M CTaIHCH
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teyenuss A3Il, ero orBeroM Ha JeyeHHe W pPUCKOM Bo3HUKHOBaHusa JIMII He
YCTaHOBJIEHO, HO onucaHa MaHudectanus JIUII Ha ¢doHe HMMMyHOCYNpEeCcMHMBHON
Tepanuu y nanueHToB ¢ AWUIT B craaum pemuccum [66, 135, 250]. Hammuwme CIII
sBisiercst pakropom pucka passutus JIUIT y nanmentoB ¢ [16X [151, 209]. Onucano
coyeranue JIMII u npaBOCTOPOHHEr 0 IKCCYAATUBHOIO IIIeBpUTa y nanueHTky ¢ [1bX u
CREST-cunnpomom [194].

JINII y natimenToB ¢ A3I] KIMHUYECKU MOMKET MPOSBIISITHCS OJIBIIIKON B TTOKOE U
npu  (QU3NYECKOW Harpys3ke, JUXOpaJKOH, KallleM C OTXO0XJICHHEM HeOOIbIIOro
KOJIMYECTBA MOKPOTHI, MPOTPECCUPYIONIEN IbIXaTE€IbHONW HENOCTATOYHOCTBIO, PEKE —
Topakaiarusmu [66, 135, 42, 250, 134, 194, 240].

Hapsiny ¢ pecTpUKTUBHBIMU BEHTWISIIUOHHBIMU HAPYUICHUSIMHU y TALMEHTOB C
JINIT n [IBX npu cnupoMeTpuu Takxke OOHApYKHBAIOT M OPOHXOOCTPYKIIHIO, YTO
CBSI3BIBAIOT C HAJMYUEM JUMQOIMTAPHOro OpoHXHONUTa, accouuupoBanHoro c¢ JIUII
[151, 209].

Pentrenonornuecku JIUII y 60apHbIX A3I1 MOXKET NPOSBIATHCS TBYCTOPOHHUMU
pacrpoCTpaHEHHBIMU 30HAMHU YIUIOTHEHUS JIETOYHOM TKaHU MO TUITY MAaTOBOI'O CTEKIIA,
YTOJIIEHUEM  MEXKIOJbKOBBIX IEPEropoJoK, OpOHXHOIUTOM U  YBEIMYCHHEM
auMbaTHUECKUX y3JI0B cpeaoctenus [66, 135, 42, 250, 134, 194, 240]. Hu B ogHOM 13
onyonukoBanHbIX HaOmonaeHu JIVII mpu I1IBX u AUIDT He ObUIO OmMMCaHO HAIUYWE
MHOXECTBEHHBIX KHCT B JeTKux — crnenuduuroro mus JIMII peHTreHomorndeckoro
npu3Haka [66, 135, 42, 250, 134, 194, 240].

B OGonpmmnHcTBe HaOmogenuit JIMII xapaktepusoBamach OarompusTHHIM
TedyeHueM U orBetoM Ha JyedeHne ['KC u a3aTMONpUHOM, OJHAKO OINHWCAH CiIy4ai
cMmeptu OonbHOM, crpamaBmieid [IbX u CII, oT apIXareabHOM HEIOCTaTOYHOCTH
Beiencteue mporpeccupoBanus JIWMIT [240]. JIAIT mpu IIBX MoxeT mpereprieBath
oOpaTHOE pa3BHTHE MOCIIE TpaHCIUTaHTauu nedeHu [138].

Jlekapcmeenno-unoyyupoeanHnvie UHMEPCMULUANbHBIE NOPANHCEHUA JIE2KUX

Nutepcruninanbipie mHEBMOHUM Y OosibHBIX A3Il MoOryt OBITH HE TOJIBKO

BHEINEYEHOYHBIM TMposiBicHueM A3Il, HO W OCI0XHEHUEM JICKAPCTBCHHOW TEpalluu.
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Coobmanoch 0 pa3BUTUM MHTEPCTULHAIBHBIX THEBMOHUHN Yy 6 (14%) u3 43 GoibHBIX
I1bX, nmony4aBmIux JIEYUEHUE METOTPEKCATOM U HE MMEBLIUX IIEPE] HA4ajlOM JICUECHUS
J0Ka3aHHOTO TOPaXXEHHs JIETKUX. Yepe3 HECKOIbKO HeAenb MOocie Hadaia Mpuema
npenapara y OOJBHBIX Pa3BUBAIHMCH JTUXOpPaJKa, Kallelb 0e3 MPOIYyKIMH MOKPOTHI U
JbpIXaTeIbHasl HEJ0CTaTOYHOCTh. Bo Bcex ciydasx, KpOMe OJIHOTO, 3aKOHYHBILIETOCS
CMEPThIO OOJIBHOH OT CHUCTEMHOTO MHKO3a, HWHTCPCTUIHAIBHBIC ITHEBMOHUHU
paspemanuch U HE PEIHUIUPOBATIN IOCIE€ OTMEHBI METOTpeKcaTa M, B HEKOTOPBIX
HaOmoieHusX, JedueHuss cucteMHbiMM ['KC. B mosb3y JekapCTBEHHOW STHOJIOTHH
MOPaXXEHUS JICTKUX Y JIAHHOW TPyNIbl OOJIBHBIX CBUJETEIILCTBOBANIA BPEMEHHAsS CBS3b
MEXTy Pa3BUTHEM MHTEPCTUIIUATBLHOW THEBMOHHMH M HaYajIOM JICYCHHS METOTPEKCATOM
[208]. B uccnemoBanuu Steenbergen u COaBT. HaOJIOAAIM Pa3BUTHE JCKAPCTBEHHO-
unayuupoBanHoro UIUJI y 1 (12,5%) u3 8 6onpubix I1IBX uepe3 6 mecsieB mocie
Hadaia JnedeHus merotpekcarom. MILJI perpeccupoBaio mocie OTMEHBI METOTpeKcaTa
u neyenns ['KC [235].

CoyeTaHHOE WMMYHOOIIOCPEIOBAHHOE MOpPAKEHUE TE€YEHU M JIETKUX TaKKe
MOXKET HMMETh MECTO B paMKaX CHCTEMHBIX JIEKapCTBEHHBIX peakiuil. Onucano
OJTHOMOMEHTHOE pa3BUTHE JIEKapCTBEHHO-MHIYIIUPOBAHHBIX AUT u
HHTEPCTUIMAIBHBIX IMHEBMOHUI mocie jeueHuss Hurpodypanrounom [39, 164, 184,
219, 24, 203, 255, 128]. B GONBIIMHCTBE CIIydaeB JaHHbIC MOPAXCHHS HAOIIOJAIH Y
KEHIIMH TIOKWJIOTO BO3pacTa, OJHAKO MPHYMHA TaKOW MPeapactooKeHHOCTH
HeusBecTHa [39, 164, 184, 219, 24, 203, 255, 128]. MutepBanm Mexay pa3BUTHEM
MOpaYKEHUsI JITKMX W TICUYCHH W HAadajJoM MpueMa HUTpo(dypaHTOMHA COCTABISUT OT
HECKOJIBKHUX HENIETh 10 HECKOJIBKHX JIET, YTO MO3BOJIMIIO MPEAIOaraTh BEAYIIYIO POJb
TUTNEPUYYBCTBUTEILHOCTH 3aMEJUICHHOTO THTNA B pealu3aluil  HATPOPYpPaHTOWH-
WHIYIIUPOBaHHBIX JICKApCTBEHHBIX peakmuii [39, 164, 184, 219, 24, 203, 255, 128]. B
KOTOpTE TMAlMEHTOB C HUTPODYpPaHTOMH-UHIYIIUPOBAHHBIM TOPAKCHUEM TEUCHU
pa3TUYHbBIC JIETOYHBIE CUMIITOMBI COIyTCTBOBAIM OCTPOMY TEUYECHHIO rematuta B 12%
CJlydaeB, XpOHUYECKOMY TedeHHuto renatuta — B 23% ciyuaes [219]. B GonbiimHCTBE

HaOJII0JICHUM B KIMHUYECKOW KapTUHE Mpeodiafany CUMITOMBI MOPAXKEHUS! MEUYCHH,
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AUNI Takxke onpenessul TSHKECTh COCTOSTHUS U mporHo3 manuentos [39, 164, 184, 219,
24, 203, 255]. B oxHOM ciydyae moTpeOOBaIOCh MPOBEJACHUE TPAHCIUIAHTALIUN TICUCHU
B CBSI3M C (PyJIbMUHAHTHBIM T€UYEHHUEM JIEKapCTBEHHO-UHAYLHpoBaHHOTO AUI, mpuuem
OblT OTMEYEeH OBICTpPBI perpecc HWHTEPCTULHMAIBHON MHEBMOHUHM Cpa3y Ioclie
npoBeneHus TpaHciiaHtanuu nedenn [128]. Cpemm pecnupaTopHBIX CHMIITOMOB
OTMEUaIN MaJIONPOAYKTUBHBIN Kallellb, OJbIIIKA, JbIXaTelbHasi HEIOCTATOYHOCTh, B
TOM YHCJIe C MOTPEOHOCTRIO B pecnupaTopHoi nmoaaepxkke [39, 164, 184, 219, 24, 203,
255, 128]. Pentrenosornveckas KapTHHA XapaKTEpU30BaNIaCh HHTEPCTHUIIMATbHBIMU
U3MEHEHMSIMU C MPEUMYIIECTBEHHON JIOKalnu3alueil B 0a3albHbIX CETMEHTax JIETKHUX,
TaK)K€ OMHUCHIBAIA 30HBI KOHCOJWJAIMU U TMPABOCTOPOHHHUM Malblii TUIEBPabHBIN
BeioT [164, 203]. Ilocne mnpekparieHuss mnpueMa HUTPOPypaHTOMHA HAOIIOIATH
oOpatHoe pa3Butue kak AWI, tak u WUILJI, ogHako B HEKOTOPBIX clydasx st
MHIYKIMA PEMHUCCHU TPeOOBAIOCh HAa3HAUCHHE HUMMYHOCYNpEcCHBHOHN Tepanuu [39,
164, 184, 219, 24, 203]. CouyeranHoe HUTPOGYpPAaHTOMH-UHIAYIIUPOBAHHOE MOPaKEHHE
NEYeHH U JIETKMX MOXET TMpOTeKaTh OECCUMITOMHO WM C TMpeoOiagaHUEM B
KJIMHAYECKON KapTHHE OJHOTO OPraHHOTO HopakeHus [24].

Onucano pa3BuTHe JeKapcTBeHHO-UHAynHpoBaHHbIX AULT u OIl y 2 monoabix
KCHIIMH, IPUMEHABIINX MUHOLMKIMH 115 JleueHus akae [196, 131]. B mepBom ciaydae
B pe3yJibTaTe Ha3HAYEHUs MPEIHU30JI0HA ¥ OTMEHBI MUHOIMKIIMHA TTOPAKCHHUE JIETKUX
M TICUEHU TpEeTepreso oO0paTHOe pa3BUTHE, BO BTOPOM HAOIIOJEHUU HCXOJ]
3a0osieBaHus octaics HemsBecTeH [196, 131].

Jones u coaBT. coobumm 00 ogHoBpeMeHHOM pazBuTuu AUL™ u OIl y xeHmmHbI
67 ner moclie Je4YeHUs NOKCUUMKIMHOM B TeueHue 14 nneil. HecmoTpst Ha oTMeHy
JOKCUILIMKIMHA W TEPBOHAYAJIbHBIA TMOJHBIM OTBET HaA JICYEHHE MPEIHU30JIOHOM
JErOYHOE MOpaXEeHHEe UMEN0 CTepoua3aBUcuMoe TedeHue. llpu reHernyeckom
TECTUPOBAaHMM  OBIJIO  yCTAaHOBJIEHO, YTO TMAIlMEHTKa SABISAETCA  HOCUTENIEM
nosumop¢usma HLA-B*35:01 [118].

Meo u coaBT. onucaiu ogHoMoMeHTHOe pa3BuTthe AUI -mogoO6HOro nopaxeHus

MeYeHW, WHTEPCTUIHATbHOH mHeBMOHMM u DRESS-curmpoma y  KeHIIWHBI,
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MOJIy4aBIIe B TEYeHHE 3 HENeNab JICYEHHE pPAHENAaTOM CTPOHLUS 10 MOBOAY
reHepaM30BaHHOIO oOcTeonopo3a. B pe3ynbTaTe OTMEHBI Ipenapara M JEUYECHHUs
METWINPEIHU30JI0HOM  HAOJIOaNU  MOJOKUTEIBHYI0  KIMHUYECKYI0 JIHUHAMHKY
MOPaXKEHUsI KOKU U JIETKUX, OJJHAKO MOTPeO0BaIOCh JJIUTEIBHOE JICUEHUE CUCTEMHBIMU

I'KC B cBsI3u ¢ coOXpaHsIOIIeHCs aKTUBHOCTBIO TTOpakeHus meucHu [63].

1.3.2. [lopaxeHune TUCTAIBbHBIX OPOHX0B

CrmpoMeTpusi BBIABIIET OOCTPYKIIMIO Ha YPOBHE JHUCTAIbHBIX OTJICJIOB
OpOHXHUAJIBLHOTO JIEPeBa, MO JaHHBIM Pa3JIMYHbIX UccieaoBaHui, y 1,6%-6,7% OG0NbHBIX
[1bX, He nMeromux OPOHXUATBHYIO aCTMY MJIU XPOHUUYECKYIO0 OOCTPYKTHBHYIO 0O0JIe3Hb
nerkux [55, 137, 209]. Ycranosneno, npu [16X puick pa3Buths OpOHX00OCTPYKTUBHBIX
HapyIICHUH MpeBbIIaeT oduienonynsuuoHubii B 2,91 pa3z (95% AU 1,7-4,9), puck
pa3BUTHs XpoHHUYecKoro Oponxuta — B 2,04 pa3 (95% AU 2,5-6,7) [147, 133]. B
uccrnenosannn Uddenfeldt u coaBt. Tshxenas smpuszema erkux Oblia JMarHOCTHPOBAaHA
y 1 (1,5%) u3 65 6onpubix [IBX, panee HUKOTIa HE KYPHUBIIETO U HE TIOJIBEPTraBIIETrOCs
JUIATEIBHOMY  BO3JCHCTBHIO  adpomoiuriotanToB  [232].  UYacrota  mopakeHHs
nuctanbHbIX OporxoB npu [ICX u AUT" HensBecTHa.

Cpenn MopdoIoTHUecKrX BapHaHTOB MMMYHHOOIIOCPEOBAHHOTO OPOHXHMOJIUTA
npu I1bX ObutM onmcaHbl KOHCTPUKTUBHBIN, JTUMGOIUTAPHBIN, JECTPYKTUBHBIN, MPU
AUD — obnurepupymmii u GOIUTMKYIApHBIA Oponxwmonutel [183, 178, 153, 220, 42,
134, 240, 196]. HaGmroneHnit HeMHPEKIMOHHBIX OpoHXH0anuTOB Ipu IICX Her.

VY nereit ¢ AUl B pamkax ayTOMMMYHHOI'O MOJIMTJIAHIYJSIPHOrO cuHApoMma 1
TUNIA TIOPAXKEHHWE JIBIXaTeIbHBIX MyTed B  ¢GopMe JUMQPOIUTAPHOTO WU
obmurepupyromiero Oponxuoautra Moxker coueratbes ¢ WILJI m accomuupoBaHo ¢
HammaueM 1upkymupytonmx antuten kK KCNRG — anTtureny, skcmpeccupyemomy B
SMUTETUH TepMUHATBHBIX OpoHxuoi [18]. Antutenna k KCNRG Obutn 0OHapyKeHBI y 7
(87,5%) u3 8 nereit ¢ OpouxuonutoM u y 1 (1,0%) u3 102 nmereit 0e3 mopakeHHUs

Jerkux. 5 (62,5%) u3 8 neteit ¢ mopaxxeHHeM ITUCTAIBHBIX OpoHxoB umerm AU [18].
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B cepun nabmoaenuit y 12 (75,0%) u3 16 6onpubix [16X B nepuOpoHXuospHOi
CTpoMe OBLIH BBISIBICHBI IUIOTHBIC TMMQonuTapHbie nHGmIbTpathl, y 10 (62,5%) u3 16
MAlMEeHTOB 0OHApPYKUBAIM HEKA3€03HbIE TPaHyJIEMbI TOH ke Jokanu3aiuu. U3meHeHus
B 3HAQUYMTEJIbHOM CTENEHUW HAINOMUHAIM JTYKTOLEHTPUYECKHE JHUMQPOLMUTAPHbBIE
MHOUIBTPATBl U AMUTEIUOAHOKIETOYHBIE HEKAa3€03HbIE TPaHyJeMbl, OOHAPYKEHHBIE B
NmevYeHn TeX e manueHtoB [142]. Mopdonoruueckoe cXoacTBO JUMGOIMTAPHOTO
OpOHXHMOJUTAa C XPOHUYECKUM HETHOMHBIM JI€CTPYKTHUBHBIM  XOJAHTHUTOM H
cuanoaaeHutom npu [1bX mo3BosseT o0cykaaTh HaTUUUEe OOIIMX AaHTUTCHOB-MUIIIEHEH
JUIS MMMYHHOTO OTBETa B JKEJIE3WCTBIX TKaHax [6, 142, 42, 57, 229]. Jpyroii
Mop(dosornyeckoii 0COOEHHOCTHhIO JTUMQPOIUTAPHOIO OPOHXMOJIUTA y MAIMEHTOB C
[MbX siBnsiercst yactoe ero couetanue ¢ UITJT [142].

NmmynoomnocpenoBannbie  Oponxuonutsl  mpu  A3Il  moryr wuMmerh Kak
OecCUMNTOMHOE Te4YeHHue, sBissAch caydaiiHod Haxoakor npu KT OI'K  wnm
TUCTOJIOTUYECKOM HCCIEOBAaHUM JIETKUX, TaK U MPOSIBIATHCS KalllsIeM, OIBIIIKON HIIN
muxopaakoil. bpouxuonur y nanuentoB A3Il umeer OnaronpusTHIN MPOTrHO3 TEUEHUS
[183, 178, 153, 220, 42, 134, 240, 196].

Puck pasButusa OponxosktazoB npu [IbX mpesbimraeT oOMIETONYIISIITUOHHBIN B
3,23 pasza (95% AW 1,8-5,9) [133]. TlomMuMO TpaKIMOHHBIX OPOHXOIKTA30B,
O0OHApYXKUBAEMBIX IPU BBIPAXKCHHOM HWHTEPCTUIIMAILHOM JIerOYHOM (ubpo3e, mnpu
A3Il Ttaxxke ObuUIM oONUCAaHBI U  OPOHXOIKTAa3bl, BO3HHUKAIOIINE BCJICACTBUE
PELMIMBUPYIOIUX OaKkTepUadbHBIX MH(EKIUN B OPOHXHAIBHOM JepeBe y OOJIbHBIX
AUT" m TICX cC COMyTCTBYIONIMMH BpPOXKICHHBIMA  HWMMYHOAC(PUIIUTHBIMU

3aboneBanusamu [153, 113, 156].
1.3.3. Ouarosoe nopaskeHue JErkux
B 0AHOIIEHTPOBOM KHUTalCKOM WCCJIEIOBAaHUM OYAaroBO€ MOPAKEHHUE JIETKUX

HaOmomanu y 45 (25,0%) u3 178 manuentos ¢ I16X [209]. B npyrom ogHOIEHTPOBOM

UCCJICJIOBAaHMH O4YaroBble M3MeHeHus HaOmonanu y 7 (10,3%) u3 68 GonpabIX [1BX
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eBporneiickoro mpoucxoxaenus [213]. YactoTa 04aroBoro MOpakCHHs JICTKUX IIPH
AU n IICX HewnsBecTHA.

[Ipu I1bX HaGmr0Ial0T Kak JUCCEMHHUPOBAHHOE MEIKO0YaroBO€ IMOpa)XKeHUe,
Tak U conumaabie odaru [209, 250, 213, 27]. OuaroBoe mopaxeHue Jierkux npu 16X,
KaK NpaBWJIO, NPOTEKaeT OECCHUMIITOMHO M SBJSETCS CilIy4yallHOM HaXOAKOH mpH
Busyanuzauuu OI'K. IIpu TruUcTOIOrMYECKOM HCCIEAOBAHUU OYArOBBIX MOPAKEHUM
nerkux y OonpHbIX I[IBX oOHapyxuBarT auM@orucrouutTapubie WHOUIBTPATHI,

SMUTENINOTHOKJICTOYHbIEC HEKa3eOHbIC TPaHyJIeMbl M 0uaroBsiii ¢puodpo3 [142, 250, 27].

1.3.4. IlopaxeHue mieBpbI

OnurcaHo pa3BUTHE OKCCYJATHUBHOTO TIUieBpuTa y mnamueHToB ¢ AUWD kak
u3oaupoBanHo, Tak u Ha (one WIII wu momuceposura [183, 193, 50, 259].
DKccymaaTuBHBIN U cyxoit mieBput npu [16X wabiaromanu y 6oasHbIX ¢ JIUIT [194, 27].
VYV naumentoB, umeromux I[IbX B coueranunm ¢ C3CT, skcCyIaTUBHOMY IUIEBPUTY
MOXET COITyTCTBOBATh U 3KCCYNATUBHBIN TepukapauT [112].

Puck pazsutus miespurta npu I16X npessimaeT odmenonynsaiinoHHbii B 4,1 pasza
(95% A1 2,6-6,3) [133]. Yacrora tuieBpura nupu AWl HeussectHa. [lpwu
pentrenorpadun OI'K obHapykuBanu mieBpalibHbIN BHIOT Masioro oobsema y 1 (1,7%)
n3 60 MalmuMeHTOB C XPOHMYECKMM akTUBHbIM rematutom [50]. B poccuiickom
OJTHOIIEHTPOBOM PETPOCIIEKTUBHOM HCCJIEIOBAHUH TUIEBPUT ObUT JMATHOCTUPOBAH y 3
(4,1%) u3 73 6ompaBIX AUT [15].

[Ipu rHCcTONMOTMYECKOM HCCleqoBaHUU TUIEBpbl y OonbHBIX [IBX HaGmomanm
TUMQOIUTAPHBIE HHPWIBTPATHI, TPAHYJIEMbI CapKoUIHOTO THUTa B (pubdpos [142].

Kax cyxoit, Tak u skccynatuBHbIi mieBput npu A3l mperepneBaer oOpaTHOE
pa3BUTHE B pe3yJbTaTe€ HMMYHOCYIPECCUBHOW Tepanmuu W HMEET OJaronpusTHBIN

nporuo3 teuenus [183, 194, 27].
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1.3.5. Jlerounasi apTepuajibHasi THNIEPTEH3US

VYcranoBneHo Hannuue accouuannu upuonarndeckon JIAIT ¢ IIBX. JIAI' mpu
[IBX w4ame oOHapyxuBanu Yy mnauueHtoB, crpagarommx C3CT. JIATT Osbuia
nuarHoctupoBaHna y 22,2% 6onsnbix ¢ CC/, y 10,7% —c Cll, y 8,3% —c CKBuHny
oaHoro u3 6onbHBIX ¢ PA u IIM/JIM. ¥V nanuenToB 6e3 C3CT wactorta JIAI' coctaBuia
6,4% [247]. B npyrom mcciie10BaHUU JIETOYHYIO TUIIEPTeH3UIO Jro0oro tuna npu [16X
3HAUYMMO dYallle OOHapyXMBaJIM Yy NAMEHTOB a3zuarckoro mnpoucxoxaeHuss ¢ CCJJ
(54,5% u 21,4%, p=0,004) [264].

B 0IHOIEHTPOBOM UCCIEIOBAaHNH, BKIIOUMBILIEM MAlMEHTOB €BPOIEHCKOro
npoucxoxaenust 6e3 C3CT, unnonarnyeckas JIAI' Oblia quarnoctupoBana y 5 (3,7%)
u3 134 Gonpubix [IBX u Hu y omuoro u3 77 Oombubix IICX [23]. YacroTa
uauonatudyecko JIAIT mpu AUNIT  HewsBecTHa, ONyOJMKOBAaHBI EIUHUYHBIC
KJIMHHYeCKue HaOmoaenus [4, 30, 125, 171].

®aktopsl pucka paszsutus JIAI' mpu [IBX HeusBecTHbl. B 0aHOLIEHTPOBOM
KATAWCKOM HCCJIEIOBAaHUHU JIETOUHYIO TunepreHsuto Hadmogamu y 21 (11,8%) uz 178
naniueHToB ¢ [IbX. ABTOpbpl He yTOUHSIM, OBUIM JIM CpPeId HUX OOJIBHBIC C
uanonaruueckoit JIAI' [210]. Jlerounyro TMIIEpTEH3UIO 3HAYUMO Yallle 0OHAPYKHUBAIH
y MalKMeHTOB, UMEBIINUX NopTaibHyto runeprensuto, CII, denomen Peiino, UIJI, anTu-
SS-A u anTuTena K kapauoaunuay [210].

JIAT y 6onbnbix A3Il mMoxxeT maHu(pecTUpOBATh OABIIIKON B TOKOE WM TIPU
Gu3NYeCKUX Harpy3kax W HapylIeHHSMH cepiedHoro purma [257, 245, 158]. JIAT
MOXXET OBITh TepBBHIM KimMHUYecKkuM mposieiiennemM AWID [30]. JIAT mpu A3II
XapaKTepu3yeTcs NPOTPECCUPYIONINM TEYCHUEM U OIpeaessieT HeOIaronpusTHBIN
nporHo3 manuenta. Coodmanock o coydae cmeptu 6ompHOTO [16X 6e3 LII1 BcneacTBue
JEKOMIIEHCAIlUH TPABOKETYI0YHOBOM HEIOCTATOYHOCTH HAa (POHE HIMONATUYECKOM
JIAT [210]. B seuwenum JIATT mpu A3Il MOryT NpPUMEHSTHCS WHTHOUTOPHI
dochoauacrepassl 5 THIIA W AaHTArOHUCTHI SHIOTEIMHOBBIX perentopoB 1 tuma [125,

171]. Ony6nukoBaHO HaONIOJEHNE YACTUYHOIO perpecca JISTOYHOW TMIePTEeH3UH 1OCIIe
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TPAHCIUIAHTALIUM OPTaHOKOMIUIEKCA JIETKUX, cepAaua u nedeHu nauueHtke ¢ [IbX u

uauonarnueckoi JIAT [245].

1.3.6. TpomG0o3MO0/1Ms1 BeTBell J1erOYHOM apTepun

VYcranosineHo, uro pucku pazsutus TOJIA npu AUI u 116X B TeueHue nepBoro
roja IOCJI€ YCTaHOBJEHUs JuarHo3a Oonee yem B 10 m 7 pa3, COOTBETCTBEHHO,
NPEBBIIAIOT  oOImenonysiuonnasie  [265]. I[lo pesynbrataM peTpOCIEKTHBHOTO
MHOTOIEHTPOBOTO MCCJEJOBAHUS Yy TNALMEHTOB EBPOIEHCKOr0 MPOUCXOKICHUS
0OHapy’>KEHO YBEJIMYEHHUE pUcCKa BEeHO3HBIX TpoMOoaMmOonuii mpu AUL u I1b6X Ha 124%
u 29%, cootBercTBeHHO [190].

Benosunbie TpombosMOoandeckue ocnoxHeHus mpu [ICX He Obutk mpeamMeTomM
CHUCTEMATUYECKOT0 U3yUeHUs. B peTpoCIEKTUBHOM MCCIIEOBAHUU MTPUUUH CMEPTH y 45
narrenToB ¢ [ICX B 1 (2,2%) cinydae neTanbHbIi ¢X0a HacTymua BeiaeacTere TOJIA
[52].

OO6cyxnaeTcsi HECKOJIBKO MPUYMH TOBBIIMIEHHONW YacTOTHI Pa3BUTHUS BEHO3HBIX
tpoMOodMOouii ipu A3Il. BrisBieHa TeHACHIMS K YBEJIMYEHUIO PHCKA Pa3BUTHUSA
TPOMOO30B pa3auyHOM JoKanmu3anmuu y OonbHbBIX AWML — HoOcuTeneidl aHTUTEn K
dbochomunuaaM, OJHAKO YaCTOTa JIETOYHBIX TPOMOOIMOONMHA B JaHHOW paboTe He
yrounsuiack [21]. VcraHOBiICHO HamuuuMe MPSIMON KOPPESIIMUA MEXKIY 4YacTOTOM
BBISIBJICHUS aHTUTEN K OeTa-2-TIMKOMPOTEHHY, KapIUOJHUIIMHY W aKTHUBHOCTHIO
nedeHouHoro nopaxenus npu AU u [16X, uto mo3BomsieT 00CyKIaTh acCOIMAINIO
Mexnay aktuBHOCTRIO [IBX m AUIT m puckoM BEHO3HBIX TPOMOOIMOOIUYECKHUX
ocnoxxHeHwui [261, 87].

[IpogeMOHCTPUPOBAHO CYIIECTBOBAHWE HAPYLICHUM CUCTEMBl T'€MOCTa3a IIpU
[IBX u [ICX, mpuBoasmux K GOPMHPOBAHUIO TUNEPKOATYISIIMOHHOTO CTaTyca. Tak,
npu [IBX TeHmeHMs K THMEpKOAryasiiud HAONIOMAeTCs y)Ke€ Ha PaHHUX CTaIusX
3a00J1€BaHMs, OJJHAKO HE BBISBIISETCS PYTUHHBIMU TECTAMU U MOXET ObITh OOHApykKeHa

TOJILKO TpHU TpoMOo3aactometpun [238]. Cpeau mpHYUH pPa3BUTHS THUMIEPKOATYIISIIAN
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IpU ayTOMMMYHHBIX XOJIECTACTATUYECKUX 3a00JI€BaHUSAX II€YEHU pPaCCMATPUBAIOT
yBenuueHnue skcnpeccun CD42b, LIBS-1, P-cenmektmna u rimkomnporewna |lb Ha
MOBEPXHOCTH MeMOpaH TpPOMOOLUTOB, VYBEIMYEHHE TMPOAYKIHH TpOMOMHA U
YMEHBIIEHHE AaKTUBHOCTU (PUOpMHONIM3A, TOBBILIEHUE YPOBHEH IUPKYJIUPYIOLIETO

TKaAHECBOT'O cpaKTopa N IOMOOUCTCHHA, CHM)KCHHNC KOHLCHTpALMK AHTHKOAI'yJIAHTHBIX

npoterHoB [238, 204, 186, 29].

1.3.7. Jlerounblii BACKYJIUT

N3onupoBaHHbIN JeTOYHBIA BacKyIUT HaOmoaanu y 6onbHbix 16X, [ICX u AU
[6, 240, 122, 26]. OnucaHo pa3BUTHE HEKPOTH3IUPYIOMIETO CApKOUIHOTO IPaHyIeMaTo3a
npu 16X [85]. Yacrora serounoro Backyiuta npu [IBX onenusaercs B 0,7%, mpu
I[ICX u AUT" ona HeusBecTHa [6].

[lopaxxenue cocynoB unerkux mnpu A3l xapakrepusyroTcsi BapuaOeIbHbIM
KIMHUYECKUM TEYeHHeM M MOXEeT OBITh KaK CIIy4ailHOW HaxoJKOW IMpu
TUCTOJIOTUYECKOM HCCIIEIOBAHUU OMOINTATOB JIETKUX, TaK M MPOSBISATHCS MACCHUBHBIM
aerounbiM  KpoBotedenmeM [240, 122]. Backymur npu IIBX mopdoaorudecku
MPOSBISCTCSA JICMKOLMTOKIIA3UEN, UMEET MMMYHOKOMIUIEKCHBIM MEXaHU3M Pa3BUTHS,
MOKET BOBJIEKaTh ApTEpPUHU, APTEPUOJIBI M KANWUIAPHI, JIOKAJIMW30BAHHBIE B KOXKE M
aerkux [240, 64].

Kpome n3ommpoBaHHOTO JIErOYHOTO BacKyiuTa y 00abHBIX ¢ A3Il MoryT Taxxke
pasBuBatbcsi  AHI[A-accoumupoBaHHBIE  CHCTEMHBIE BACKYJWUTBI W CHHIPOM
I'ynmacuepa [33, 22]. [losiBieHMe KpOBOXapKaHbs M OJBIIIKH B COYCTAHUH C
ObICTpomnporeccupyomum riaomepynonedpputom y manumeHta ¢ A3Il  TpeOyer
HCKIIIOYEeHUs, B nepByto ouepenb, AHI[A-accoruupoBaHHBIX CUCTEMHBIX BACKYJIUTOB U

curapoma ['yamacuepa [33].
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I'TABA 2. MATEPHUAJIBI U METO/IbI

2.1. JIu3aiin uccjaeg0BaHus

B ocHOBe paboThI JEKUT aHAIU3 PE3yIbTATOB HAOMIOACHUS 3a 175 maruenTaMu ¢
A3Il, mnpoxoauBmuMu oOcieAoBaHMEe U JedyeHue B KiMHHKE peBMaTOJOTUH,
Hedponorun u npodmnaronorun uMm. E.M. TapeeBa B mepuojn c suBaps 2018 r. no
anpens 2022 r.. HccnenoBanue ObLIO TMPOBEIEHO B COOTBETCTBUU C ITUUYECKUM
OPUHIUIIAMH ~ MEIUIMHCKUX  HCCIEIOBAaHMM,  3all0)KEHHBIMHU  XEJIbCHHKCKOMN
JeKJIapanuen, 1 ObUI0 0J00pEHO JOKaIBHBIM dTHYECKUM KoMuTeToM llepBoro MI'MY
uM. .M. Ceuenona (nporokoa Ne20-21, 3acenanue ot 18.11.2021 r.).

Kpurepusimu BkIIOYEHUS B HCCIEOBaHUE OBUIM: COTJacMe€ Ha YydacTHe B
UCCJICIOBAaHMHU, BO3pacT He MeHee 18 jeT, Hamuuue Yy TMalueHTa OJHOTO U3
nepeuncieHHbix 3aboneanuii: AUL, [1BX, IICX, [IBX-AUI" u [ICX-AUT.

Kpurepusimu HEBKIIIOUEHHS] B MCCIEIOBAaHUWE OBLUIM: OTKa3 OT Y4acTHs B
uccieaoBanuu, Bo3pact MeHee 18 ner, Hasmune HBV wmum HCV-undexuumu, mu6o
onnoro u3 nepeuncieHasix C3CT: CII, CC/, PA, CKB, IIM/IIM, A®C, Cm3CT u
1gG4-acconmmpoBaHHOTO CUCTEMHOTO 3a00JIeBaHMUS.

[TopaskeHus JIETKUX BBISBIISUIA M KJIACCU(DUIIMPOBAIM HA OCHOBAHUH PE3YJIHTATOB
sm3yammsupyronmx (KT OI'K) wm rucromormveckux (OHUOINCHsS JICTKUX  W/HIIH
TuM(paTUYECKUX y3J0B) KCCIENOBAaHUN. Y TMAlMEHTOB, TMEpeOOJIeBIINX HOBOU
KOPOHAaBUPYCHOM WH(EKIMe ¢ TOpaXKEHWEM JIETKHX, BIEPBbIC BBIABICHHBIC
MaTOJIOTUYECKUE M3MEHEHHUS MapeHXUMbl JETKUX HE CYHUTAIM BHENECYEHOUYHBIM
nposiBaeHuem A3IL.

[TpoBogunm comocTaBieHue aeMorpaduuecknx, KIMHUIECKUX U JaOOpaTOPHBIX
MoKaszaTesjel y MalueHTOB C MOPaXXEHUEM JIETKUX U 0e3 TaKOBOro. Y CTaHaBIMBAJIH
0COOEHHOCTH Te€YeHUS U (HaKTOPBI, ACCOIMPOBAHHBIC C BAPUAHTAMHU MTOPAKCHHUSI JICTKHX.
Halmtonenue 3a manyieHTaMu MPOBOAMIIA C MOMEHTA BKJIIOUEHHUS B UCCIEOBAHUE 0

MOMCHTAa OKOHYAHHA HCCICAOBAHHA, HACTYIUICHUSA CMCPTH OT JTFOOBIX IIPpUYHUH HIIN
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TpaHCIUIAHTAOWH TICUYCHH. OI.[GHI/IBaJII/I JCTOYHYIO M TIICUYCHOYHYIO BBIXKUBACMOCTD.
HC6J’IaFOHpI/IHTHBIM JICTOYHBIM HCXOAOM CUHTAJIM CMCPTH OT OCJIO)KHEHUH JIETOYHOI'O
MMOpa>XCHHAL. H€6HaFOHpI/I${THBIM MNCYCHOYHBIM  HCXOAOM  CUHUTAIM CMEPTHL OT

ocinoxHeHui LI nim TpaHCIIaHTalyo IeYEeHHU.

2.2. MeToabl 00CJ1eJ0BAHUSA MALMEHTOB

[IpoBoaunu wu3ydyeHwe aHamHe3a, cOop kanol, (uzMueckoe o0ciIen0BaHue.
NuctpymMeHTanbHbIe U J1aOOpaTOPHBIE HMCCIIEAOBAHUS BBITIOIHSIN B IOJPa3ICIICHUSIX
Knunnueckoro mentpa Ilepporo MI'MY wum. W.M. CeuenoBa. Ilpumensinu
CTaHJapTHBIE METOJbI 00CIIeI0BaHUS OOJBHBIX T'eNATOJIOTHYECKOT0 MPOduUIs, BKIOYAs
o0IMe KIMHUYECKUE aHAJIU3bl KPOBH M MOYH, OMOXMMHUYECKHE HCCIICAOBaHUS KPOBH,
UMMYHOJIOTUYECKHE HccienoBanusi, koaryiaorpammy, Y3U u KT opranoB OpromrHoi
MOJIOCTH, 330()aroracTpo1yoIeHOCKOIUIO, 3JacTOrpaduIo MeUeHU.

B pamkax uccienoBanusi Bcem narmenTaMm BoinodaHsiin KT OI'K u uccnegoBanue
(GYHKIIMM BHENIHETO [bIXaHWs METOAOM crupoMeTpuu. [lpu Hanmuuuu mnokKazaHHi
JIOTIOJTHUTENIBHO TPOBOAWIN. TPAHCTOPAKAIBHYIO 3XOKapAHOrpaduio C pacyeToM
CHCTOJIMYECKOTO JaBiicHHs B jerouHoi aprepuu (y 34 maiueHTOB), OPOHXOCKOIHUIO C
Oouoricuer CIM3UCTON O00O0JIOYKH OpPOHXOB WM OpOHXOANBBEOJISIPHBIM JaBaxkoMm (y 9
NAIMeHTOB), HccieaoBaHue IU(PGY3MOHHOW CIOCOOHOCTH JIETKUX II0 MOHOOKCHIY
yriaepoaa MpHu 3a7epXkKe AbIXxaHus Ha Baoxe (y 8 MalMeHTOB) WM THUCTOJIOTHYECKUC
uccienoBanus (IMyHKIMOHHAS WM XAPYpPrHUYecKas OMOICHS MeYCHH — Y 88 MaIMeHTOB,
Oouworicus TUMQaTHYECKUX Y3JI0B pPa3IM4YHONW JoKanmm3anuu — y 10 TanueHTos,
XHPypruvecKas Win TpaHCOpOHXHMAIbHASI OMOIICHS JIETKHX — y 9 ManueHToB, OUOTICHUS
KOXH — Y 2 TIAIUCHTOB).

IIpu cnupomerpuu ouenuBanu nokazarenu OXKEJL u ODBI. [lpu BhisiBIEeHUU
OpOHX00OCTPYKTUBHBIX HapyUIEHHAMN JOTIOJTHUTEIBHO MIPOBOJUIIN
OpOHXOAWJIATALIMOHHBIM ~ TECT JJII OLIEHKU OOpaTUMOCTH  OPOHXOOOCTPYKIIUU.

OcymiecTBasinu ao3upoBaHHbie 4 nHranasiuuu mo 100 MKr canp0yTamolia ¢ UHTEPBAIOM
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B 30 cexkyHn. MHccnenoBanue mnoBTOpsuiM dYepe3 15 MuHyT, npoOy cuuTaIu
MOJIOKUTENbHOW Tipu  yBenuueHuu mnokazatens ODPB1 wa 12% wu Oounblne mnpu
OJTHOBPEMEHHOM  YBEJIMYEHUU €ro aOcoNfoTHOro 3Hauenus Ha 200 wmun wu
Oonpiie. OLIEHKY CHUPOMETPUYECKUX IIOKA3aTeNe M IMOCTPOEHUE 3aKJIIOYEHUS IO
CIIUPOMETPUYECKOMY HMCCIEAOBAHUIO MPOBOAUIN B COOTBETCTBUU C PEKOMEHAALUSMHU
aMEPUKAHCKOT'0 TOPaKaJIbHOTO U €BPOIEHCKOI0 pecupaTopHbIX oomecTB [165].

KT OT'K npoBoaunu npu 3aep>KKe AbIXaHHS HA BBICOTE BJOXA B MOJIOKEHUH HA
CIOUHE, MpU HaIMYUM apTedaKTOB U300PAKEHUS HCCIEAOBAHHE MOBTOPSIU B
NOJIO)KEHMM Ha JKUBOT€ W Ha Bbigoxe. Ilpu HeoOXoIAMMOCTH  HMCKIIOYATh
TpoMO03MOO0Mio BeTBer Jierounoi aprepuu npoojauian KT OI'K ¢ BHyTpuBEHHBIM
KOHTPaCTUPOBAHUEM  MOJCOAEPKAIIMM  KOHTPACTHBIM  MpENapaToM, OLICHUBAIU
Hanu4uue 1e(eKTOB KOHTPACTUPOBAHUS CTBOJIA U BETBEH JIETOUHON apTepuHu (10 ypOBHSA
cyOcermMeHTapHbIX) B aprepuanbHylo (aszy. KT-nartepusl, coorBercTBytommue WIIJI,
ONpEeNeNsyId  COTJIACHO  PEKOMEHJAUUsIM  AMEpPUKAHCKOIO  TOPakKajJbHOIO U
EBponeiickoro pecrnimparoproro o6iiects [199]. JIBycTopoHHHE PETUKYIOHOIYISPHbBIC
U3MEHEHHs] ¢  nepwiuMpaTHYecKuM  paclpeliesieHueM,  MPEUMYIIECTBEHHON
JOKanu3alued B BEPXHUX U CPEIHHX CErMEHTax JErkuX H30JMPOBAHHO WU B
COUYETAaHUU C JIBYCTOPOHHUM YBEIMYCHHEM JTMM(ATHUECKUX y3JI0B CPEIOCTCHUS W/WIU
KOpPHEW JIerKux KiIacCUPUIMPOBAIM KaK CapKOUAONOAOOHOE TOpPaKEHHE JIETKUX
(CIIILT) [56]. Cyokmuandeckoe WITJT (C-UITJI) nuarHocTUpoBaiid TPH BBISBICHUN
MHTEPCTULMAIIBHBIX W3MEHEHHMIl (30HBI MAaTOBOIO CTEKJIA M30JUPOBAaHHO WIH B
COUETAaHUU C YTOJILEHUEM MEXIO0IBKOBOIO M BHYTPHUIOJBKOBOTO HMHTEPCTULMA),
3aHUMaBIIMX MeHee 5% OT o0med IUToNaau JIETOYHOW IMapeHXHMbI, OTCYTCTBUHU
JTHOOBIX PECTTMPATOPHBIX CUMIITOMOB M COXPAHHOM BEHTWISIIMOHHON (DYHKIMU JIETKUX,
gyro ompexaessioch kak 3HaueHne DXKEJ[>80% ot nmomkwbix Benmuud [106]. Tlpu
HEBO3MO>XHOCTH OTHECTH MHTEPCTUIMAalIbHOE nopaxeHue, BbisiBieHHoe npu KT OI'K
W/WIHA TUCTOJIOTHYECKUX HCCIEIOBAaHMUIX, K KaKOMy-Tu00 n3BecTHoMy martepHy MILJI

KOHCTaTUpOBaJId Hanuue Heknaccupuupyemoro UITJT (H-UTLI).
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Kpurepuem numbanenonatiu ObLIO0 YBETUUYEHUE pa3Mepa JIUM(PaTHUECKOro y3iia
6onee 10 MM o KopoTkoil ocu. OuaroBble U3MEHEHUS MOAPA3AEIISAIN Ha OYaru HU3KOM
PEHTT€HOBCKOM IUIOTHOCTHA MO TUNY ‘“MAaTOBOTO CTEKJIA M OYard COJIMJAHOTO THIIA.
Ouarosoe nopaxenue B pamkax CIIIIJI u OIIl oTA€IbHO HE YUYHUTHIBAIM.

VY 68 manueHToB MPOBOAMIN Ka4eCTBEHHOE OIpeesieHue iN VItro anTuTen Kiacca
I[gG dyenoBeka Kk 9 pa3nuuHbIM = aHTUreHam TniedeHu: AMA-M2 (nupyBsart-
neruaporeHasHomy komruiekcy), M2-3E (BPO, 6enky cyowenunun E2 peruaporenas
anb(a-2-0KCUKHUCIOT BHYTpEeHHEW MeMOpaHbl MUTOXOHIpHil), Spl00 (Oenky suepHbIX
rpanyin, siaepHbix nareH), PML (Genky npomuenouuTapHod JeiKeMuu, SAECPHBIX
nsiteH), gp210 (uHTEerpanbHOMY OENKY siIepHON MeMOpaHbl, KOMILJIEKC SIIEPHBIX TOP),
LKM-1 (MukpocoMaM mieueHu u mouek; iutoxpomy P450 1ID6), LC-1 (muTo3oapHOMY
aHTUreHy miedeHn 1 tuma; dopMuMuHOTpaHchepasze-mukioaeamunase), SLA/LP
(pacTBOPpUMOMY TEUYEHOYHOMY aHTUTCHY/NEYEHOYHO-MAHKPEATUYECKOMY aHTUIEHY) U
R0-52 (pubonykI€onpoTenHy ¢ MOJIEKYJIsapHOH maccoit 52 kJla) B CHIBOPOTKE KPOBH.
HccnenoBanne mpoBOAMIM Ha OCHOBE MMMYHOOJOTa aHTHTEN C TMOMOIIbI0 Habopa
EUROLINE Profile Autoimmune Liver Diseases (IgG), ['epmanus. TectoBbie cTpHUIIBI
WHKYOMpOBadu Ha TEpPBOM CTaJUM PEaKUUh C O00pasloM pa3BEIACHHOU CHIBOPOTKU
KpoBH mnaruenTa. [Ipu Haau4uy aHTUTEHOB B 00pa3lie KPOBU CIIEIM(PUUECKUE aHTUTEA
kinacca IgG (a Ttakxke kmaccoB IgA u IgM) CBA3BIBaIMCh C COOTBETCTBYIOIIMMU
aHTUreHamu. J[ns oOHapyKeHUs CB3aHHBIX aHTUTEI MPOBOAMIN BTOPYIO HHKYOAIIHIO C

UCIIOJb30BaHUEM (PEpPMEHTHOTO KOHBIoTaTa (antuTena k 1gG, meuennsie 11[D).

2.3. KpnTepml OLCHKHU THKECCTH 1 JHHAMHUKHU ITOPAKCHHUSA MECICHU H JJCI'KHX

Craguu ¢uOpo3a TIEYCHH TIPU THUCTOJIOTHUSCKOM HCCIICIOBAaHUH TICUCHU
KIACCU(PUIIMPOBAIA 1O  CHUCTEME  TOJYKOJMYECTBEHHOW  OleHKH  (Qubdpo3a,
npemioxerrHor  Knodell [130]. ®ubpo3y 1 craguy COOTBETCTBOBAIO 3BE3IYaTOC
paciiupeHHe TMOPTAIbHBIX TPAaKTOB 3a cueT (ubpo3a ¥  BOCHATUTEILHOM

uHpuibTpauu, Gpudpo3y 2 cTaJuu — 3BE314aTOC PacCHIMpPEHUE MOPTAIbHBIX TPAKTOB B
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COYETaHUM C EJAMHUYHBIMU TOPTO-MOPTAIBHBIMH cenTamu, (ubposy 3 cragum —
MHOECTBEHHBIE MOPTO-MOPTAJIbHBIE U TOPTO-IIEHTPaIbHbIE cenThl, Grudpo3y 4 craauu
— I

HIT auarHocTHpOBAJIM HAa OCHOBAHMM BBISBICHHUS €r0 HEMOCPEICTBEHHBIX
MPU3HAKOB TMIPU TUCTOJOTHMYECKOM UCCJIEAOBAaHUU TIeYeHU (JIOKHBIE TMEYCHOUHbIS
JOJIbKH, pa3/IeJIeHHbIE IIUPOKUMH COCAMHUTEIHLHOTKAHHBIMM CENTaMH) WU TIO0
COBOKYITHOCTH PE3YJbTaTOB BU3YAIU3UPYIOLIUX UCCIIeA0BaHUN (OyTpUCTOCTh KOHTYPOB
NEYEHU, Y3JIbI-pEreHePaThl, TUCIPONOPIIMS CETMEHTOB MEUYEHHU, PACIIUPEHUE BOPOTHOM
U CEJIC3CHOYHOM BEH, YBEJIMYCHHE pPa3MEpOB CeJIe3eHKH, (PopMHUpOBaHHE TMOPTO-
KaBaJIbHBIX BEHO3HBIX aHACTOMO30B) W anactorpaduu mneuenu. Jlexommnencaruio 11
KOHCTaTUPOBAJIM TPH TIEPBOM TOsIBJICHUH aciuTta, [ID 2 u Oonee craguu Mo
kiaccudukaru West-Haven (Ta6numa 6), kpoBoreuenust u3 BPBII. PexommeHncariuio
IIT ycranaBiauBaiud MpU IMOJHOM OOPATHOM Pa3BUTHH B Pe3yJjbTaTe JICUEHUS] BCEX
BBIIIENIEPEUYHCIICHHBIX OCJI0KHEHUNW M CTOMKOW (B TeyeHHWe He MeHee 12 mecsieB)

HOpMaJIM3allun Jla60paT0pHBIX MoKa3aTejeld CHHTETUYECKOM (1)YHKLII/II/I IICYCHU.

Ta6nuna 6 — Knaccudukanus 19 mo West-Haven [78]

Craguun Co3HaHue Ilcuxnueckuii Hesposiornueckue
CTartyc CHUMITTOMBI
0 He usmeneno CHuKeHME KOHIICHTpAlMKU | YBEJIMYCHUE BpEMEMEHHU
BHUMAaHHS U TAMITH BBITIOJTHCHUS

IICUXOMCTPHUCCKHUX TCCTOB

1 Hapymenue PaznpaxxurenbHOCTB, Tpemop, runieppeduiexcus,
pUTMa CHA U TPEBOKHOCTb, diidopus I3apTpUs
00IpCTBOBAHUS
2 CoMHONeHHus Amnarus, arpeccus, AcTepuKcuc, qu3apTpus,
HEaJIEKBaTHOE MOBEJICHHE TUNIEPTOHYC MBIIII]
3 Conop Jle3opueHTanus B ACTEpUKCHUC, HUCTArM,
MIPOCTPAHCTBE U BPEMEHH, | MBbIIIEYHASI PUTHUIHOCTD

TEeJIUPUN, AMHE3US
4 Koma - AToHus, apediexkcus




Jlnst onpeneneHuss CTETIEHU TSHKECTH HapyIIeHUs (QYHKIMHM TICUYCHH U OICHKH
BEPOSTHOCTH HACTYIUICHHUS HEOJIATONPHUSATHOTO MEYCHOYHOTO HMCXOJa Yy MAIUCHTOB C
LT npumensian nporaoctuyeckue cucrembl Child-Turcotte-Pugh (Ta6auma 7) u MELD
(10 x ((0,957 x In (xpearunun)) + (0,378 x In (oOmmii Omaupyoun)) + (1,12 x In
(MHO))) + 6,43) [48, 187, 124]. ¥V 6oabnubix, uMmeBmux IIT B ucxome I1bX, IICX,
[MBX-AUT" u TICX-AUI' npumeHsim MOAU(PUIMPOBaHHBIA BapuaHT cuctembl Child-

Turcotte-Pugh ¢ mOBBIIIEHHBIMU TMOPOTOBBIMU 3HAYEHUSIMU 001Iero OunupyOuHa

CBIBOPOTKH KPOBH.
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Tabauma 7 — Iporanoctuueckas cucrema Child-Turcotte-Pugh [48, 187]

[TapameTpsr bamnnbl
1 2 3
1153, HET craguu 1-2 craguu 3-4
craguu o West-Haven
Actut HET MaJIbIH, 3HAUMUTEIbHbIN,
KOHTPOJIUPYEMBIT TPYAHOTIOAAOIITANCSI
JICUCHUTO
OO6muit OuMMpyOouH <35 35-50 >50
(MKMOJIB/T) — nJis
[MaIMEHTOB 0€e3
XO0JIECTATHYECKHUX
3a00JICBaHUM
OO6mmit OunupyounH <70 70-170 >170
(MKMOJIB/IT) — Jis
MAIUCHTOB C
X0JIECTaTUUCCKUMHU
3a001€BaHUSIMHU
AnpOymuH (1/11) >3,5 28-35 <2,8
MHO <1,7 1,7-2,3 >2,3
OO0mmii 6amr 5-6 7-9 10-15
Knacc LI A B C

Kpurepuem O6moxumuueckoro orera Ha Jyeuenne Y XK y mamumentoB ¢ I1BX
obuto cHmxenue aktuBHOCTH ACT u HI® ceBopotku kpoBu menee 1,5 BI'H u
HOpMaMu3alusl YpOBHs 0oO01Iero OunupyOuHa B CHIBOPOTKE KpOBHU 4epe3 1 roj mociie

Havanma Ttepanuu [54]. bBuoxumwuueckmii otBer Ha JseueHue YJXK mnpu TICX
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YCTaHABIMBAIU NPU HOpManu3auuu akTUBHOCTH [I[®D chIBOpOTKM KpoBH uepe3 | rona
nocine  Havanma  Tepanuu  [44].  TlonHbli ~ OMOXMMHMYECKMH  OTBET  Ha
MMMYHOCYIIPECCUBHYIO Tepanuio npu AWMI KoHCTaTHUpoBaiu NOpU HOPMAIM3ALUU
aktuBHOCTH AJIT u ypoBHs ob6miero 1gG chIBOPOTKM KpoBH uepe3 6 MecsleB Iociie
Hayaja MMMYHOCYNPECCUBHOM  TEpanuM, HEMOJHBIM OMOXMMHUYECKHH  OTBET
KOHCTaTUPOBAJIM MPU COXPAHEHUM AaKTMBHOCTH TpaHCaMHHa3 M ypoBHA oOmero IgG
CBIBOPOTKH KPOBH BbIIIe pe)epeHCHBIX 3HaueHui [58].

Y nauMeHToB C MOPAKEHUEM JIETKUX OIEHUBAIM JUHAMUKY KIMHUYECKHUX
nposieienuid, KT-kapTunbl u nokazareneil GyHKIIMU BHENTHEro IbixaHus. Hapacrtanue
mwromaau MIJI, yBenmnueHrne KONMMYECTBA WM PAa3MEPOB OYAroOB, MOSIBIICHUE PAHEE HE
BBISIBJISIBIIIMXCSI TTATOJIOTHUYEeCKUX nu3MeHeHuit apyroro tuna npu KT OI'K pacuenuBaiu
kak orpunarenbHyro KT-auHamuky (mporpeccupoBaHue). YMEHBIICHUE IO
UHTEPCTUIIMAIBHOTO WJIM O0YaroBOr0 TOPaXEHUs, TOJIHOE OOpaTHOE pPa3BUTHE
UMEBLIMXCSA IATOJIOTUUYECKUX HW3MEHEHUW paclEHHUBAIM Kak MoJoxkutenbHyro KT-
nuHaMuky (perpeccupoBanue). [Ipu Hamuauu WUITJ oneHuBanu AMHAMUKY MOKa3aTess
@®XEJI, y nmanueHToB ¢ MOPAKEHUEM IUCTAIBHBIX OPOHXOB OLICHUBAIU JTUHAMHKY

nokazareneit ©XKEJI u OPBI1.

2.4. CraTucTH4eckasi 00padoTkKa pe3yJibTATOB HCCIe0BAHMS

CrarucTudeckuil aHaiau3 pe3yJabTaTOB HMCCIEAOBAHUS MPOBOAWIM C HOMOILBIO
nporpammuoro makera SPSS Bepcum 22,0 (The Statistical Package for the Social
Sciences, Yukaro, Coenunaennsie [lItater Amepukn). HopmansHOCTE pacmpese/ieHus
KOJINYECTBEHHBIX IPU3HAKOB omnpenensivu ¢ nomouipto kpurepus Ilanupo-Ywunka.
[lepemenHbIC B 3aBUCHUMOCTH OT HOPMAJIBHOCTH PACIIPEACIICHNUs ObLTN MPEACTABICHBI B
BHJIE CPEITHUX 3HAYCHUHN U CTAHJIAPTHBIX OTKJIOHEHWW WM MEAUAH U MEKKBAPTUIBHOTO
uHTepBasia. KauecTBeHHbIE IEpEMEHHbBIE TTPEACTABISIN B BUJI€ A0CONIOTHBIX 3HAYEHUN
U 01 B npoueHTax. [[pu HopManbHOM pachpeesieHuy KOJIMYECTBEHHBIE MTOKA3ATENN

JBYX HE3aBHCUMBIX TPYII CpaBHUBaIM ¢ nomMouplo T-kpurepus CTproAeHTa, IpHU
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pacupeneseHut, OTIIMYAoIEMCs OT HOPMaIbHOTO — ¢ ToMolbsio U-kputepus ManHa-
Yurau. CpaBHEHHME TPYII MO KAYECTBEHHBIM MPHU3HAKAM MPOBOAUIOCH C MOMOIIBIO
kputepus 2 Ilupcona u Tounoro kpurepus duriepa Npu KOJIUUYECTBE HAOIIOICHUN B
rpynne menee 10. Jlms mapameTpoB, BBISIBIECHHBIX MNpH OJHOMAKTOPHOM aHaJIHU3e,
MIPOBOAMIICSI MHOTO(AKTOPHBIN aHAIN3 METOJA0M OMHAPHOMN JIOTUCTUYECKON pEerpecCcuu.
JIna onpeneneHuss HANpPaBIEHHOCTH W CHJIBI B3aWMMOCBSI3UM IIPU3HAKOB IPUMEHSIIU
METOJl KOppeisiuuoHHOro ananu3za Chnupmena. Ilpu aHanmu3e BBDKUBAEMOCTH
ucnonb3oBain Meton Kamnana-Mailiepa, 11 OLEHKM JOCTOBEPHOCTH pa3jIUuMil B
BBDKMBAEMOCTH MEXAY TpyNIaMyd HCMOJb30BaIu JOrapuMUUYECKUN paHTOBBIN
KkpuTepuid. DakTOpbl, BIUSIONIME HA BEPOSTHOCTH HACTYIUICHUS HEOJIaronpusTHBIX
MCXOJI0B, aHAIM3UPOBAIIA Npu noMowu perpeccun Kokca. [Ipu aHanuze nmedeHOYHOU
BEDKMBAEMOCTH B KadyeCcTBE KOMOWHHMPOBAHHOW KOHEYHOW TOYKH MpPUHUMAIU
TPAHCIUIAHTALIMIO TI€YCHW WIHd CcMepTh OT ocinoxHenu LII.  PesynbraTtsl

CTaTUCTHUYCCKOI'O aHaJIN3d CUUTAJINCh 3HAYNMBIMHU IIpH p<0,05
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I'TIABA 3. PE3YJIbTATbBI UCCJIEJOBAHMUSA

3.1. O0mast XapaKTepUCTHKA IALMEHTOB

B uccnenoBanuu npunsiu ydactue 175 mamuentoB: 149 xenmun (85,1%) u 26
MyxxunH (14,9%). Menuana Bo3pacTa Ha MOMEHT BKJIOYEHHUE B HCCIIEOBAaHUE
cocrasuia 52,0 (37,0; 60,0) roma. JlnutensHocTh HaOmoaenus oOwuia 32,5 (21,8; 42,5)
Mecsla.

Y 77 (44,0%) u3 175 maumentoB Obut auarHoctupoBan [16X, y 41 (23,4%) —
AU, y 21 (12,0%) — TICX, y 20 (11,4%) — IICX-AUTI', y 16 (9,1%) — IIBX-AUT.
[TepekpecTHbie CHHAPOMBI B 00111eH cioxkHocTu umenu 36 (20,6%) u3 175 nanueHTos.

[ICX ¢ mopakeHHWEM TOJBKO MAaJIbIX BHYTPHUIICUEHOYHBIX >KEITUEBBIBOJISIIINX
npotokoB Habmogam y 7 (17,1%) u3 41 nmauuentos, umeBmux [ICX nzomupoBaHHO
nin B pamkax [ICX-AUI'. JlekapcTBeHHO-uHayuupoBaHHblii AUIT umen mecto y 3
(1,7%) u3 175 mamueHTOB.

[lopaxeHrne Te4YeHM HAXOAWIOCh Ha craguu Imppo3a y 99 (56,6%) uz 175
NAlMEeHTOB, B TOM YHCJIE JIEKOMIEHCUpOBaHHOTO — Y 47 (26,8%) u3 175 nanuenrtos. B
JUCTE OKUJIaHMS TpPaHCIUIAHTalUu nedeHu coctosuid 16 (9,1%) u3z 175 nmaumeHTos.

OO6m1as xapakTepucTHUKa MAIMeHTOB NpecTaBicHa B Tabmure 8.

Tabmuma 8 — O6mias XxapakTepruCTHKA MAIllMEHTOB

ITokasarenp 3HaueHue
Bo3pacT Ha MOMEHT yCTaHOBJICHHUS IMarHO3a, 52,0 (37,0; 60,0)
ner, Me (MKP)
Myxunnsb! / sxeHnuabl, N (%) 26 (14,9%) / 149 (85,1%)
VMT, xr/m?, Me (MKP) 24 (21,0; 27,0)
Kypenue curaper, n (%) 30 (17,2%)
VYnorpebiaeHue aaKoros 7 (4,0%)
B TOKCHYECKHX J103ax, N (%)
Osxupenne, N (%) 29 (16,6%)
AptepuanbHas runeptensus, N (%) 44 (25,1%)
CaxapHublii quader 2 tuna, N (%) 18 (10,3%)
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[Iponomkenue TabiuLbl 8

11 (6,3%)
19 (10,9%)

Hiremuyeckas 60s1e3ub cepaia, N (%)

XpoHuyeckas cepAeuHasi HeJJOCTaTOYHOCTb,

n (%)
XBIIL, n (%) 29 (16,6%)
Omnxkonornyeckue 3adoseBanus, N (%) 13 (7,4%)
Bug A3I1
I1BX, n (%) 77 (44,0%)
AUT, n (%) 41 (23,4%)
I1CX, n (%) 21 (12,0%)
I[ICX-AUT, n (%) 20 (11,4%)
I[MBX-AUT, n (%) 16 (9,1%)
LI, n (%) 99 (56,6%)

47 (26,8%)
16 (9,1%)

JlexommnencupoBannsiit 111, n (%)

HaxosxaeHue B JINCTE 0KUTaHMs
TpaHCIUTaHTanuu neuenu, N (%)

Cpenu OompHbix ¢ I[IBX-AUI, TIBX u AWI abcomoTHOE OOIBITMHCTBO
coctaBuiu keHIMUHBI (100%, 94,8% u 90,2%, cooTBeTCTBEHHO). B rpyIine manueHToB
¢ TICX nons MyXdywmH W JKeHIIMH Oblia comoctaBumoit (47,6% wu  52,4%,
COOTBETCTBEHHO), B KoropTe OonbHBIX IICX-AWI' He3HauuTenapHO Ipeobdiiananu

(60,0%) maruenTs! sxkenckoro moia (Tabmuma 9).

Tab6auma 9 — ITox narmenToB B 3aBUcUMOCTH OT Bruaa A3II

[Ton Bce Bun A3I1
nauueHntsl | 16X [ICX AUT [MEX-AUT [NICX-AUT
(n=175) | (n=77) | (n=21) | (n=41) (n=16) (n=20)
Myxckoi 26 4 2 4 0 8
(14,9%) | (5,2%) | (47,6%) | (9,8%) (40,0%)
Kenckuit 149 73 4 37 16 12
(85,1%) | (94,8%) | (52,4%) | (90,2%) (100%) (60,0%)

Menuana Bo3pacTa Ha MOMEHT Hadana 3a0ojeBaHusa coctaBuia 43 (31,0; 52,0)

roga. Hambonee panHuii Bo3pacT Hayanga Oosie3Hn ObLl 1 roja, Torma kak Haubosee
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no3qauii — 75 ser. Ilanmentel ¢ IICX-AUIT xapakTepu3oBaIWCh HANMEHBIINM
BO3pacToM Hauana 3aboneBanus — 17,5 (13,0; 32,5) net, Torna kKak HauOOJbIIUMA
Bo3pact oTmedanu y mnamueHtoB c¢ [IBX — 47,0 (41,0; 54,0) ner. Bospact
Manudectanuu 3adoneBanus y nanueHToB ¢ AUDT cocraBun 43 (18,0; 54,0) rona, y
narueHToB ¢ [ICX — 34 (23,5; 43,0) roxa, y naruentoB ¢ [IBX-AWUT — 49,5 (40,3; 52,8)
net. Paznmuuus B Bo3pacTe ae0rora 3a0ojieBaHUS ObUIM CTATUCTHYECKU 3HAYUMBI
(p=0,001). Bospact Hawama 3aboneBaHus B 3aBUCUMOCTH OT Bapuanta A3Il

npencrasieH Ha Pucynke 1.

BaospacT Ha momeHT geboTa Honesnu (rogbl)
F- [15}
(4] [=]
| 1

T T T T T
Mbx ANT ncx MNEX + ANT NCx + ANT

Tun ayTAOUMMYHHOrQ 3abonegannA neYexHn

Pucynoxk 1 — Bo3pact Hadasia 3a00eBaHus B 3aBUCUMOCTH OT Buaa A3I1

B rpynne nanumentoB ¢ AWI, B ornnuume oT manueHTtoB ¢ napyrumu A3II
HaOMroManm OMMOJANBHBIA THIT pacTpeneeHusi 3a001eBaeMOCTH C JBYMs NUKaMH B

BO3pacTHBIX Kareropusx oT 10 mo 25 met u ot 50 no 65 ner (Pucynok 2).
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BospacT Ha momeHT febiaTa 3aGonesanva (rogbl)

Pucynok 2 — 3a6oneBaemocts AT B 3aBUCHUMOCTH OT BO3pacTta

Cnexmp u yacmoma anmume

AMA-M2-neratuBnbiii Bapuant [IBX 6bu1 y 9 (9,7%) mauuenro, AMA-M2-
HO3UTHUBHBIN BapuaHT — y 84 (90,3%) u3 93 nanuentos, umesiiux [16X nzonupoBaHHO
win B pamkax nepekpectHoro cunapoma IIBX-AUI'. Cpeau 46 naunuentoB ¢ 116X u
I[IEX-AHWI', y KOTOPBIX HCCICAOBAIN HMMYHOOJI0T meucHouHbix AHA, 22 (47,8%)
umenu antu-gp210, 16 (34,8%) — antu-spl00, 5 (10,9%) — autu-PML, 7 (15,2%) —
aHTU-SS-A.

CeponeratuBnbiii Bapuant AUD 6p11 auarnoctupoBan y 9 (11,7%) manueHToB,
CEpoNnoO3UTUBHBIN BapuaHT — y 68 (88,3%) mauuentoB. AHA Obuin y BbisiBIieHB y 50 U3
74 (67,6%) manmentoB, ASMA — y 28 (58,3%) u3 48, antu-LC-1 —y 8 (21,6%) u3 37,
antu-LKM-1 — y 4 (8,7%) u3 46, antu-SLA/LP —y 5 (14,3%) u3 35, antu-ncIHK — y
19 (40,4%) u3 47, tAHIA —y 6 (37,5%) uz 16, tAHIIA —y 1 (6,25%) u3 16.

Onpenensimn Hannune AHIIA y 18 u3 41 mamuentoB ¢ I[ICX u IICX-AWUI', 7 u3
uux (38,9%) umenn nAHILIA, 1 (5,6%) — nAHIIA.

YacToTa BBISIBICHUS paA3JIMYHBIX AaHTUTENA Yy OOCIEJOBAaHHBIX MAIlMEHTOB

npeacrtasiaeHa B Tabmume 10.
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Tabmuima 10 — CriexTp ¥ 4acToTa aHTUTEN B 3aBUCUMOCTH OT Buaa A3I1

Tun anTHTEN Bung A3I1

Bceero 116X IICX AU IIBX-AUT I[ICX-AUT
(n=175) (n=77) (n=21) (n=41) (n=16) (n=20)

AHA 116/167 62 4 28 12 10
(69,5%) (84,9%) (20,0%) (70,0%) (75,0%) (55,6%)

autu-SMA 31/87 3/27 0/11 15/26 6/10 7/13
(35,6%) (11,1%) (57,7%) (60,0%) (53,8%)

antu-LC-1 9/95 0/49 1/9 4/20 2/8 2/9
(9,5%) (11,1%) (20,0%) (25,0%) (22,2%)

antu-LKM-1 6/111 0/54 2/11 2/26 0/8 2/12
(5,4%) (18,2%) (7,7%) (16,7%)

antu-SLA/LP 6/93 1/50 0/8 5/18 0/8 0/9
(6,5%) (2,0%) (27,8%)

AMA-M2 88/172 69/77 0/20 1/39 15/16 3/20
(51,2%) (89,6%) (2,6%) (93,8%) (15,0%)

anTH-gp210 22/68 21/42 0/6 0/13 1/4 0/3
(32,4%) (50,0%) (25,0%)

anTH-Sp100 16/68 14/42 0/6 0/13 2/4 0/3
(23,5%) (33,3%) (50,0%)

aaTu-PML 5/68 5/42 0/6 0/13 0/4 0/3
(7,4%) (11,9%)

aHTH-SS-A 16/78 9/46 0/8 6/14 1/6 0/4
(20,5%) (19,6%) (42,9%) (16,7%)

AILTA 7/10 5/6 HO* HO 2/2 0/2
(70,0%) (83,3%) (100%)

mAHIIA 9/38 0/12 3/10 2/3 0/5 4/8
(23,7%) (30,0%) (66,6%) (50,0%)

nAHIIA 3/38 2/12 0/10 0/3 0/5 1/8
(7,9%) (16,7%) (12,5%)

antu-ac/JHK 26/95 7/41 0/7 9/22 4/11 6/14
(27,4%) (17,1%) (40,9%) (36,4%) (42,9%)

* He ompeaensau

Cmaouu ¢huoposa neuenu

Pe3ynbpTaThl MOTYyKOIMYECTBEHHOW OIleHKHM (uOpo3a B Oumomnrarax mnedeHu 84

ManueHToB mpuBeacHsl B TaOmumme 11. HambGonee BbICOKas 1079 MAIMEHTOB C

MUHUMAaIBHBIM (huOpo3om nedenn (1 cramum) O6bua B rpymmax 60ombHbIX ¢ [IBX 1 AUT

(o 37,5% B xaxnoii). [Iporopius mamueHToB ¢ GUOpPo3oM 4 craguu (LIUPPO30M) ObLIa

conoctaBuMa npu Bcex A3IIl (moutu y KaxJaoro TpeThero MalueHTa), KpoMe KOropThl

ooxpHBIX [1IBX, rae ona cocraBuia 18,8%.
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Tabmuma 11 — Craguu pudpo3a nmpu TUCTOTOTHUECKOM UCCIEI0BAHUU MEYCHU

Cranun Bcee Bug A3II
¢ubpoza | mamuentsl | [IBX [ICX ANl [IBX-AUI" | TICX-AUT
MICYCHU (n=84) (n=32) (n=10) (n=16) (n=11) (n=15)
1 23 12 2 6 1 2
(27,4%) | (37,5%) | (20,0%) | (37,5%) (9,1%) (13,3%)
2 19 5 4 2 3 5
(22,6%) | (15,6%) | (40,0%) | (12,5%) (27,3%) (33,3%)
3 19 9 1 3 3 3
(22,6%) | (28,1%) | (10,0%) | (18,8%) (27,3%) (20,0%)
4 23 6 3 5 4 5
(27,4%) | (18,8%) | (30,0%) | (31,2%) (36,4%) (33,3%)

Dnacrorpadus meueHu Obuta BhimonHeHa y 74 (42,3%) w3 175 manueHTOB.
Menuana sxecTkocTu neuenu cocrasuia 11,3 (8,5; 15,9) kIla mpu I16X, 12,1 (7,8; 16,0)
klla mpu AUI, 11,0 (7,5; 17,3) xlla npu TICX, 13,9 (9,5; 19,2) klIla npu IIbX-AUI,
11,7 (6,4; 18,7) xIla npu TICX-AUI' u 3HaunMo He pazauvaiach MPHU Pa3TUUHBIX
Bapuantax A3II (p=0,942).

Knunuueckaa kapmuna A3I1

[IpomomxkuTenbHOCTh 3a00JIEBaHUS C MOMEHTAa TOSIBJICHUS €ro MepBBIX
KJIMHUYECKUX WIHM JTA0OPATOPHBIX MPOSBICHUN 10 YCTAHOBJIEHUSI JUArHO3a COCTaBHIIA
22 (8,0; 54,0) mecana. Knunuueckue mposiBICHUS IEYEHOYHOT'O TTOPaKEHUSI HA MOMEHT
yCTaHOBJICHHS quarnos3a npucyrcrBoBain y 103 (58,9%) u3 175 nanueHTOoB.

Kinandeckyro KapTHHY MPEUMYIIECTBEHHO ONPEAEISUIM  rernaToMeraius
(79,4%), cunenomeranus (45,3%), «Manbie» nedeHouHble 3HaKkU (36,8%) u xenryxa
(26,4%). Cumrrombl, OO0yCJIOBICHHBIC XoJiecTa3oM, — KOXHbIH 3ya (50,6%),
TUIEPIUTMEHTALNs] KOKHBIX MOKPOBOB (28,7%), KcaHTOMBI U KcaHTena3mbl (6,3%)
npeoOnamanu y mamuentoB, uMeBmux [ICX, TIBX u mepekpecTHble CHHIPOMEI.
HaubGonee pacnpocTpaHEeHHBIMH HMMMYHHOOIIOCPEIOBAHHBIMU TPOSIBICHUSIMU  OBLITH
cyctaBHoil (33,3%) u «cyxoi» (27,0%) cCHHIpPOMBI, 3HAYUTEIBHO pexxe HaOIrodaIu
y3noBaryto aputemy (1,7%), denomen Peitno (1,1%) wu rHmepTpopUUEcKyro
octeoaptponatuio (0,6%). Kak cycTaBHOM, Tak «CyXOil» CHHAPOMBI HWMEN IOYTH

Kaxaeiii BTOpoit manueHT ¢ IIBX-AUIT (50,0% wu 56,3%, COOTBETCTBEHHO), YTO
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MPEBBIIANO YacTOTY [JIaHHBIX TMpOsBICHUN y mnanueHtoB ¢ japyrumu  A3IL
beccumnromuoe teuenue A3I1 nabmoganu y 7 (4,0%) u3 175 nauueHTOB.

Hcxon mopaxeHuss MEYeHH B LUPPO3 € HAMOOJbIIeH 4acTOTOM Habmomanu y
nanuenToB ¢ [ICX-AUI (65,0%), pexe Bcero LTI dhopmupoBancs y nauuenton ¢ [16X
(51,9%). HaubGonpmas wyactora aexomneHcauuu LI Obuia 3apeructpupoBana y
nanueHToB AU (36,6%), nHaumenbmias — y nanuenTtoB ¢ [ICX (19,0%). HaubGonee
4acThIM TposiBieHueM jaekomnencanuu {11 Obut aciuT, BeIsiBIeHHBIH Y 40 (22,9%) u3
175 nanueHToB, B TOM 4Yucie HanpskeHHbIN y 4 (2,3%) 1 0ClI0KHEHHBI CIOHTAHHBIM
OakTepuanbHbIM aciuTOM-niepuToHUTOM Yy 3 (1,7%) marmuentoB. Pexe ormewanu 110
(13,7%) u xpoBoteucuus u3 BPBII (4,6%). Acuut yaie pa3suBaiics y 0osbHbIX AUT,
rie ero Habmomanu Oonee vyem y Tperu mnanueHtoB (36,6%), Torma kak 1D
npeobnanana B koropre namueHToB ¢ [ICX-AUD (20,0%). KpoBoTeuenus uz BPBII ¢
HanOoJIbIIIEeH YacToTON pazBuBainuch y namueHToB ¢ [ICX-AUT (10,0%).

Hpyrue ocnoxkuenus: L1 Bkiroyanu KpoBOTEUEHUS U3 BEH TeMOPPOUAAIBHOTO
BEHO3HOTO cruietenus (6,3%), remopparuu apyrux jgokanuzanui (8,6%), Tpom003 BeH
nopranbHoii cuctembl (3,4%), Tpom0OO3 TIIYOOKMX WM TOBEPXHOCTHBIX BEH
KoHeuHocTel (3,4%) u renaropeHanbHbli cuHapoM 1o Trmy XBIT (1,1%).

YV 1 (2,4%) uz 41 6ombubix ¢ [ICX u TICX-AUI Obuta nuarHoCTHpOBaHA
XOJAHTHOLEIUTIOJISIpHAsT KaplIMHOMa BOPOT IeuyeHu. Hu y oIHOTrO mamueHTa B XOJe
MCCJIEIOBAHNUS HE OBLIO 3apETUCTPUPOBAHO TEMATOLEIUTIONIAPHON KapIIMHOMBI.

Jlerounsie ocnoxHenus [I1 mabmomamm y 10 (21,3%) u3 47 manueHTOB ¢
nekomneHcupoBaHHbiM LI1. [lopTomynpMoHanbHasi runepTreH3usi uMmena mecrto y 1
MAlMEHTa, HANPSDKEHHBIM AaCIUT, OCJIO)KHEHHBIM PECTPUKTUBHOM  JIBIXaTEIIbHOMN
HEJIOCTATOYHOCThIO — y 1, Maublii medeHouyHbld rugporopakc — y 8. Cpeau 8
MAIMEHTOB C TMEYEHOYHBIM THAPOTOPAKCOM 4 WMENH MPABOCTOPOHHUH BBIMIOT, 3 —
IByCTOpoHHMM, | — neBocTtopoHHuil. Jlerounsie ocnoxnenus LII ¢ Hambonbiieit
gactotoil oonapyxuBanmu nipu [1CX (14,3%) u AUT" (12,2%), kax manuentsl ¢ [1bX-

AU’ TakoBBIX HE UMEJIH.
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Bbakrepuanbhbie nundekiuu Habmoaau y 28 (28,3%) u3z 99 nauuenton ¢ LIl u y
16 (21,1%) u3 76 namumentoB Oe3 ILII1 (p=0,297), Hambojee BbICOKAs YaCTOTAa HX
(29,3%) Obuta 3adukcupoBana y manueHtoB ¢ AUI. [Ipeobnagaromieit nokamu3anyei
OakTepuanbHbIX WHOEKIUNA ObUIM HWXKHHUE nbixaTenbHbie nytu (N=18, 10,3%) wu
moueBbBosMe Tyt (N=16, 9,1%). Cnektp OakTepHalbHBIX WH(EKIMA HIKHUX
IBIXaTeIbHBIX MyTEeH, JAMATHOCTUPOBAHHBIX BO BpEeMs MPOBEICHHUS HCCICAOBAHMUSA,
BKJIIOYAJI BHEOOJbHUYHBIC MHEBMOHUHU (N=11), HO30KOMHAIbHBIC MHEBMOHUHU (N=2),
ouyaroBblii TyOepkyse3 Jerkux (N=3), OaxTepuanbHble OOOCTPEHHS] XPOHHUYECKOTO
Oponxura (N=1) U XpoHUUECKOW OOCTpYKTUBHOU Oosie3HU jerkux (N=1). B cTtpykrype
OakTepHallbHBIX [MHEBMOHMM  mpeoOnajganu  OpoHXomHeBMOHMH  (N=7), pexe
JMAarHOCTUPOBAIM JIBYCTOPOHHHME MoJucerMeHTapHbie (N=3), mnobapHbie (N=2) u
cermeHTapHyto (N=1) mnHeBMOHMHU. PacnpocTpaHCeHHOCTh WHQPEKIUH  HIKHUX
IBIXaTeIbHBIX MMyTeH ObUTa comocTaBUMOW mpu Bcex BapuaHTax A3Il, ogHako, Obuia
Oonee BbICOKOM cpeau mamuentoB, umeBmux LT (14,1% wu 5,3%, p=0,078).
HaGmonanu teHaeHnuio K Oobllield pacinpoCTPaHEHHOCTH OaKkTepHaIbHBIX WH(MEKIUH
y naiueHToB ¢ aekomnencanueit LIT (36,2% u 21,2%, p=0,098).

Muko3bl ¢ TOpaXeHHeM KOXH WM  CIU3HCTBIX  000JIOUEK  ObLIN
3apeructpupoBanbl y 3 (3,0%) u3 99 naumentoB ¢ LIl u y 4 (5,2%) u3 76 nauueHToB
oe3 LIIT (p=0,621). I'pnOKOBEBIC MOpaKEHUST HANOOJIEE YACTO PA3BUBAIUCH Y OOJBHBIX C
[ICX-AUT (10,0%).

3unavyenust 6awioB o cucteme Child-Turcotte-Pugh y namuentos ¢ LI 3Hagnmo
He paznuuanuck (p=0,097) npu paznuunsix A3II u cocraBunu 6,0 (5,0; 7,8) 6ainoB npu
I1BX, 6,0 (5,0; 9,0) 6ammoB mpu AUIL', 6,0 (5,0; 7,5) 6amnos mpu [ICX, 5,0 (5,0; 5,0)
6amroB nipu [IBX-AUWTI u 6,0 (5,0; 8,0) 6aymmos ipu [ICX-AUT.

3nauenust uaexkca MELD 3nHaummo He pasznuuanoch npu paznuusbix A3IL (p
=0,484) u coctasuau 10,5 (8,3; 14,8) 6amnor mpu 16X, 12,0 (8,0; 12,5) 6amnoB mnpu
AUT, 12,0 (7,5; 17,0) 6annos npu I1CX, 8,0 (6,5; 11,0) 6amnos npu IIbX-AUT u 10,0
(7,0; 13,0) 6amnoB nipu [ICX-AUT.

Knunnueckas xapakrepuctuka nanueHtoB ¢ A3II npencrasnena B Tabmnuue 12.
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Tabnuua 12 — Knunnueckas xapakrepuctuka A3I1

CUMIOTOMBI U CUHAPOMBI Bun A3II
Bcero X cx AUT [MbX- [CX-
(n=175) | (n=77) | (n=21) | (n=41) AUT AUT
(n =16) (n=20)
I'enaromeranus, n (%) 139 70 18 20 15 16
(79,4%) | (90,9%) | (85,7%) | (48,8%) | (93,8%) | (80,0%)
Crutenomeranusi, N (%) 78/172 37 11 15 7 8
(45,3) (48,1%) | (57,9%) | (36,6%) | (43,8%) | (42,1%)
Kentyxa, n (%) 46 24 7 7 2 6
(26,4%) | (31,2%) | (33,3%) | (17,1%) | (12,5%) (30,0%)
«Mautbie» 64 27 10 10 9 8
nedyeHouHbIe 3HaKku, N (%) (36,8%) | (35,1%) | (47,6%) | (24,4%) | (56,3%) | (40,0%)
Koxwnbiit 3yx, n (%) 88 54 13 2 9 10
(50,6%) | (70,1%) | (61,9%) | (4,9%) | (56,3%) | (50,0%)
['unepnurmMenTanus KoxH, 50 34 10 2 3 1
n (%) (28,7%) | (44,2%) | (47,6%) | (4,9%) | (18,8%) (5,0%)
Kcanrtena3sMbl 1 KCAHTOMBI, 11 7 1 0 2 1
n (%) (6,3%) (9,1%) (4,8%) (12,5%) (5,0%)
Cyxo¥t cuaapoM 47 25 5 8 9 1
(27,0%) | (32,5%) | (23,8%) | (19,5%) | (56,3%) (5,0%)
CycraBHoit cunapom, N (%) 58 25 5 13 8 7
(33,3%) | (32,5%) | (23,8%) | (31,7%) | (50,0%) | (35,0%)
['uneprpoduueckas 1 0 1 0 0 0
ocreoaptpomnats, N (%) (0,6%) (4,8%)
VY3noBaras spurema, n (%) 3 3 0 0 0 0
(1,7%) (3,9%)
denomen Peiino, n (%) 2 1 0 0 1 0
(1,1%) (1,3%) (6,3%)
JIuxopajxka, n (%) 41 16 8 6 5 6
(23,4%) 20,8% (38,1%) | (14,6%) | (31,3%) | (30,0%)
LT, n (%) 99 40 13 24 9 13
(56,6%) | (51,9%) | (61,9%) | (58,5%) | (56,3%) | (65,0%)
JleKxOMITeHCHPOBaHHBII 47 22 4 15 0 6
11, n (%) (26,8%) | (28,6%) | (19,0%) | (36,6%) (30,0%)
Acmur, n (%) 40 16 4 15 0 5
(22,9%) | (20,8%) | (19,0%) | (36,6%) (25,0%)
Kinuangeckn manudecTHas 24 12 1 7 0 4
113, n (%) (13,7%) | (15,6%) | (4,8%) | (17,1%) (20,0%)
BPBII, n (%) 61 31 6 12 6 6
(34,9%) | (40,3%) | (28,6%) | (29,3%) | (37,5%) | (30,0%)
KposoTeuenus 8 5 0 1 0 2
u3 BPBII, n (%) (4,6%) (6,5%) (2,4%) (10,0%)
KpoBoreuenus u3 11 5 1 2 1 2
TeMOPPOUIATHLHOTO (6,3%) (6,5%) (4,8%) (4,9%) (6,3%) (10,0%)
BEHO3HOTO CIUICTEHHS, N
(%)
KpoBoTteuenus npyroii 15 6 0 6 2 1
nokanu3zaru, N (%) (8,6%) (7,8%) (15,8%) | (12,5%) (5,0%)
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Tpom0603 BeH mopraibHOU 6 1 2 1 1 1
cucremsl, N (%) (3,4%) (1,3%) (9,5%) (2,4%) (6,3%) (5,0%)
Tpom603 BeH npyroi 6 2 1 2 0 1
nokamu3zaiun, N (%) (3,4%) (2,6) (4,8%) (4,9%) (5,0%)
I'emaTopeHa bHBIHI 2 1 0 1 0 0
cuazpom o tury XbII, n (1,1%) (1,3%) (2,4%)

(%)

[TopromynsMOHaNbHAS 1 0 1 0 0 0
runeprensus, N (%) (0,6%0) (4,8%)

[leyeHouHBIN THAPOTOPAKC, 8 1 2 4 0 1

n (%) (4,6%) (1,3%) (9,5%) (9,8%) (5,0%)
WNHTepKyppeHTHBIE 44 20 5 12 4 3
Oakrepuanbubie nHeknuu, | (25,1%) | (26,0%) | (23,8%) | (29,3%) | (25,0%) | (15,0%)
n (%)

CrioHTaHHBIN 3 1 1 0 0 1
OakTepHaTbHBII (1,7%) (1,3%) (4,8%) (5,0%)
acIUT-TIEPUTOHHUT, N (%)

baxrepuanbuble HHPEKIUU 18 8 2 5 2 1
HWKHHX JIBIXaTEIbHBIX (10,3%) | (10,4%) | (9,5%) | (12,2%) | (12,5%) (5,0%)
nyteid, N (%)

HNHTepkyppeHTHBIE 7 3 1 1 0 2
rpruOKOBBIC HHPEKIUH, N (4,0%) (3,9%) (4,8%) (2,4%) (10,0%)
(%)

Jleuenue

YV Bcex mnanuentoB, umeBmuxX I[IbX u I[ICX wH301MpOBaHHO M B paMKax
IIEPEKPECTHBIX CUHIAPOMOB, npoBoawin Tepanuro Y /XK. buoxumuueckuii 0TBET Ha
neuenne Y XK 6b11 mocturnyt y 49 u3 91 (53,8%) mauuentos ¢ [1bX u [IBX-AUI" u
y 17 (43,6%) u3 41 nauuentoB ¢ IICX u IICX-AUI'. V 2 nauuentoB ¢ IIBX u 2
nanmueHToB ¢ [ICX OMOXMMHYECKHMH OTBET OIICHHUTh HE VYAAJIOCh H3-3a CpOKa
HaOmoneHuss MeHee 12 mecsnen. Y 42 (46,2%) mamuentoB ¢ IIBX u 24 (56,4%)
manreHToB ¢ [ICX, He HOCTUIIINX IEJIEBBIX OMOXMMHUYECKHX ITOKasaTeieil mocie 12
MmecsameB MoHotepanuu YJIXK, npomomaurensHo mnpumeHsim  peHodubOpatr wumm
oe3aduobpar.

VY 73 (94,8%) u3 77 nauuentoB, umeBminx AWI' M301MpPOBAaHHO WM B paMKax
MEPEKPECTHBIX  CHUHJIIPOMOB, JeYeHue U

IIPpOBOANIIN MMpCAHU30JIOHOM

MCTUIINIPCAHU3O0JIOHOM B COYCTAHHMHM C  a3aTHOIIPHHOM. I/IMMYHOCYHPCCCI/IBHYIO

TCPAINIO HEC IIPOBOJAWIIN B CBA3H C JCKOMIICHCHUPOBAHHBIM HH B TepMI/IHaJIBHOﬁ craguun
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y 4 (5,2%) manuentoB ¢ AUI. ITonubiii Onoxumuueckuii oTBeT Ha jedenue I'KC u
azatvonpuHoM HaOmoganu y 69 (97,2%) w3z 71 mamumentoB. Y 1 (1,4%) uz 71
MAlMEHTOB PETUCTPUPOBAIM HEMOJNHBbIA Omoxumuueckuit orBer Ha JjedeHue ['KC u
azatuorpuaoM. Y 1 (1,4%) namueHTta oTMeYalld TI'€MaTOKCHUYHOCTh a3aTHOIPHHA,
OpUMEHSIM  MUKO(eHoJoByt0 kuciory B couetanun c¢ [I'KC. OtBer Ha
MMMYHOCYIIPECCUBHYIO TEpalui0 HE OIEHUBAJM B CBSA3M C KOPOTKUM CPOKOM
HaOmonenus y 2 (2,7%) u3 73 nauuentos ¢ AUT.

B cBsi3u ¢ COMyTCTBYIONMMU ayTOMMMYHHBIMU 3a00JI€BAaHUSIMU U TTOPAXKEHUSIMHU
y 23 (13,2%) wu3 175 OonbHBIX TaKke MPOBOAWIMA JIEYEHUE JPYTUMU
UMMYHOCYIIPECCUBHBIMM ~ TIperaparaMd, B TOM  4YHCJI€ C  IOTEHIHAJIOM
nHeBMoTOKcu4yHOCTU: ¥ 2 (1,1%) — meTtoTpekcarom, y 18 (10,3%) — nmpous3BoHBIMU S-
aMUHOCAJIMIIUIIOBON KUCIOTHI (Mecasias3uH W cyiab(dacanazun), y 3 (1,7%) -
nooyepenHoe JiedeHue Oo0OMMH YyKa3zaHHbIMU Tmpemnapatamu. Y 2 (1,1%) uz 175
NaIMeHTOB MPUMEHSITH Te€HHO-UH)KEHEPHBIE OMOJIOTUYECKUE npenapartbl
MOHOKJIOHAJIBHBIX aHTUTEI: PUTYKCUMA0 U MHGIMKCUMA0, COOTBETCTBEHHO.

Bcem mammentam ¢ IIT (n=76, 43,4%) Ha3Hayald JIAaKTYJIO3y SHTEPAIbHO. Y
narueHToB ¢ acuutoMm 2 win 3 creneHu (N=40, 22,8%) mo kmaccubukanuun IAC
NPUMEHSUIM  TeTieBble  AuypeTuku  (pypoceMun, TopaceMun), AaHTarOHUCTHI
aNbJI0CTEpOHA (CIUPOHOIAKTOH, dIJIEPEHOH), BHYyTpuBeHHbIe nHDy3un 20,0% pactBopa
anpoymuna. [laruentam ¢ BPBII 2 u 3 crenenu (n=39, 22,3%) Ha3zHavaau KapBeIUION
WJIM TIPOTIPAHOJION C IENIbI0 IEPBUYHON M BTOPUYHON MPOPUIAKTUKN KPOBOTCUCHHS U3
BPBII. Pudakcumun-anbda wim HOp(IOKCAIMH NPUMEHSIIA C LETbI0 MEePBUYHOMN
npopuIakTUKKM  acuuTa-MepuTOoHUTa ©  JedeHus [ID y  mamueHTOB €
nekomneHcupoBanubiM  LIII.  Dnpockonmuueckoe  aurupoBanue BPBII  Oblio
ocymectBieHo y 25 (14,3%) mnamnumentoB, umeBmmx BPBII 3 cremenn wim
kpoBoTeueHne u3 BPBII. JleueOnblii namaporieHTe3 ¢ JO3UPOBAHHOW 3BaKyaruei
aCIUTHYECKON >kuakocTu u BocmoidHeHueM uHOy3usmu 20,0% pactBopa ampOymmHa

BRIMOTHSITA Y 4 (2,3%) manueHToB ¢ HANPSYKEHHBIM aCITUTOM.
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Hcexoown

Menuana mmmTenbHOCTH HaOmomeHus coctaBmiaa 31,0 (15,0; 41,0) mecs.
HNexomnencanuto III wabmomamu y 47 (26,8%) wu3z 99 mnamuwentoB C IIIL
Pexomnencanus L{I1 B pe3ynbrare nedenus Obiaa gocturayta y 12 (25,5%) uz 47
nanueHToB. Cpenu 12 manuenTtoB, nocturmux pekomnencanuu LI, 8 (66,6%) umenu
AWUT, 2 (16,6%) — IICX-AUI, 2 (16,6%) — [1bX.

Cpenu 35 mamnueHTOB ¢ coxpaHsBiielics aekomrencanueit LI 16 (45,7%)
COCTOSUIM B JIUCTE OXUJAHUS TPAHCIIAHTAIIMM MMEUYCeHU. TpaHCIIaHTalUs TTe€UYeHU Oblia
BBHITIOJIHEHA y 6 MAIlMEHTOB, U3 KOTOPHIX 1 ymMep BO BpeMsi omepaiuud U S5 YCIEIIHO
NIEPEHECTN OINEpPaTUBHOE BMEIIATEILCTBO M HAa MOMEHT 3aBEpIICHUS HCCIICIOBAHUS
uMenu (QYHKITMOHUPYIONTUN TPAHCIIJIAHTAT MTCUYCHH.

B Teuenue uccnenoanus ymep 21 (12,0%) w3 175 manuwenToB, npu 3Tom 17
(80,9%) w3 Hux umenu aekomnencupoBanHbd L[I1. VM3 17 manueHTOB yMepuiux OT
ocinoxuenuit 111, 8 (47,0%) HaxoAWIUCh B JINCTE OXKUJAHUS TPAHCIUIAHTAIIUN TICUYCHH
Ha MOMEHT Havaja uccienoBaHus. B 16 ciaydasx mpuIuMHOM JIETAIbHOTO MCX0Ja ObLIN
pa3u4HbIe OCJIOXKHEHUS TepMmuHanbHOW ctaguu ILII. 1 nmanumentka ¢ IICX-AUD
norubJia 1mocje pa3BUTHS OCTPOU IMEUCHOUYHON HEIOCTATOYHOCTH Ha (hOHE XPOHHUECKOMN
BCIIEJICTBUE TspKenmoro obOoctpenuss AUIT B panmHeM mociepomoBoM Tepuoze. 4
NalreHTa yMepJM BCIEICTBUE BHETMEYECHOYHBIX MATOJIOTHM (2 manueHTa — BCICICTBUE
OCTPOTrO HapYIIEHHUs MO3TOBOTO KpOBOOOpaiieHHs, | TalUeHTKa — BCJCIACTBHE
MPOrPECCUPYIONMIEN BIXAaTEIBHON HENOCTATOUYHOCTH, BbI3BaHHOM MILJI, 1 manmuenTka —

BCJICJICTBUE TIPOTPECCUPOBAHUS paka MOJIOYHOH JKeJIe3bl).

3.2. BHeneyeHoOYHbIE OPAKEHUS

BHeneueHOYHBIE IMMYHHOOTIOCPEIOBAHHBIE TTOPAKEHUS MpUCYyTCTBOBaM y 121
(69,1%) n3 175 manueHTOB, OOJBIIMHCTBO M3 KOTOPBIX OBLIM >KeHCKOTO Toja (N=103,
85,1%). PacnpocTpaHeHHOCTh CHCTEMHBIX MPOSIBICHUN ObIJIa CXOMHON CPeIu MYKYHH

1 xeHnwH (69,2% u 69,1%, coorBeTcTBeHHO, p=0,977). [lanueHTH ¢ BHETICYCHOYHBIMHU
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MOPAKEHUSIMM ~ XapaKTEPH30BaIMCh OOJBIIMM BO3pacTOM Ha MOMEHT Je0roTa
3aboneBanus (45,5 (37,2; 54,0) u 32,0 (17,0; 47,0) net, p<0,001). CpaBHeHue BO3pacTa
B IpyIIax MalMEHTOB C BHEMIEYCHOYHBIMH ITOPAKEHUAMHU U 0€3 TAKOBBIX MPEICTaBIECHO

Ha Pucynke 3.
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BHeneveHoYHbIE NOPaXEHWA (ECTb MW HET)

PI/IcyHOK 3 - B03paCT B 3aBUCHMMOCTH OT HaJIN4YHs BHCIICUCHOYHBIX I'[OpEDKGHI/Iﬁ

AcconupoBaHHbIE ayTOMMMYHHbIE TIopaxeHus: Habmogamu y 13 (81,3%) uz 16
nanuenToB npu [IBX-AUT, y 57 (74,0%) w3 77 npu I1IBX, y 15 (71,4%) u3 21 npu
[ICX, y 14 (70,0%) u3 20 mpu [ICX-AUT u y 22 (53,7%) u3 41 npu AUT".

B cTpykType MMMYHHOOIOCPEIOBAHHBIX MOPAKECHUA Mpeodiananud pa3indHbIe
BapuaHThl mnopaxeHus Jerkux (50,9%), mwmroBugHo#l xene3bl (21,1%), ToHKOU U
tonctor kumku (12,6%) u paznmuuabie KoXHBIC mopaxkeHus (8,0%). Y 22 (12,6%) u3
175 nauuentoB BHemneueHouyHble mopaxenus (MIIJI — y 14 naumeHTOB, mopa)xeHue
TUCTaIbHBIX OpOHXOB — y 1 manMeHTa, S3BEHHbIM KOJUT — y O TMalMeHTOB,
MICOPUATHUYECKUIA apTPUT — y | mammenTa) mpeodianany mo aKTUBHOCTH TEYCHHS HaJl
MOpaXKECHUEM TIEYEHU U 3aHUMAJIM BEyIIee MECTO B KIMHUYECKOW KApTUHE HA MOMEHT
MIPOBECHUS UCCIICIOBAHMUSL.

CriekTp 1 9acTOTa BHETICUCHOYHBIX TIOPAXKEHUH TipencTaBieHsl B Tabmuie 13.
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Tabnuua 13 — CnekTp 1 4acToTa BHENEUEHOUHbIX nopaxeHuil npu A3I1

BueneyeHouHbIE TOpaXKeHUs Bun A3I1
Bceero 116X T[ICX AUT ITbX- I[ICX-
(n=175) | (n=77) (n=21) (n=41) AUT AUT
(n=16) (n=20)

Bcero, n (%) 121 57 15 22 13 14
(69,1%) | (74,0%) | (71,4%) | (53,7%) | (81,3%) | (70,0%)

[Mopaxxenue nerkux, N (%) 88 46 9 15 13 5
(50,3%) | (59,7%) | (42,8%) | (36,6%) | (81,3%) | (25,0%)

XpOoHUYECKUH ayTOUMMYHHBIH 29 13 4 6 3 3

tupeourt, N (%) (16,5%) | (16,9%) | (19,0%) | (14,6%) | (18,8%) | (15,0%)

Huddy3HbIii TOKCHYECKHI 300, 7 3 2 2 0 0

n (%) (3,4%) (3,9%) (9,5%) (4,9%)

[TomocTpelit ayTOMMMYHHBIH 1 1 0 0 0 0

tupeouurt, N (%) (0,6%) (1,3%)

AyTOMMMYHHBII 1 1 0 0 0 0

arpodudeckuii ractpurt, N (%) (0,6%) (1,3%)

SI3BenHbIi KoMT, N (%) 17 1 11 0 0 5
(9,7%) (1,3%) (5,2%) (25,0%)

Bounesns Kpona, n (%) 5 1 1 0 0 3
(2,9%) (1,3%) (4,8%) (15,0%)

emuakus, n (%) 2 0 0 1 0 1
(1,1%) (2,4%) (5,0%)

Butunuro, n (%) 4 2 0 1 1 0
(2,3%) (2,6%) (2,4%) (6,25%)

XpoHudeckas 4 4 0 0 0 0

PELHIMBUP YOI (2,3%) (5,2)

KpanuBHHIA, N (%)

Icopmuas, n (%) 5 3 1 1 0 0
(2,9%) (3,9%) (4,8%) (2,4%)

[TcopuaTudeckuii apTpur, N 2 1 0 1 0 0

(%) (1,1%) (1,3%) (2,4%)

VY3noBaroe npypuro, n (%) 1 1 0 0 0 0
(0,6%) (1,3%)

XpOoHUYECKU 5 1 0 0 0 4

riomepysonedpur, n (%) (2,9%) (1,3%) (20,0%)

XpOoHUYECKU 3 1 1 1 0 0

TYOYJIOMHTEPCTHIIHATbHBIH (1,7%) (1,3%) (4,8%) (2,4%)

uedpur, n (%)

AyTouMMyHHas 2 1 1 0 0 0

TeMOJIUTUYECKAsT aHeMUS, N (1,1%) (1,3%) (4,8%)

(%)

NMMmyHHas TpOMOOIIMTOTIEHHS, 1 0 0 0 1 0

n (%) (0,6%) (6,25%)

AyTOMMMYHHBII 1 0 0 1 0 0

MOJIUTJIAHTYJISIPHBIN CHHIPOM (0,6%) (2,4%)

1 tuma, n (%)

[Monuueiiponatusi, N (%) 5 1 1 1 2 0
(2,9%) (1,3%) (4,8%) (2,4%) (12,5%)
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VY 74 (42,3%) u3 175 nanyeHToB perucTpUpOBaiu | BHEIIEYCHOYHOE MTOPaKCHHE,
y 38 (21,7%) — 2,y 7 (4,0%) — 3, y 2 (1,1%) — 4 (Tabnuma 14). MHoxecTBeHHbIC (2 1
Oosee) mopakeHus yaiie ooHapyxupanu npu [ICX (47,6%) u IIbX-AUT" (43,8%).

Tabnuua 14 — KonnuecTBo BHENEYEHOUHBIX NopaxkeHuid npu A3I1

KomnuecTBo Bun A3II
BHEIIEUYEHOYHBIX Bce IIbX [ICX AUl I1bX- ICX-
TOpaKEHU I naueHTel | (N=77) (n=21) (n=41) AUT AUT
(n=175) (n=16) (n=20)
0 54 20 6 19 3 6
(30,9%) | (26,0%) | (28,6%) | (46,3%) | (18,6%) | (30,0%)
1 74 41 5 15 6 7
(42,3%) | (53,2%) | (23,8%) | (36,6%) | (37,5%) | (35,0%)
2 38 13 6 5 7 7
(21,7%) | (16,9%) | (28,6%) | (12,2%) | (43,8%) | (35,0%)
3 7 2 3 2 0 0
(4,0%) (2,6%) | (14,3%) (4,9%)
4 2 1 1 0 0 0
(1,1%) (1,3%) (4,8%)

MHOX€CTBEHHbIC BHEIICUCHOYHbBIC MMOpaXXCHUA Yy MYKUMH U KCHIONUH Ha6JIIOI[aJII/I

¢ comoctaBumoit yactoroit (30,7% u 26,1%, coorBercTBeHHO, p=0,625), KONMHMUECTBO

BHETICUCHOYHBIX MIOPAKCHUHN Yy MY>KYUH W KEHITWH MpescTaBiieHo B Tabmuie 15.

Tabnuna 15 — KonnuecTBO BHEMIEYEHOUHBIX MOPAKECHUHN Y MY>KUWH U KEHIIUH

KomnuectBo Bcee [on
BHETICYEHOYHBIX MalMCHTHI Myxckon Kenckui
MOpaXEHU (n=175) (n=26) (n=149)
0 54 8 46
(30,8%) (30,8%) (30,9%)
1 74 10 64
(42,3%) (38,5%) (42,9%)
2 38 7 31
(21,7%) (26,9%) (20,8%)
3 7 1 6
(4,0%) (3,8%) (4,0%)
4 2 0 2
(1,1%) (1,3%)
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Menuana Bo3pacTta Ha MOMEHT Hauajia 3a00JeBaHMs y MAllMEHTOB, UMEBIIUX 1, 2,
3 1 4 BHeneUYCHOUHBIX Mopaxkenus, cocrapmwia 32,0 (17.0; 47,0), 47,5 (38,0; 55,3), 43,0
(33,5; 53,5) u 43,0 (37,0; 52,0) roma, COOTBETCTBCHHO, Pa3JIMYKs B BO3pacTe HE ObLIH
cTaTucTU4ecku 3HauuMbl (p=0,467).

OrneHnBanu OTBET Ha JICYCHHUE W HWCXOIbl y TAIMCHTOB C BHEIICUYCHOYHBIMHU
nopaxenusmu (N=121) u y mnamuentoB 0e3 TakoBbeix (N=54). CpaBHHTEIbHAS
xapakTepuctuka ucxonoB A3Il B 3aBUCUMOCTM OT HaJIWYMUS BHEICUYECHOYHBIX
nopaxeHul mnpencraieHa B Tabmuue 16. B rpymme  OONbHBIX, HMEBIIHX
BHETICUCHOYHbIE TMOpPa)XEHUs, HaOMI0Iald TEHJSHIMI0 K MEHBbIIEH 4YacToTe
nexomnencanuu 1T (41,2% wu 61,3%, p=0,063), HO Oosice BHICOKOW YaCTOTE

HACTYIUICHUS CMEPTH BCjeacTBHE 006X nmpuunH (15,7% u 5,6%, p=0,061).

Tabmuma 16 — CpaBHUTENIbHAS XapaKTEPUCTUKA UCXOI0B B 3aBUCUMOCTH OT
HaJIN4YMsl BHEIIEYEHOYHBIX ITOPAKEHUN

Hcxoant BreneueHounnle | BHeneueHOUYHBIX p
MIOPaYKEHUS €CTh | TOPaKCHUH HET

(n=121) (n=54)

OtBet AUI" Ha neuenue, N (%) 43/44 26/27 1,0
(97,7%) (96,3%)

Otset I[ICX na neuenue, n (%) 10/28 7/11 0,114
(35,7%) (63,6%)

Otset [1BX Ha neuenue, n (%) 38/68 11/23 0,503
(55,9%) (47,8%)

Ucxon B LTI, n (%) 68/121 31/54 0,882
(56,2%) (57,4%)

Hexomnencanus LTI, n (%) 28/68 19/31 0,063
(41,2%) (61,3%)

Pexommnencanums LI, n (%) 5/28 7/19 0,182
(17,9%) (36,8%)

HeO6naronpusTHBIN EYeHOYHBIN 16/121 7/54 0,962

ucxon, n (%) (13,2%) (13,0%)

CwMmepTh 110 Jr000it praunne, N (%) 19/121 3/54 0,061
(15,7%) (5,6%)
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3.3. CeKTp ¥ 4acTOTa BAPHAHTOB MOPAKEHHUS JTETKUX

[Topaxenue jerkux Obu10 aAuarHoctupoano y 88 (50,3%) u3 175 manueHTOB,
Yanie €ero pPerucTpupoBaiM y OKEHIIMH, uyeM y wMyxduH (53,0% wu 34,6%,
cooTBeTcTBeHHO, p=0,093).

[larueHThI, WMEBIIME TOPAKCHHUE JIETKUX, XapaKTCPHU30BAINCH 3HAYMMO
OOJIBIIMM BO3pacToOM, 4eM manueHThl 0e3 takoBoro (47,0 (39,9; 55,0) u 38,0 (20,0;
49,0) ner, cootBercTBeHHO, p<0,001). CpaBHEHHE BO3pacTa MAIMEHTOB C MOPaKEHUEM

JIETKUX U 0€3 TaKOBOTO MpejcTaBiieHo Ha Pucynke 4.
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PI/ICYHOI( 4 — B03paCT MMaoUCHTOB B 3aBUCHUMOCTHU OT HAJIMYHA ITOPAKCHHUA JICTKHUX

VY 52 (59,1%) u3 88 maiueHToB JErouHble nopaxeHus BoiIBIsIU nocie A3l y
14 (15,9%) — mo A3IL, y 22 (25,0%) mero4yHoe W TICYCHOYHOE IOPAKECHUE
JTUATHOCTUPOBAIM OAHOBpeMeHHO. [lopakenne nerkux mporekano mManudectao y 39
(44,3%) u3 88 manMeHTOB.

[Topaxkenue nucranbHbIXx OpoHXOB Habmoganu y 45 (25,7%) u3 175 nauueHTtos,
NIUI —y 42 (24,0%), ouaroBoe nopaxkenue jerkux —y 24 (13,7%), nopakeHue mieBpsl

—y 6 (3,4%), u30aMpOBaHHYI0 MeIUACTUHAIbHYIO TuM@aneHonatuo — y 3 (1,7%),
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TpoMO03MOOIHUI0 BeTBell Jerouno aprepun — y 3 (1,7%), nerounsiii Backyaut — y 1
(0,6%). CoueraHne HECKOJIBKMX BapHAHTOB MOpaXeHWs JEerkux HaOmonamu y 27
(15,4%) u3 175 nanmenToB. He Obu10 marnueHToB ¢ uanomatuydeckoit JIATL.

Yacrtora nopaxenus yerkux npu [IBX-AHWI' cocraBuna 81,3%, mpu IIBX —
59,7%, npu TICX — 42,9%, npu AUT" — 36,6%, npu [ICX-AUT" — 25,0%. IIpu I1bX u
I[IBX-AUI" nopakeHue JNETKUX AUArHOCTHUPOBAIN 3HAYMMO Yallle, YEM MPU OCTAJIbHBIX
Bapuantax A3II (63,4% u 35,4%, cootBercTBeHHO, p<0,001).

[Mpu IIBX u [IBX-AUI" ¢ Haubosnkieii yactotor oonapyxusamu UIJI (37,7% u
56,3%, cootBetcTBeHHO), npu [ICX, AUl' u [ICX-AUI" — nopakeHune IUCTaTIbHBIX
opouxoB (19,0%, 24,4% u 20,0%, cooTBeTCTBEHHO). BapraHThI J1€rOYHbBIX MOpPaKEHUM

npu A3II npeacrasnens! B Tabnuie 17.

Tabnuna 17 — CriekTp 1 4acToTa BapuaHTOB MopaxeHus jerkux rnpu A3I1

Bapuantsl nopaxkenus | Bcero [1bX [ICX AUl I1bX- I1CX-
JIETKHAX (n=175) | (n=77) | (n=21) | (n=41) | AUl ANUT

(n=16) | (n=20)

UILJI, n (%) 42 29 2 2 9 0

(24,0%) | (37,7%) | (9,5%) | (4,9%) | (56,3%)

[Topaxenue 45 20 4 10 7 4

JTUCTATBHBIX (25,7%) | (26,0%) | (19,0%) | (24,4%) | (43,8%) | (20,0%)

oponxos, n (%)

OuaroBoe nopaxeHue 24 9 3 4 5 3

aerkux, N (%) (13,7 %) | (11,7%) | (14,3%) | (9,8%) | (31,2%) | (15,0%)

[Topaxenue 6 3 1 1 1 0

wieBpsl, N (%) (3,4%) | (3,9%) | (4,8%) | (2,4%) | (6,3%)

N3onupoBannas 3 2 1 0 0 0

MeUaCTUHAIbHAS (1,7%) | (2,6%) | (4,8%)

nuMdaaeHonaTus,

n (%)

TpomOosmMOoHs 3 2 0 1 0 0

BETBEH JIETOYHOM (1,7%) | (2,6%) (2,4%)

aprepun, N (%)

Jlero4HsbI BaCKyJIUT, 1 1 0 0 0 0

n (%) (0,6%) | (1,3%)

Bcero (B ToMm umcie — 88 46 9 15 13 5

C COYETaHHBIM (50,3%) | (59,7%) | (42,8%) | (36,6%) | (81,3%) | (25,0%)

nopaxeaneM), N (%)
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VY 61 (69,3%) n3 88 mamueHTOB ObUI TUATHOCTUPOBAH | BapHaHT MOPaKEHUS
aerkux, y 19 (21,6%) -2,y 7 (7,9%) — 3, y 1 (1,1%) - 4. IIponopius NaiyeHTOB,
UMEBILIUX TOJIBKO OJUH BaPHAHT BOBJICUCHUS JICTKUX (MOYTH KaXbIH TPETHH CiTydail),
onuta conoctaBuMoit mipu Bcex A3II, kpome TICX-AUI, rae yacrora coctaisiia 15%.
CoueTaHHHOE NOPAXKEHUE JIETKUX ¢ HanOoubleld yactorol Habmoaanu npu [IbX-AUT,
rje 2 u 0osiee BapuaHTa MOpakeHus JErKUX pa3Horo Tumna umenucsd y 43,8% mnanueHTos

(Tabmuma 18).

Tabnuna 18 — KonnuecTBO BapUaHTOB MOPaKEHUSI JIETKUX

KomnuectBo Bce I[IbX [1ICX AUl | IIBX-AUT I1CX-
BAPUAHTOB | TAITUCHTHI (n=77) (n=21) | (n=41) (n=16) AUT
TIOPaXKCHUS (n=175) (n=20)
1 61 31 8 13 6 3

(34,9%) (40,3%) | (38,1%) | (31,7%) | (37,5%) (15,0%)
2 19 11 0 1 5 2
(10,8%) (14,3%) (2,4%) (31,3%) (10,0%)

3 7 3 1 1 2 0
(4,0 %) (3,9%) | (4,8%) | (2,4%) (12,5%)

4 1 1 0 0 0 0
(0,6%0) (1,3%)

Bcero 88 46 9 15 13 5
(50,3%) (59,7%) | (42,8%) | (36,6%) | (81,3%) (25,0%)

3.4. XapakTepucTHKAa BAPUAHTOB MOPAYKEHUs JIerKUX
3.4.1. UnTepcTUAIBLHOE MOPAKEHUE JIETKUX

UIJT 6puto muarHoctupoBano y 42 (24,0%) w3 175 manmentos. Yacrora UILJI
npu [IBX-AUI" coctaBuna 56,3%, nipu 16X — 37,7%, npu I1ICX — 9,5%, npu AUL" —
4,9%. UT1JI ne oonapyxuBanu npu [ICX-AUI'. UI1JI 3HaumMo vaine JuarHoCTHPOBAIIN
npu IIbX u IIBX-AWI, yem npu ocrtaneHbix Bapuantax A3l (40,9% u 4,9%,

cooTtBeTcTBeHHO, p<0,001).
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B crpykrype BapuantoB U nadmonanu CIITI (n=14, 33,3%), C-UII (n=10,
23,8%), OII (n=9, 21,4%), H-UILJI (n=5, 11,9%), HCHUII (n=3, 7,1%) u OUII (n=1,
2,4%).

HaubGonpmee pasHoo6pasue BapuantoB MWIL peructpupoBanu mnpu I[IbX
(CIII, OI1, HCUII, C-UIUI, H-UILI) u IIBX-AUT" (CIIILI, OI1, OUII, C-UI1JI, H-
NILT), torna xak npu AWUID obnapyxusanu Toiapko C-HUIIJI u H-UIJI, a npu TICX —
tonibko OIl. Cnextp m uacrora BapuanTtoB HWIIJI B 3aBucumoctu ot Buaa A3II

npeacTanieHsl B Tabmuie 19.

Tabnuua 19 — Cnektp u yacrora BapuanToB MI1JI B 3aBucumoctu ot A3I1

Bapuant Bce [1bX [ICX ANl I1bX- [1CX-
NIJT narientel | (N=77) | (n=21) | (n=41) ANUT AUT
(n=175) (n=16) | (n=20)
CIIII, n (%) 14 11 0 0 3 0
(8,0%) (14,3%) (18,8%)
OI1, n (%) 9 7 2 0 0 0
(5,1%) (9,1%) (9,5%)
HCWUIT, n (%) 3 3 0 0 0 0
(1,7%) (3,9%)
OUII, n (%) 1 0 0 0 1 0
(0,6%0) (6,3%)
C-UILT, n (%) 10 6 0 1 3 0
(5,7%) (7,8%) (2,4%) | (18,8%)
H-UTILI, n (%) 3) 2 0 1 2 0
(2,8%) (2,6%) (2,4%) | (12,5%)
Bcero, n (%) 42 29 2 2 9 0
(24,0%) (37,7%) (9,5%) | (4,9%) | (56,3%)

CIIIJT o6napyxuBamu Toabko npu [16X (n=11) u [IBX-AUI" (n=3). BapuanTsI
NI, accoumnpOBaHHBIE C NPOTrPECCUPYIOIIUM HWHTEPCTULHAIBHBIM JIETOYHBIM
¢ubpozom (HCUIT u OUII), Obimm muarHoCTHpOBaHBI TOJMBKO y marnueHToB ¢ [1BX
(n=3) u I[IbX-AUT (n=1).

Y 21 (50,0%) u3 42 naumentoB HUIIJI coyertanuch ¢ ApyruMu BapuaHTaMu
nopaxenus jerkux. WMIDJI 3Haunmo yamie TUAarHOCTUPOBAIM y MAlMEHTOB, UMEBIINX

couyeTaHHOe nopakenue yerkux (77,8% u 14,2%, p<0,001).



76

[TopaxxeHre NUCTANIBHBIX OPOHXOB OBLTIO JUArHocTHpoBaHo y 16 (38,1%) u3 42
narmenToB ¢ UIIJI, odaroBoe nopaxkenne —y 6 (14,3%), mopaxenue rwieBpsl — y 4
(9,5%).

Penmezenonozuueckasn u mopgonozuueckasn xapakmepucmuxa HIT

KT-kaptuna CIIIII xapakrepr3oBagach 0O4aroBbIM MMOPAKEHUEM JIETKUX IO THITY
JABYCTOPOHHEH MeEJKoo4YaroBo nepuiumparrueckon auccemunanuu y 13 (92,8%) u3
14 nmanueHTOB, B TOM YHUCIE — C MIPEUMYIIECTBEHHOHN JIOKAIU3allMe 04aroB B BEPXHUX
U cpenHux otaenax jerkux y 4 (28,6%) w3 14 mamuentoB. Y 3 (21,4%) u3 14
NAlMEHTOB OOHAapYXUBaIM MNEepUIMM(paTHYECKUE OYarn B MEXI0JEBOM IUIeBpe.
Menunactunanbayio nuMmaneHonatuo Haomogamu y 12 (85,7%) u3 14 manueHToB,
NPEUMYIIECTBEHHO OTMEUaau BOBJICUYECHHE OM(PYPKAIIMOHHBIX, OPOHXOMYIbMOHAIBHBIX
U TMaparpaxeaibHbIX JUM(paTHUEeCKuX y3710B. MHTEpCTUIIMATbHBIE U3MEHEHUS 110 THUITY
YIUIOTHEHUSI ~ MEXJOJbKOBOTO  MHTEPCTHIIMS  WJIM 30H  «MaTOBOI'O  CTEKJIa»
oboHapysxuBanu y 10 (71,4%) u3 14 nanuentoB. Hu B oyHOM citydae He ObLIO BBISIBIEHO
KT-nmpu3nakoB BbIpakeHHOTO HHTepcTUManbHOrO ¢Gudpo3a. KT-xkapruna CIITI

npeactaieHa B Tabmure 20.

Ta6muma 20 — KT-kaptuna CIITI

Ne Hwnarno3s, Ouarosbie Bosieuenune NutepcTuninanbHbie
BO3pAacT, U3MEHEHUS IMM(aTUIeCcKuX U3MEHEHMS
oJI y3JI0B
1 | [IBX-AUI, | ABycTOpOHHSS budypkanuonnsie, YnorHenue
31, [Mepunumparuyeckas | OpOHXOMYIbLMOHAIBHBIE, MEXKI0JIbKOBOTO
KEHIMHA CpeaHeooyaroBas napaTpaxeaibHble MHTEPCTULIUS BO BCEX
JMCCEMUHALINS BO oTJenax
BCEX OTJenax
2 | IIBX, JIBycTOpOHHSS ITaparpaxeanbHble, Ynotnenue
32, nepuinMdarndeckas | cyOkapuHapHbIe MEX10IbKOBOTO
KEHIUHA MeJIKOoOYaroBast MHTEPCTULIUS BO BCEX
JMCCEMUHAIINS BO oTJenax
BCEX OTJeNax
3 | I1BX, JIBycTOpOHHSA budypkanmonnsie, -
46, nepunuMpaTrdeckass | OpOHXOMYIbMOHAIIBHBIE,
KEHII[UHA MEJIKOOYaroBas napaTpaxeanbHble
JMCCEMUHAIINS BO
BCEX OTJIeNax
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4 | IIBX-AUI', | IBycTOpOHHSA budypkanmonnsie, YunotHeHnue
49, nepuinMdarudeckas | OpOHXOMYIbMOHAIIBHBIE, MEX10IbKOBOI'O
KEHIIMHA MeJKOOYaronas naparpaxeaibHble MHTEPCTULIUS
JMICCEMMHALINS BO B BEPXHUX U CPEIHUX
BCEX OTJAeJax oTzenax
5 | [IBX, JIBYyCTOpOHHSA budypkammonnsie, -
65, nepwimMdaTaeckas | OpOHXOMYJIbMOHAIBHEIE,
KEHIIMHA MeJKOOYaronas naparpaxeaibHble,
JIMCCEMMHALINSA HajmapparMaibHble
MIPEUMYILIECTBEHHO B
BEPXHHUX U CPETHUX
oT/enax
6 | [1bX, JIByCTOpOHHSIA budypxannonssie, JloOynsipHbIE 30HBI
37, MeJIKOOYaroBas OpOHXOIYIbMOHAJILHBIE, YIUIOTHEHUS JIETOYHON
KEHIIIMHA nepunuMparudeckas | [lapaTpaxeanbHele, TKaHU T10 TUITY
JMCCEMMHALINS BO nepuKapIualibHbIe, «MaTOBOTO CTEKJIa»
BCEX OTJeNax napaopTajbHble
7 | IIBX, JIByCTOpOHHSIA - 30HBI YINIOTHEHNUS
55, MEJIKOOYaroBas JIETOYHON TKAHU I10
KEHIIIMHA nepuinMparuyeckas TUITY «MaTOBOTO
JTUCCEMUHALINS CTEKJIa» C
MIPEUMYILIECTBEHHO B nepuOpOHXHAIBHOMN
BEPXHUX OTAENAX JIOKaJau3alue Bo Bcex
OTAeNIax
8 | IIbX, JBycTOpOHHSS [TaparpaxeanbHble, Yunotaenue
47, MEJIKOOYaroBas napaopTajbHbIC, MEKI0JIBKOBOTO
YKEHIITMHA nepunuMparryeckas | OupypkanmoHHbIC WHTEPCTHUIUS BO BCEX
JMCCEMUHALIMS BO oTAeIax
BCEX OTJIeax
9 | IIBX, JBycTOpOHHSS [TaparpaxeanbHble, -
56, MEJIKOOYaroBas OndypKarmoHHbIE
YKEHIIMHA nepunuMpaTIiecKast
JMCCEMUHALIMS BO
BCEX OTJIeNax
10 | IIBX, - [TaparpaxeainbHble, 30HBI YIIOTHEHUS
40, napaoprajibHble JIETOYHOM TKaHU IO
YKEHIIMHA TUILY «MAaTOBOTO
CTEKJIa»
MIPEUMYILECTBEHHO B
BEPXHUX OTAEIAX
11 | IBX-AUI, | JAByCTOpOHHSS [TaparpaxeanbHsle, Ynoraenue
46, MEJKO0YaroBas 11apaopTaJIbHBIE, MEX10IbKOBOTO
KEHIIMHA nepuiuMpaTdeckas | OpOHXOMYJIbMOHAIbHBIE WUHTEPCTULIUS
JMCCEMHUHALINS IIPEUMYILECTBEHHO B

MMPEUMYLUICCTBCHHO B
BCPXHHUX U CPCAHUX
oTAcIax

BCPXHUX OTACIaX




[Tponomxenue Tabauinl 20

78

12 | [IBX-AUT, | ABycTOpOoHHSSA [TaparpaxeanbHsle, YunotHeHnue
35, MEJIKOOYaroBas [apaopTabHBIE, MEX10IbKOBOI'O
KEHIIMHA nepwimMdaTaeckass | OpOHXOMYIbEMOHAIIBHBIE, MHTEPCTULIUS
JIMCCEMHUHALINSA HaradparManbHble [IPEUMYILECTBEHHO B
IPEUMYILECTBEHHO B BEPXHUX OTAEIaX
BEPXHUX OTJAEaxX
13 | I1BX, JIBYyCTOpOHHSA bponxonynbMoHaNbHBIE, -
52, nepmwimMdaTrdeckas | maparpaxeaibHbIC,
KEHIIIMHA MeJIKOOYaroBas napaaopTajbHbIE,
JVCCEMUHALIMS BO OoudypKamoHHbIE
BCEX OTJeNax
14 | IIBX, JIByCTOpOHHSIA - YrnotHeHnue
80, neprwmMdarnaeckas MEXI0JTbKOBOTO 1
MY)KUMHa MeJIKOOYaroBas BHYTPHUJ0JIbKOBOTO
JMCCEMHMHALINS BO MHTEPCTULINS BO BCEX
BCEX OTJeNax OTJIeNIax

I'ucronmoruueckue HCCIICAOBaHUA (KpOMe ouorncuun HGIIGHI/I) OBLJIM BBINOJTHEHBI y

7 w3 14 naumentoB ¢ KT-marrepuom  CIIII  (BumeoaccucTupoBaHHAS
TOPAKOCKONMYECKass OMOICUS JIETKOTO y | ManueHTKH, TpaHCOpOHXUaslbHasg OuoICHs
Jerkux y 1 mDamueHTk, TpaHCOpoHXWaidbHas Ouorncus JIUMQPaTUYECKUX Y3JI0B
cpenocTeHuss y 3 NalUeHTOK, OMONCHS HaJKIOYMYHBIX JIMM(ATUYECKUX Y3JI0B y 2
NalMeHTOK M OHoIcus KOXHM y 2 manueHtok). Bo Bcex ciywasx B ucciaelyeMoM
MaTepuane OOHapyXHBaJId MHOXKECTBEHHbIE HEKA3€03HBIE SMUTEIMOUIHOKIETOUHBIE
I'PaHyJIeMbl CAPKOUIHOIO THIIA.

Ha Pucynke 5 mnpezacraBneHa Mop¢osiornyeckass KapTHHA MOPakeHUs
MeIuacTUHANBHOTO JIuMPaTrdeckoro y3na y nmanueHtku ¢ [IbX u CIIIJI. B npemapare
auMdouHas TKaHb JUMQPATHUECKOTO y3Jia 3aMelleHa AUCKPETHO PacIONOKEHHBIMU

HCKA3CO3HbIMHU JITUTCIMONIHOKIICTOYHBIMU I'PAHYJICMAMMU.



Pucynok 5 — Mop¢ornorudeckas kKapTuHa MOpPaKeHUsI MEIUACTUHATILHOTO
nuMpaTtudeckoro ysna y nauueHTku ¢ [1bX u CIITLI
(OKpacka reMaTOKCUIMHOM M 303UHOM; yBenudeHue x200)

BoiaBnennsie npu KT OI'K uzmenenus B nerkux y 10 manuentoB ¢ C-UII
BKJIIOYAJIM OrPAHUYEHHBIE JBYCTOPOHHHUE 30HBI YIUIOTHEHUS JIETOYHOW TKaHU IO THILY
«MaTOBOTO CTEKJa», B TOM 4YHCIE€ — B COYETAaHUM C HETpyObIM YIJIOTHEHHEM
BHYTPHIOJBKOBOTO ¥  MEXJ0JbKoBOro wuHTepctuius (3 w3 10  ciydaes).
NuTepcTunaiibHple  W3MEHEHUS WMENIM  NPEUMYIIECTBEHHO  CYOIUIEBpaIbHYIO
JIOKAIM3AIUI0 U 0OHAPYKUBAIHCH BO BCEX CETMEHTAaX JIETKUX.

KT-kaptuna OII xapakrepu3oBajach HalMYUMEM 30H YIUIOTHEHHUS JIETOYHOMU
TKaHU MO TUIY KOHCONIUAAIMU, UHTEPCTULIMATBHBIMU U3MEHEHUSMU, MEINaCTUHAIbHOM
mumbaneHonaTiueil U MmopakeHueMm IuieBpbl. KoHconmumanuu WMeENH JBYCTOPOHHIOIO
JIOKaJU3ali0 U MHOKECTBEHHBIN XapaKTep, pacrojarasich BO BCEX CErMEHTax JErKux y
8 m3 9 marmueHToB, B 1 cioyyae KOHCONHMIAIMHA OOHAPYKWUBAIU TOJBKO B 0a3aIbHBIX
CEerMeHTax JeTKuX. Y 2 u3 9 manueHToB HAOIIOaIM OYard 1Mo TUITy «0OpaTHOTO Tajioy.
Konconumanun wuMenu cyOruieBpaibHOE pacnojiokeHue y 3 u3 9 manueHTos,
nepuOpOHXOBACKYyIsIpHOE — y 3 w3 9. V 6 u3 9 manueHToB 30HBI WHOWIBTpPAIIUU
JEroYyHOM  TKAaHW  HWMEJIM  MUIPHUPYIOIIMH  Xapakrep.  MeauacTHHAIbHYIO

mumbanenonaTiio Habmomanu B 4 w3 9 cimydasx, HamOoJiee 4YacTO BOBJIIEKAIMCH
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oudypkanronnsle  auMdarudyeckue  y3nbl.  MHTepcTULMAIbHBIE  M3MEHEHWS,
MpeCTaBICHHbBIC 30HAMU «MAaTOBOTO CTEKJIa», 0OHapykuBaiu y 7 u3 9 manuentos. B 1
u3 9 ciyuyaeB HaOMOAAIM HErpyOOe YTOJNIIEHUE BHYTPUIOJIbKOBOIO HHTEPCTUIUS, HU Y
omHOro rmamueHta He Obuo KT-mpu3HAKOB BBIPAKEHHOTO HMHTEPCTUIIMATBLHOTO
¢bubpo3sa. [lopaxkeHue MiIeBphI, BRISIBICHHOE V 3 U3 9 marueHToB, ObUIO MPEACTaBICHO
YTOJIICHHEM JINCTKOB MEXKJIOJICBOW TUICBPHI, JBYCTOPOHHUM MAJIbIM JKCCYIaTHUBHBIM
IUICBPUTOM U OJHOCTOPOHHUM MAajIbIM 3KCCYJATHBHBIM IIJIEBPUTOM, COOTBETCTBEHHO.

KT-kaptuna OII npeacrasnena B Tabnune 21.

Tabnuna 21 — KT-kaptuna OIl1

No | lmarnos, Konconmpanuu Bosneuenue NuTepcTunaibHbie [Topaxxenue
BO3pACT, | JIETOYHOM TKaHU nuMdaTHaecKux U3MEHEHUS TIJIEBPBI
oJI y3JI0B
1 | IIBX, JBycTopoHHuUE - - -
42, CyoOmnneBpaiibHbIe
xeHiuHa | B 6azampHBIX
OT/EJIaxX JIETKUX
2 | I[IBX, JBycTopoHHUE - 30HBI YIIJIOTHEHUS -
34, CyOrmuieBpasibHbIC JIETOYHOM TKaHU TIO
KEHIIMHA | IepUOPOHXO- THITY «MAaTOBOTO
BACKYJISIpHBIE CTEKJIa»
Bo Bcex oTnemax
JIETKUX
3 | IICX, JBycTopoHHUE - VTomnmenue VTomamenue
44, Xa0TU4YHO BHYTPUJIOJIbKOBOIO | JINCTKOB
JKEHIMHA | pacIOJIOKEHHbIE WHTEPCTULUS MEXK10JIEBOM
Bo Bcex oTaenax IIJIEBPBI
JIETKUX
Murpupyromnue
4 | TIBX, JIBycroponHue [TapaTpaxeanbHble | 30HBI YIUIOTHEHHS -
63, B ToMm uncie — budypkanuonssie | JIErO4YHOM TKaHHU IO
KEHIIMHA | 110 TUILY TUITYy KMAaTOBOTO
«0OpaTHOTO rano» CTEKJIa»
Xa0TUYHO
pPacnoJIOKEHHbIE
Bo Bcex oTaenax
JIETKUX
Murpupyromue
5 | IIBX, JByCcTOpOHHUE - 30HBI YIUIOTHEHUS JIByCTOpOHHHIA
33, XaoTHUYHO JIETOYHOM TKAaHU IO | MaJIbIil
YKEHIMHA | pacIOJIOKEHHbIE TUITy «MaTOBOTO AKCCYAATUBHBIN
Bo Bcex oTaenax CTEKJIa» MJIEBPUT
JIETKUX
Murpupyromue
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6 | IICX, JIBycTopoHHUE budypkammonnsie | 30HBI YIUIOTHEHUS -
SI3BEHHBIA | XaOTHYHO JIErOYHOM TKaHU 110
KOJIUT, PacroJIoKEHHbIE TUITy «MaTOBOIO
38, Bo Bcex oTaenax CTEKJIa»
MY)KUMHA | JETKHX
Murpupyromue
7 | IIBX, JIBycTOpOHHUE [TaparpaxeanbHble | 30HBI YIIJIOTHEHUS OpHocTopoH-
47, CyoOnueBpanbubie | budypkanuonsbie | J1€royHON TKaHHW MO | HUHM Majbli
KEHIIMHA | mepruOpoHXO- TUITy «MaTOBOIO AKCCYIaTUBHBIN
BACKYJISIpHBIE CTEeKJIa» IJIEBPUT
Bo Bcex oTaemax
JETKUX
Murpupyromue
8 | IIBX, JIBycTOpOHHUE Hangnnadgparmane- | 30HbI yIIJIOTHEHUS -
45, B ToM umnciie - no | Hele JIETOYHOH TKAHU IO
KEHIIMHA | TUIY «oOpatHoro | budypkanuoHHble | TUIy «MaTOBOTO
rajo» CTEeKJIa»
[Tepubponxo-
BACKYJISIpHBIE
Bo Bcex oTaemax
JIETKUX
9 | IIBX, JIBycTOpOHHUE - - -
57, XaoTUYHO
KEHIUHA | PACIOJIOKEHHbIE
Murpupyromue
Bo Bcex oTnemax
JIETKUX

Xupyprudeckasi ouoricus jaerkoro, BeinmoianenHas y 3 (2 ¢ I[1bX, 1 ¢ TICX) u3 9
nanueHToB ¢ KT-narrepuom OII, Bo Bcex ciydasix Mmokaszajia HajJuyue MOJMIOBHIHOMN

IPaHYJISIUMOHHOW TKaHW, 3aloJIHSABLIEH IPOCBETHl TEPMHUHAIBHBIX OpPOHXHOI,

aIBBEOJISIPHBIX XOJIOB M aidbBeoj. Takke HaOIonand WHOWIBTPAHNIO JTUM(OIUTAMH,
IJIa3MOIMTAMHU, THCTHOIIMTAMHU MEKBAIBBEOISPHBIX IEPETOPOAOK, HHTEPCTHIUS U
OponxoB. B 1 HaOm0aeHNHM MPUCYTCTBOBAIN THCTOJOTHYCCKHE MTPU3HAKKA BACKYJIUTA C
BOBJICUCHHEM apTepuoj. B 2 HaOIoAeHUN HApSTYy ¢ TUIMMHYHBIMHA MOP(OIOTHYSCKUMH
MIPOSIBJICHUSIMH OI1 oTMEeYaau HaJINYUe SIMHUYHBIX HEKa3€03HBIX
SMUTETNOHOKICTOYHBIX TPAHYJIEM B aJIbBEOJISIPHOM MPOCTPAHCTBE.
Pentrenonornueckass kaptuHa y 3 OombHbix ¢ HCHUII omnpenensinacey
JIBYCTOPOHHMMH PAaCIPOCTPAaHHCHHBIMHM 30HAMH YIUIOTHEHHS JICTOYHON TKAaHH I10 THITY

«MAaTOBOTI'0 CTCKJIa» B COUYCTAHHUHU C YTOIIICHUCM BHYTPHUIOJIBKOBOI'O U MCKIOJIBKOBOI'O
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WHTEpPCTULIMST B Oa3zalibHbIX cermeHTax Jerkux. KT-kaptuna B OoJbliel CTENeHH
cooTBeTcTBOBAIA HeuonsipHoMy Bapuanty HCUII y 2 u3 3 naunmentoB. Y 1 u3 3
MAIMEHTOB HApSAY C BBINICYKA3aHHBIMU M3MEHCHUSIMM TaKX€ OTMEYalu HAINYue
rpy0o0Oro HHTEPCTULIHATBLHOTO (prOp0o3a, TPAKLIMOHHBIX OPOHX03KTA30B, MEJIKMX «COT» C
CyOIUIeBpAJIbHBIM PACTION0KEHUEM, YTO MO3BOJIWIIO JTUArHOCTUPOBATh (PUOPOTHUECKUI
Bapuant HCUIIL. MeaunactunanbHass numdaneHonatus Obuia oOHapyxeHa 1 u3 2
nanuenToB ¢ nesunossipuon HCUII (BoBieueHue nmapaTpaxeanbHbIX U CyOKaprUHAPHBIX
muMpaTuyecKux y3i0B) W nanueHTku ¢ ¢udporuyeckor HCHUII (BoBneueHue
napaTpaxeajbHbIX TUM(ATHUECKUX Y3TI0B).

VY nanuentku ¢ KT-nmarrepuom OUII HaGmtonanu yToieHne BHYTPUI0IbKOBOTO
U MEXJI0JIbKOBOTO MHTEPCTUIMA B COYETAHUU C MHOKECTBEHHBIMU MEJIKUMH «COTaAMM
¢ cyOruIeBpalibHOM JIOKaU3aIen B 3aiHe-0a3aIbHbIX CETMEHTaX JIETKHX.

buoricuto nerkux BBIMOMHAIN y 3 U3 5 manueHToB ¢ HekiaccuunupyeMbim KT-
naTTepHoM. [ ucTojoruyeckrue M3MEHEHHs B TKaHW Jerkux OonbHbix ¢ H-UITJI
BKJIIOYAJM  TUIOTHYIO — JUMQOIHUTAPHYIO  HHOWIBTPAIMIO  MEXKaJIbBEOJSIPHBIX
neperopoiok (N=3), eAMHUYHbIC TMTAaHTCKHE KJICTKU (N=2), eIUHUYHBbIC HEKa3CO3HBIC
TUTAaHTOKJICTOYHBIC TpaHyjdeMbl (N=2), mneHuctele Makpodaru (N=2), CKOIJICHUS
503MHOGUIOB (N=2) W HUHTEPCTUIHAIbHBIN Jerounsiii ¢Guodpo3 (N=1). Pesynbrath
TUCTOJIOTMYECKUX HMCCIIEIOBAHUM YKa3bIBaJM HA BOBJIEYEHUE JIETOUHOI'O MHTEPCTULHUS,
oJIHaKO Mopdosiornyeckas KapTuHa He coriacoBbiBanach ¢ KT-kapTUHOMN, BCIIEICTBUE
gero kinaccudumupoats HWIIJI He ObUTO BO3MOXHO. B 2 npyrmx ciydasx 06e3
Mopdomornyeckoit Bepuukanuu KT-matrepH HHTEPCTHUIIMAIBHOTO TOPAKEHUS HE
COOTBETCTBOBAJI HU OTHOMY U3BeCcTHOMY narrepny MILJL

B naGmogenusax 1, 3 m 5 KIWHWYECKHE TMPOSBICHHUS BKIFOYAIM Kallelb C
OTXOXJEHUEM MAaJjoro KOJMYECTBA MOKPOTHI M OJBIINIKY TpPU HE3HAYUTEIbHBIX
duznuecknx Harpy3Kkax, JUXOpaaKy oTMedanu B HaOmoaeHnn 5. Jlerounoe nmopaxeHue
MPOTEKaa0 OECCUMIITOMHO B HaOIOICHUAX 2 U 4.

Pentrenonornueckass u  Mmopdoinoruueckass — xapakrepuctuka — H-UII

npeacrasieHa B Tabmuiie 22.
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Tabnuia 22 — Xapakrepuctuka nanueraton ¢ H-UTLUIT

Ne Jlnarsos, KT-xapruna I'ucrosornueckast KapTuHa
BO3pacT,
0J1
1 | IIBX, JIBYCTOpOHHUE CIMBAOIINAECS 30HBI WNuunpTpanus nHTEpCTULUS
52, YIUTOTHCHHMSI JISTOYHON TKAHU 110 THITY | JUMQOIHUTaMU, MaKpodaramu,
YKEHIIMHA 0YaroB IO THITYy «OOpPaTHOTO Tajio» 903MHOPHIIAMH
VYBenuueHue naparpaxeanbHbIX, Enunuynas rurantokaeToYHast
Oou(dypKalmoHHBIX, HEKa3eo3Hasl rpaHyJieMa,
MpenepuKapaAMaTbHBIX reMOJIM3UPOBAHHBIC
muM(daTUUeCKuX Y3108 SPUTPOIUTHI U
VYTonenne TMCTKOB MMapueTaIbHOU NEHUCTbIE MaKkpodaru B
TIJIEBPBI aJbBEOJIaX
2 | IIBX, JIByCTOpOHHUE 30HBI YIUIOTHEHUS -
39, JIETOYHON TKAHH IO THUITY KMaTOBOTO
YKEHIITMHA CTEKJIa»
JIByCTOpOHHUE METTKHE OYaru
COJIMIHOT'O THUIIA C XaOTUYHOU
JIOKaJIu3aIen
YBenuuenue HaauapparMaibHbIX
auMpaTHYECKUX Y3JI0B
3 | [IbX-AUT, VYTomaenne MeXI0JILK0r0 1 NudunbTpanys MHTEPCTUIINS
52, BHYTPHIOJILKOBOTO HHTEPCTHUIIHS, nuMdonuTamMu
YKEHIMHA OpOHXMOJUT B Oa3aJIbHBIX CErMEHTaX | YMEpEeHHBIH
JIETKUX WHTEPCTUITMATBHBIN rOpo3
4 | TIBX-AWUT, JIByCTOpOHHSISI cpegHeoYaroBas ['uranToksieTouHbIE
42, IUCCEMUHALIAA C XaOTUYHOUI HEKa3€03HbIE TPAHYJIEMBI,
YKEHIMHA JOKaIu3anuen TUTaHTCKHE KIIETKH,
VYTonuenne Mex10JIbKOBOTO JTUMQOLMTSI, MJIA3MOIIUTHI,
UHTEPCTUIUS B 0a3aJIbHBIX CETMEHTaX | 203MHODUIIbI, ICHUCTHIC
JIETKUX Makpodaru ¢ JIoKaiau3anueil B
WHTEPCTIUU U aJIbBEOJIAX
5 | JlekapcTBeHHO- JIByCTOpOHHUE pacpoCTpaHEHHbIE -
VHJYLMPOBAHHBINA | 30HBI YIZIOTHEHUS JIETOYHOM TKAHU 110
AUT, TUITY «MAaTOBOTO CTEKJIa» B COYETAaHUU
44, C YTOJIIIEHUEM MEXKOIBLKOBOTO
YKEHIIMHA MHTEPCTULHUSA C XaOTUYHOMN
JIOKaJIM3anuen

Knunuueckasa xapaxmepucmuxa eapuanmoe HILI

PecniuparopHbie  cuMnTOMBI, ooycnosnennsie UIIJI, Obuin  mepBbIM

kinHndeckuM miposieneHuem A3Il y 9 (21,4%) u3 42 nmauueHTOB, OAHAKO BCE U3 HUX
UMEJTN OTKJIOHEHUS TIEYCHOYHBIX (DYHKIIMOHAIBHBIX TECTOB HA MOMEHT KIMHUYECKOTO

nebwTa mnopaxkeHus Jerkux. Haubosiee pacnpoCTpaHEHHBIMH — KIMHUYECKHUMU

nposieneHusiMu UITJT 6putn kamens (n=21, 50,0%), B ToM 4ymciIe — ¢ OTXOXKICHUEM
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MOKpoThl (N=11, 26,2%), nuxopaaka (nN=18, 42,8%), onpilka B MOKOE WJIH TpU
dusngeckoit Harpyske (n=17, 40,5%), pexe HaOmogamM 00K B TpyaHON KieTke (N=4,
9,5%). [lpixaTenbHasi HEIOCTATOYHOCTh, TPEOYIOIIAs pPECHUPATOPHON MOAICPKKU
(momavya yBJIaKHEHHOW KHCIOPOI0-BO3MYIIHON CMECH 4epe3 Has3albHbIe KaHIOIU KU
JHUIEBYI0O Macky), ocioxkusia tedenne MWITIT y 5 (11,9%) wu3 42 mnamnueHToB.
JlpixaTenbHasi HEJJOCTATOYHOCTh MpPOTEKada OCTPO C MOCIECAYIOIMNM pa3pelieHueM y 4
u3 5 mnanueHtoB, y | OonpHOW HaAOMIOAAMM TMPOTPECCUPOBAHUE XPOHUYECKOU
IpIxaTeNbHOM HemocTaTouHoCcTH. 19 (45,2%) u3 42 nmanuentos ¢ UITJI He uMean Kakux-
au00 pecnupaToOpHbIX CUMNTOMOB. [lpu Qu3nueckoM UCCIEIOBAaHUU BBISBIISLIH
kpenutauioo 'y 9 (21,4%) u3 42 nmanueHToB, CyXHe JKCIUPATOpPHbIE XpUMBl — y 7
(16,7%) u3 42 narmuentoB. [lopaxkeHue JIETKUX MPeo0agano M0 aKTHBHOCTH TEUCHUS
HaJ nopaxenuem neuenu y 14 (33,3%) u3 42 nanuentos ¢ UIJIL

Jlanee mpencTaBiieHbl JiBa KIWHUYECKUX HAOIIOACHUS, JIEMOHCTPUPYIOIINE
ocooennoctu teuenus UIJI y maruentos ¢ [16X.

Knunuueckoe naonwoenue 1.

llayuenmxka B. 70 7nem, oOnumenvHoe 8peMs Ccmpaoaid apmepudibHoll
eunepmen3suet, Hapyuwenusmu nypurosoz2o oomena. C 2006 2. ommeyana nosenenue u
MeOlleHHoe Hapacmanue 00blUKU, Npocpeccupyoujee CHUNCeHue moaepanmHocmu K
Quszuueckou Haepyzke. CUMNMOMbL C8A3bIBANA C HANUYUEM XPOHUYECKOU CepOeyHOl
HedocmamouHocmu, Habmooanaces y kapouonoea. B aneape 2017 2. 8 xo0e ouepednoco
obcnedosanus 8 kapouonoeuveckom omoenenuu npu KT OI'K enepsvie Ovinu 6bissieHbl
penmeenonocudeckue  npuswaku  HU3J,  nocre  ueco  nayuemmka  Owvlia
20CNUMANU3UPOBAHA 0Nl 00CIe008AHUSA U JleYeHUs 8 NYIbMOHON0SUYeCKOe OmoeleHue
Knunuxu um. EM. Tapeesa. IIpu ocmompe obpawano na cebsi HUMAHUE Haauyue
cunopoma Peiino npu omcymemeuu Opyeux KiuHU4ecKux u aabopamopuvlx NPUHAK0O8
C3CT. Knunuueckux nposenenui 3aboneéanuss nedenu He Oviio. KT-kapmunua
nosgoauna ouaznocmuposamo Quopomuveckuti eapuanm HCHUII (Pucynok 6), nocne
yeeo ObLIO HAYAMO JleyeHue NPeoOHU30NOHOM U azamuonpunom. Toeoa e enepgvie

ObL10 8blsGIeHO nosvlwenue akmusnocmu LD 0o 2 BI'H, I'TT — oo 2,5 BI'H u nanuuue
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AMA-M?2, na ocrhosanuu uezo ovin ouacnocmuposan 1IBX ¢ necounvivu nposenenusamu
(HCHUII). Ilocne nauana newenusa YIXK ommeyanu nHopmanuzayuio akmuenocmu LI[D u
I'TT, oomaxo, HecmMompsi HA UMMYHOCYAPECCUBHYIO MeEpanuio Obllo OMMeYyeHO
npozpeccuposanue HUIIJI, napacmanue xponuyeckou OblxameabHOU HeO0CMAamoyHoCmu
U nosgneHue KIUHUYECKUX NPUSHAKOS OEKOMNEHCUPOBHHOU NpPABONCENYO0UKOBOU
cepoeynoli heoocmamounocmu. Ilpu IXO-KI' Ovinu 6visieieHbl NPUSHAKU MAHNCENOU
JIe2OYHOU 2UNepmeH3UU, pacuemHoe Ccucmoaudeckoe Oaeienue 6 1e204HOU apmepuu
cocmasuno 108 mm pm.cm.. [lpu nepghyzuonnoii cyunmuepaguu neekux HabarOOANIU
NPUBHAKU MPOMOOIMOOIUU CE2MEHMAPHLIX U CYOCe2MeHmMAapHuIX 8emeell Npagoll U
11e6otl 1ecounblx apmeputi. Mcmounux mpom6os3moouu ycmanogums He y0anocs. boina
OUACHOCIMUPOBAHA XPOHUYECKAsl MPOMOOIMOOIUYECKAs Ne20UHas 2UnepmeH3us Ha
gone emopuunou 6 pamxax HIIJI, npoeoounu neuenue pugapoxcabanom u
CUNOEHADUIOM C HEe3HAYUMENbHBIM IPDEKMOM 8 OMHOUEHUU 1e20UHOU 2UNnepmeH3Ul.
Ilayuenmrka ymepna 6 urwne 2019 2. ecredcmsue OexomneHcayuu OblXAmMeabHOl
HedocmamouHocmu Ha Gone npoepeccuposanus HCUII u napacmanus ne2ouHoll
eunepmen3zuu. Pezynomamur namonocoanamomuueckozo ucciedosanusi noomeepounu

KIUHUYECKUU OUACHO3.

Pucynok 6 — KT-kaptuna pubpornueckoit HCUII y manmentku B.
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Knunuueckoe naonwoenue 2.

Hayuenmrxa FO. 35 nem, epau-peanumamonoce. B uwone 2018 2. ommemuna
nosigieHue GeopurbHoOU TUXOPAOKU U KAULISL C OMXOACOEHUEM HeOONbUL020 KOIUYeCmad
npo3pavyHoli Moxkpomel. beina cocnumanusuposana no mecmy dHcumenbCcmed, Hpu
J1a6OPaAMOPHBIX UCCIe008aHUAX omMmeyanu noeviuteHue yposus C-PB 0o 192 me/n npu
Hopmanvheix 3Havenusix npoxamvyumonuna (0,21 we/mn) u obweco koruuecmea
netikoyumos nepugepuyeckou kposu (8,19 moicsiu/mxn). Ilpu KT OIK 6viiu evisénervl
MHOXMCECMEEHHble 30HbL YNIOMHEHUs. Ne20YHOU MKAHU NO MUny KOHCOAUOAYUl, Ha
OCHOBAHUU  4Ye2co0  Oblla  OUACHOCMUPOBAHA  B6HEOONbHUYHASL  O8)YCHOPOHHAA
noauceemenmapuas — nHeéMmoHusa.  Ilpogoounu  neueHue  aHMubAKMepPUAIbHLIMU
npenapamamu pasHvix Kiaccog bes agpgexma 6 omHoueHuu cumnmomos. Tozoa oice
ObL10 8bis81eH0 nosviwenue akmusnocmu II{®D oo 2,3 BI'H, AJIT u ACT — 0o 4 BI'H u
Hanuuue  yupkyaupupyiowux — AMA-M2.  Ilpeononazanoce  manuuue  C3CT,
npomekasuie2o ¢ nopasiceHuem neekux. Ilocne nHauana neueHus npeoOHU30J10HOM 6 003€
90 me/cym ex juvantibus 6si1 ommeuen bvicmpulii pecpecc pecnupamopHblx CUMIIOMOS
U NOJIOJHCUMENbHASL PeHMeeHOoN02UYecKas ouHamura. Yepesz 7 cymok nociie OKOHYAHUS
JleYyeHUus. NPeoOHU30JIOHOM U BbINUCKU U3 CMAYUOHAPA 6HOB8b NOABUNACH BbICOKASL
UXOPAOKA, paA3BuUlact OblXamenvbHas He0OCMAamoOyYHOCMb, YMO CONPOBOHCOALOCD
ompuyamenvrou ounamuxou KT-kapmunel (Pucynox 7). B pe3ynemame nyavc-mepanuu
NPeOHU30I0HOM 8 MmeyeHue 3 CYMOK Obll0 OMMEeUeHO paspeuileHue pecnupamopHbuLX
cumMnmomog u pezpecc ne2ounvlx kKoucoaudayuti npu KT OI'K, Oanee nayuenmka
nPoOOOANCANA  NPUHUMAMb  NPEOHU30JI0OH  NePOPAlbHO,  COCMOAHUE  OCMABANOCH
yooenemseopumenvuviM. B mapme 2019 2. enepevie 6vi1a obcredosana 6 Knunuke um.
EM. Tapeesa. Ilpu pempocnekmugnom aunanuze MeouyuHckol 00OKymMeHmayuu O0a1bHol
ObLIO YCMAHOBIEHO, YMO UBMEHEeHUsT (DYHKYUOHANbHBIX NeYEeHOUYHbIX MeCmo8 Ommedanu
c mas 2017 2., 00HAKO HUKAKUX KAUHUYECKUX NPOSBNEHUL NOPANCEHUS NeYeHU U JIe2KUX
Ha mom Mmomenm He Ovlio. Ilo pesynemamam obcredosanus 6 Kinunukxe
ouaecnocmuposar IIbX ¢ necounvimu nposenenuamu (OIl). Haznaueno neuenue VXK,

I’lpOdOJlOfceHO neuenue I'KC ¢ nocmenennvim CHUMNCEHUEM O03bl.
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Pucynox 7 — KT-kaptuna OIl y mauuentku O.

TakuMm oOpa3om, B MPEACTABICHHBIX KIMHUYECKUX HAOIIOJACHUIX PECITUPATOPHIC
cuMintoMbl, oOycnoBieHHble [IbX-accommupoBannpiM  UIJI, cramu ae6rOTHBIM
NpOsIBIEHWEM 3a00JIeBaHUs, MPOTEKABIIETO 0€3 TUIMHMYHBIX MEUYEHOYHBIX CHMIITOMOB.
NIJT npeobnaiano mo akTUBHOCTH T€UEHHUS HAJl MOPAKEHUEM MEYEHH, YTO ONPEIETUIO0
HEOJAroNpUsTHBIA KU3HEHHBIH TIPOrHO3 y TMepBoM manueHTku. OTKIOHEHUe
pEe3yNbTaTOB  (PYHKIIMOHANBHBIX IEUEHOYHBIX TECTOB OT HOPMBI  TTO3BOJIHIIO
3aMmoJ03pUTh HAIMYKE AYTOMMMYHHOTO XOJIECTATUYECKOTO 3a00JIeBaHUs MEUYEHHU, YTO
OBLIO MMOATBEPKAEHO BhIsIBICHHEM AMA-M?2.

JIuxopaaky ¢ HamOosbiel yactotoi ooHapyskuBanu rnpu CIITLT (64,3%) u H-
NI (60,0%), omprmky — mpu OIl (66,7%) u H-WUIUI (60,0%); nprxareiabHyrO
HepoctatouHocTs — mpu HCUIT (33,3%) u OUII (100,0%); xamens — npu OI1 (77,8%);
Kalesnb ¢ oTXxoxaeHueM Mokpotsl — nipu H-WUILJT (60,0%); Gomu B rpymaHO#N KIETKE —
npu H-UITJT (20,0%). IMamuentsr ¢ C-UITJI pecnupaTOpHBIX CHUMITOMOB HE HMEIH.
IIpu ackynpranmu BbiSIBIA cyxue Xxpunbl npu Bcex MIDI kpome HCHII,
npeumyuiectsenHo npu H-UIT (60,0%), kpenuTaiuio BbISBISUIN TOJBKO Y OOJIBHBIX C
OII (55,6%), HCUII (100%) u OUII (100%). PecnupaTopHbIE CHMOTOMBI Y TAIIUEHTKH

¢ OWUII Bxiroyanu OABINIKY TMPU HE3HAYUTEIBHBIX (PU3MUECKUX HaArpy3Kax,
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ABIXAaTCIBbHYIO HCAOCTATOYHOCTD, CYXOfI KaliCyib, IpHW aCKyJbTalluK O6HaPY)KHBaJIH

KpENMTALMI0 W cyxue Xpunbl. KilmHM4eckne mposiBaeHus pa3anyHbix Bapuanto NI

000011eHbI B Ta0nutie 23.

Tabnuua 23 — Knunnueckas xapakrepuctuka Bapuanton WUITJI

[Mpuznak Bcero oIl HCHUIIT ourl CIII1 H-UIJT | C-UILT

(n=42) (n=9) (n=3) (n=1) (n=14) (n=5) (n=10)

JIuxopajxka, n (%) 18 5 1 0 9 3 0
(42,8%) | (55,6%) | (33,3%) (64,3%) | (60,0%)

Onpinika, N (%) 17 6 1 1 6 3 0
(40,5%) | (66,7%) | (33,3%) | (100%) | (42,9%) | (60,0%)

bann mo mMRC, 0 1,0 1,0 2 0,5 1,0 0

Me (MKP) (0-1,0) | (0,0-1,5) | (0,0-1,5) (0-1,0) (0-2,0)

JlpIxarenpHas 5 2 1 1 1 0 0

HenmocratouHocTh, | (11,9%) | (22,2%) | (33,3%) | (100%) | (7,1%)

n (%)

Kamrens, n (%) 21 7 1 1 9 3 0
(50,0%) | (77,8%) | (33,3%) | (100%) | (64,3%) | (60,0%)

Kammens ¢ 11 3 1 0 4 3 0

OTXOXKJICHHEM (26,2%) | (33,3%) | (33,3%) (28,6%) | (60,0%)

MOKpOTHI, N (%)

bomu B rpyaHOit 4 1 0 0 2 1 0

kietke, N (%) (9,5%) | (11,1%) (14,3%) | (20,0%)

Cyxwue XpHuIisl, 7 2 0 1 1 3 0

n (%) (16,7%) | (22,2%) (100%) | (7,1%) (60,0%)

Kpenuramus, 9 5 3 1 0 0 0

n (%) (21,4%) | (55,6%) | (100%) | (100%)

beccumnromuoe 19 2 1 0 4 2 10

TEYCHUE, (54,8%) | (22,2%) | (33,3%) (28,6%) | (40,0%) | (100%)

n (%)

Capkouonasa peaxkyus

AHanu3upoBaa OCOOCHHOCTH TEUEHHSI CApKOMIHON peakuuu y 14 OOJBHBIX C

CIIIIJI. CumnTombl, OOyCIOBJIEHHBIE CApPKOUJIHON peakiued, ObUIM TMEPBbIM
kuHuueckuM mposieiieHueM 16X y 5 (35,7%) w3 14 namuentoB. B 1 (7,1%) u3 14
Cly4aeB HAONIOMAId OCTPOE TEYCHHE CApPKOWIHOW pPEaKIuu IO THUIy CHHApPOMA

Jleprpena, uro crano nepBbiM KinHHYecKUM mposiieHueMm [IBX. beuio ycraHoBieHO
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HaJIMYHAe CApPKOWI03a C TOPAXEHUEM JIETKMX y OTIa OJHOW W3 MAIMEHTOK, MMEBIIHUX
CIITUI u I1BX.

[IpencraBieHo KiIuHUYECKOE HaOJIOJIEHUE, IEMOHCTPUPYIOIIEE OCOOEHHOCTU
TEUECHUs CAPKOUIHOU PEAKLIMU C BOBIICUCHUEM JIETKUX Y mauueHTku ¢ [1bX.

Knunuueckoe naoniwoenue 3.

llayuenmka C. 52 nem, oghucnvii pabommuux. [numenvHoe epems cmpaodand
XPOHUYECKUM AYMOUMMYHHBIM MUPEooUmoMm, Kakux-mubo xHcanob Ha camoyyscmeue He
umena. B 2003 2. npu obcredosanuu 8 pamkax oucnancepuzayuu npu penmeenozpagpuu
OI'K snepsvie bvina 6visi6leHa KapmuHa 08YCMOPOHHE MeIKo04a2080U OUCCeMUHAYUU
8 JlecKUx 6 couemaHuu c Jaumgpaoenonamuel MeOUACMUHATbHBIX TUMPAMUYecKux
y3n06. Ha ocnosanuu penmeenonocuueckou Kapmuusvl U OMPUYAMETLbHLIX MECMO8 HA
myb6epKynes Obll OUAHOCMUPOBAH CAPKOUO03 ¢ nopadcenuem jeckux u BIJIY,
UMMYHOCYnpeccusHyo mepanuto He npogoouny. Cocmosanue nayueHmku 0Cmaganoch
yooesnemeopumenvrvim 0o 2010 2., koeoa nossnuncs eenepanruz08anHbIl KONCHBIL 3)0.
Ilpu o6uoxumuueckom uccredosanuu kposu 6 sneape 2011 2. obpawano ma cebs
sHuMmarue nosviuteHue akmugnocmu IL[® oo 2 BI'H, I'T'T — 0o 4 BI'H. B ¢espane 2011
2. nayueumxa Ovlia obcaedosana 6 Kaunuxe um. E.M.Tapeesa. Bnepgvie Ovliu
eoisasienvt. AMA-M2 6 mumpe 1:160, nosviuenue yposus ooweeo 1gM cvisopomiu
kposu 0o 272 wme/on. Ilpu KT OI'K ommeuanu noauwlii peepecc 6cex pamee
BbIAGIAGUIUXCS NAMOJIO2UYECKUX U3MeHeHull 6 Jneekux. llpu oOuoncuu neuenu OvLIU
0OHApYHCeHbl NPUSHAKU CNADO0 BbIPANCEHHO2O XOAAHSUMA MENCOOTILKOBLIX IHCETUHBIX
NPOMOKO8 U NOPMANbHO20 (UOPO3a;, HA Meppumopuu HNOPMALbHLIX MPAKMO8
OMOENIbHO OM HCENYHBIX NPOMOKOE HAXOOUNUCH HEKA3EO3Hble 2PAHYIeMbl, CILONHCEHHbLE
U3 KOMRAKMHO PACNOJIONCEHHBIX SINUMENUOOHBIX U MHO20S0EPHBIX SUSAHMCKUX K€M OK
U OoKpyoceHHble eanom aum@oyumos. Ilo pezyremamam obcredosanusi  Ovll
ouaznocmuposan [I6X ¢ cucmemHbIMU NPOAGIEHUAMU: XPOHUUECKUM AYMOUMMYHHBIM
mupeooumom u CIIII/I. B pezynomame neuenusa YIXK 6Ovin docmuecnym peepecc
KAUHUYECKUX U 1a60pamopublx nposeienuil xoirecmasa. B meuenue 10 nem nabarooenus

coxpaunsiemcs noanas pemuccusi CIII/I, nopasxcenue neuenu He npozpeccupyem.
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Takum oOpa3oM, B U3JIOKEHHOM KiuHUYeckoMm HaOmogenun CIITLI,
pa3BHBILEECS 3a HECKOJIbKO JIET 10 KinHuueckoro aedrora I1bX, xapaktepusoBaioch
0eCCUMNTOMHBIM OJIarONpHUATHBIM TEUEHHEM M NpeTepreno oOpaTHOE pa3BUTHE B
OTCYTCTBUE UMMYHOCYTIPECCUBHOM TEPAINHH.

B pamkax capkougHOW peakuud Hapsay C TOpaXEHUEM JIETKUX TaKxKe
HaOJIIoalId BOBJICYEHHE KOKM y 5 manueHToB (y3jioBartas spuremMa — y 1 manueHra,
NaryJjibl U MOJKOXHBIE Y3eJKH — Y 4 MalMeHTOB), nepudepruieckoil HEPBHOU CUCTEMBI —
y 4 nmnauumeHToB (TOpa)keHUE JIMLIEBOIO HepBa y 2 TMALMEHTOB, TIOpa)XKeHUE
nepu@epruueckux HEPBOB KOHEYHOCTEW — y 2 NalMEHTOB), OYAaroBO€ MOpaXEHUE
cene3eHKH — y 2 mnanueHToB. [lopakeHHMe HEpPBHOM CHCTEMbI, NPECTABICHHOE
MOPaXKECHUEM TMepUuPEepUIecKUX HEPBOB, OBUIO BEAYIIUM IO TIKECTU KIMHUYECKUM
nposiBIicHHEeM capkouaHo# peakiuu y 1 (7,1%) u3 14 nanueHToB.

Mopdomnornyeckas xapakTepucTHKa rnopaxkenust nedenu y 10 manueHToB (8 — ¢
IIbX, 2 — ¢ IIBX-AUI), umeBmux CIITIJI, npeacraBnena B TaGnume 24. Bo Bcex
cly4asx  HaOdofald  HECOMHEHHble  rucroinoruueckue  npusHaku  [1BX,
NPE/ICTABIICHHbIE PA3JIMYHBIMU TPOSABICHUSIMHU XOJAHTHOINATHH, B TOM YHCIE —
nyKToneHuo y 4 u3 10 mamueHToB. DNUTEIMOHOKIECTOUHbIC HEKA3€03HbIE IPaHyIEMbl
nedeHn oOHapykuBau y 7 u3 10 u3 mamueHntoB. Y 1 W3 7 TNalMeHTOB Hapsay ¢
AMUTEIUOTHOKICTOYHBIME OOHAPYKUBAJIU U TUTAHTOKJIETOYHBIE TpaHyleMbl. Y 6 u3 7
NAIMEHTOB TPaHyJieMbl 0OHAPYKUBAJIU HE TOJIHKO HA TEPPUTOPUHU MOPTAILHBIX TPAKTOB
BOJIM3M TOPAKEHHBIX KEITYHBIX MPOTOKOB, HO U B MapeHXUMe nedeHu. [IponBuHyTHIE
craauu ¢pubpo3a nedyeHn oOHapykuBaiu y 4 nanueHtoB. OOpaiano Ha ce0si BHUMAaHHE
HAJIM4YKUe TUCTOJIOTHYECKUX MPU3HAKOB BACKYJIMTAa MEJIKUX apTepuil M BEH B OHWoOITaTe
neyeHu y 4 u3 10 manueHTos.

Y 1 w3 10 nanuentoB (HaOmonenne Nel) npu MarHUTHOPE3OHAHCHOMU
XOJaHTHONaHKpeatorpadur HAOMIOAAIM CTPUKTYPHl KPYIHBIX BHYTPHUIICUCHOYHBIX
KETUYEBBIBOASIIMX  MNPOTOKOB B NpaBOM  JoJie  MEYEHH, OOYCIIOBJICHHbBIC

IrPaHyJIEMaTO3HBIM MMOPAKEHUEM B PaMKaX CaApKOUJIHON PEAKIUU.
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Tabnuua 24 — Mopdonoruueckas XxapaKTepucTUKa nopaxkeHus neuenu y 10
nanuenToB ¢ CIITI

Ne | Tuarnos, I'panynemaro3noe [Topaxenue Cragus Hpyrue
BO3pAcCT, IIOPAKEHHE KenueBbIBoAAIMX | GuoOposa U3MEHEHUs
0J1 He4YeHU IIPOTOKOB NEeYEHU
1 [1BX, Konrnomepar u3 [pomudepanus 1 IlepuBenysIpHBIN
40, JTUCKPETHO YKETIHBIX CKJIEpO3
JKEHIIMHA | PacOJIOKEHHBIX IIPOTOKOB CermeHnTapHble
SIUTENIMONIHOKIETOUHbIX | JlyKTOneHus (bneOuTh
IpaHyJeM B MapeHXUMe LEHTPAJbHBIX BEH
2 [1bX- ONUTETHONTHOKIETOUHbIE | XPOHUUECKUN 2 CryneHyarbie
ANT, IPaHYJIEMBbI B IADEHXUME | HETHOMHBIN HEKPO3bl
31, U OPTaJbHBIX TPaKTax JECTPYKTUBHBIN
KEHIIMHA XOJIaHTUT
3 [1bX- Her [Iponudepanus 4 Crynenyarbie
ANT, JKEITYHBIX HEKPO3bI
49, MIPOTOKOB ®ubpo3 cTpoMbI
KEHIIIMHA JIOJIEK U CTEHOK
L[EHTPAJbHBIX BEH
4 [1BX, ONUTENNONTHOKIETOUHbIE | XPOHUYECKUI 3 Her
65, TpaHyJlIeMbl B TAPCHXUME | HETHOMHBIN
KEHIIMHA | U MOPTaJIbHbIX JNECTPYKTUBHBIN
TpaKTax XOJIaHTHUT
Jykronenus
5 I1BX, Her XpOHUYECKUN 2 CerMeHTapHBbII
46, HETHOWHBIA (bnedur BeTBel
JKEHILMHA JNECTPYKTUBHBIN BOPOTHOU BEHBI
XOJIAaHTUT YMepeHHbIit
Jykronenus CKJIEPO3 CTEHOK
Ouarosslii LEHTPaJIbHBIX BEH
MEePUTYKTATbHBIN VTomamenue
CKJIEpO3 BETBEH
MEYECHOYHO U
apTepuu
6 | IIbX, Her XpoHHuueckui 1 CryneHuarsle
80, HETHOWMHBIA HEKPO3bl
MY)KUMHa JECTPYKTUBHBIN
XOJIaHTHUT
7 IIBX, OpuHOYHBIE U XpOHUYECKUN 3 Backynur BetBen
32, oOpa3ymoiue HETHOWHBIH MIEUYEeHOYHOHI
KEHIIIMHA | KOHIJIOMEPATHI JNECTPYKTUBHBIN apTepuu
IITAMIIOBAaHHBIE XOJIaHTUT YMmepeHHbI
SIUTEINONIHOKIETOUHbIE | ['mnepmiasus CKJIEpO3 U
I'PaHyJIEMBI C KEJOYHBIX TYKTYII CEerMEHTapHbIN
€AMHUYHBIMU Jykronenus ¢1edbut cTeHok
MHOTOSIZIEPHBIMU LIEHTPAJIbHBIX BEH
TUTAaHTCKUMHU KJIETKaMHU B
NIapeHXUMe
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[Tponomxenue Tabauis 24

8 | IIbX- ONUTENNONTHOKIETOUHbIE | XPOHUUYECKUI 3 Crynenuatsle
AUT, IPAHyJIEMBbl B IADEHXUME | HETHOMHBIN HEKPO3bl
46, JeCTPYKTUBHBIN
YKEHIIIMHA XOJIAHTUT
9 | IIBX, ONUTENHONTHOKIETOUHbIE | XPOHUUECKUN 2 CryneHnuatsie
37, rpaHyJIeMbl Ha HETHOMHBIN HEKpPO3bl
JKEHIMHA | TEPPUTOPUHU IOPTAIBHBIX | JIECTPYKTUBHBIN Backynut BeTBei
TPAKTOB U B NIPUJICKAILEH | XOJIAHTUT IIEYEHOYHO U
MIapEeHXUME apTepuun
10 | [IBX, ONUTETHOUTHOKIETOUHbIE | XPOHUUECKUN 1 CryneHuatsie
52, W TUTAHTOKJIETOYHBIE HETHOWHBIN HEKPO3bI
KEHIIMHA | FPaHyJIeMbl B HOPTAJIBHBIX | I€CTPYKTUBHBIN
TpakTax XOJIaHTUT
[Mpomudepanus
HKEJITYHBIX
IIPOTOKOB

Ha Pucynke 8 mnpencraBinena mopdornoruyeckas KapTHHA TPaHyJIEMaTO3HOIO
nopaxkeHusi mnedeHn B HabOmonenun Nel. B mapenxume rmneuyeHu ompenensercs
KOHTJIOMEpaT HECIMBAIOLIUXCS HEKAa3€03HbIX JIMUTEIMOJHOKICTOUYHBIX TpaHyleM,

PasaciICHHBIX TOHKUMHA HpOCHOﬁKaMH COCHHHHTCHBHOﬁ TKaHH.

oy “’5"./:.
L e

Pucynox 8 — Mopdomnorudeckas kKapTrHa MOpaKeHHsI TICUCHU
y NALMEHTKU ¢ capkouaHou peakuueit u [1bX
(oxpacka nukpocupuycom; yBeamaeHnue x200)
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AxtuBHOCTh ATI®D cbiBopoTKH KpoBU onpeaesum y 13 manuentos (10 — ¢ I1BX,
2 — ¢ [IBX-AUT, 1 — ¢ [ICX), 8 u3 koropeix umenu CIIUI, 3 — OIl u 1 — H-UTIJL
AxtuBHocTh AIl® y mammentoB, umesmmx CIIIIJT (955 (67,4; 114,3) EJ/n)
npeBbIlIaia TakoByto y maruentoB 0e3 CIIIII (51,2 (48,8; 61,1) EJl/n), paznmuuus
Obun cratrctuuecku 3HaunMbiMu (p=0,045). HamGonpmas aktuBHOCTE AIID mpu
CIIIIJI cocraBuna 267 EJl/n, munmmaneHas — 6 EJI/n. V manueHToB, MMEBIINX
rpaHylieMbl B T€4YeHHU, aKTUBHOCTh AII® 3HaymMo He oOTMYantach OT TaKOBOM Yy
nalyueHToB 0e3 medeHouHblx rpanynem (77,8 = 44,7 mu 673 = 26,9 EJ/n,
cootBeTcTBeHHO, p=0,571).

Cpasuenue ypoena C-Pb npu pazauunvix eapuanmax HUILT

Haubonwimii ypoBenb C-Pb chiBopoTku kpoBu obHapyxwuBamu mpu OIT (192,0
mr/i). Meauana ypoust C-Pb cocrasuna 2,4 (1,0; 19,0) mr/x npu OII, 9,6 (5,8; 12,8)
mr/n — npu HCUII, 3,7 (2,0; 5,0) mr/n — npu CIIIT, 1,33 (0,1; 2,7) mr/n — nmpu H-UILJT,
2,9 (0,5; 6,7) mr/n mpu C-UILJI, 6,0 mr/n — npu OUIl. CraTUCTHYECKH 3HAYUMBIX
pasnuuuii B ypoBHe C-Pb ne 6p110 (p=0,581). CpaBHHUTEIbHAS XapaKTEPUCTHKA YPOBHS

C-Pb B 3aBucumoctu ot Bapuanta UI1JI npencrasiena na Pucynke 9.
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Pucynok 9 — Yposenn C-Pb ceiBopoTku KpoBu npu pa3anaabix BapuanTax UITJT
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Xapaxmepucmuxa nokazameJeii QyHKyuu eneutno2o ovixanusa npu UILT

Haumenbmne 3nauenuss OKEJI oOnapyxuBanmu y nanuento ¢ HCUII (85,0%
(75,0; 87,0)) u OUII (78,0%). IIpu OIl memuana DXKEJ cocraBuia 103,5% (89,5;
109,0), npu CIIIII — 102,0% (94,5; 109,0), npu H-UTLJI — 108,0% (112,3; 77,8), npu
C-UIJI - 995% (97,8; 110,3), pa3nuuusi He OBUIM CTAaTUCTHYCCKH 3HAYMMBIMHU
(p=0,15). CpaBnenue Bapuanuii nokaszatenas ®XKEJI y manueHTOB ¢ pa3IMYHBIMU

Bapuantamu UIJI npeacrasneno na Pucynke 10.
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Pucynox 10 — ®XKEJI npu paznuunbix Bapuantax WUILJI

3nayeHus nokazarens O®B1 y mammentoB ¢ H-UILT (88,0% (74,5; 104,5)) u
OMUII (81,0%) 6pun menbme, yem pu HCUIT (92,0% (81,0; 97,0)), OIT (96,5% (90,5;
112,5)), CIIILI (97,5% (88,8; 122,3)) u C-UILJI (109,0% (102,0; 118,5)), pa3muuus
MMENIM TEHAEHIMIO K cratucthudeckod 3HauuMoctu (p=0,078). CpaBHeHUE 3HaUYCHHIA
nokazarenss O®B1 y manuenTtoB ¢ paznuunbiMu Bapuantamu MIII npeacraBneno Ha

Pucynke 11.
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Pucynok 11 — O®BI npu paznuunsix Bapuantax UIJT

Omnpenensinu 1udPy3MOHHYIO CIIOCOOHOCTD JIETKUX MO MOHOOKCHUJY yTiepoja ¢
KOPpPEKIIMe Ha ypoBeHb TremorjioomHa kpoBu y 8 mamuentoB ¢ UILJI. HaumbGonbmiee
3HaueHue nokasarens coctaBuwio 101% (y manuentku ¢ H-UIJT), naumensmiee — 30%
(y manuentku ¢ ¢pudbporuueckoii HCUII), meauana — 73,5% (37,8; 87,8). Cumkenue
i Py3nOHHON CIIOCOOHOCTH JIETKUX HE B IPOMOPLUUM K JIETOYHBIM OO0BeMaMm
oOHapyXuBalid y 4 U3 8 MaIrMeHToB, 2 W3 KOTOPHIX MMEJH JICTOYHYIO THUIIEPTEH3UIO
cMenIaHHoro renesa (Bropuunyto Ha pone UITJI u mopaxkeHus JeBBIX OTIIETIOB CEPIA).

Xapaxkmepucmuxa cmaouit puoposa neuenu y nayuenmoe ¢ UILI

[TpoBoauaM TONYKOIMYECTBEHHYIO OICHKY (prbpo3a mMpu THUCTOIOTHUECKOM
rccienoBanuu omonrtatoB neueHu y 21 (50,0%) u3 42 nanuenton ¢ UIJT u 63 (47,3%)
n3 133 nanuentroB 0e3 UIUI Ilpu wanmuuum WIII 3Haummo pexe oOHapyKuBaiu
¢ubpo3 4 craguu (5,0% u 34,4%, p=0,001), game obHapyxkuBamu ¢uodpos 2 (30,0% u
20,3%, p=0,035) u 3 crammit (40,0% u 17,2%, p=0,02). YacTora crammii ¢pudpo3a B

3apucuMoctu ot Hannuus UIJI nmpencraBnena na Pucynke 12.
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Pucynok 12 — Craguu ¢pubposa nedeHnu B 3aBucuMOCTH oT Haymmuust UTTJT

Xapaxmepucmuxa HILI y nayuenmoe ¢ IIbX u IIBX-AUT

CpaBHUBaNU KJIMHUYECKHUE, IeMorpaduueckue u gabopaTopHbie MoKa3zaTeau npu
Hanuyuu UIIJI u B orcyrcTBHe TakoBoro B koropte nauueHToB ¢ IIBX u IIBX-AUT.
[larueHTHl 3HAYMMO HE PA3TUYAIUCH MO Bo3pacTy W mnoxy. Oxupenue ObLIo OoJee
pacrpoctpaneHo cpeau 6ombHbIX ¢ UITT (34,2% u 14,5%, p=0,042). ITauuentsr ¢ UTTJT
HUMEJIM MEHBIIIYIO JKECTKOCTh nedeHu mpu snacrorpaduu (7,9 (5,6; 12,6) xlla u 14,2
(8,2; 26,3) kIla, p=0,006) u pexxe umenu LT (39,5% u 61,8%, p=0,034). I'panynembl
rmeyeHn ¢ Oosiee BBICOKOM 4YacToTOM BBIABIsIM Npu Hamwauu WIT (50,0% u 22,2%,
p=0,053). CyOKkIuHHYECKOE TEUYCHHE MOPAXKCHUS MMEUYCHU Yallle OTMEUAIH Y OOJbHBIX C
NIT (52,6 u 23,6%, p=0,004). ¥V Oonpabix ¢ WIIJ waOmomamm Oojiee BBICOKHE
3Ha4yeHwusI JielikonuToB kposu (6,0 (4,6; 7,4) teic/mkn u 4,4 (3,4; 6,0) Teic/Mxi1, p=0,001)
u qamie ooHapyxuBaan AMA-M2 (100% u 83,6%, p=0,01). HaGmomanu TeHIEHINIO K
oompmield yacrore oreeta Ha Jyedenne Y JIXK npwm wammuumm WUIII (64,9% u 46,3%,
p=0,081).

CpaBHHUTEIBHAS XapaKTepUCTUKA OOJTBHBIX TIpeacTaBieHa B Tabmure 25.
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Tabnuua 25 — CpaBHuTenbHas Xapakrepuctuka nauueHtos ¢ UIJI u 6e3

npu [IbX u I[IBX-AUT

Me (MKP)

ITokazarenu Bcee ITanueHTsl ITanueHTsl p
MaIlMEHTHI ¢ UIJT 6e3 UIJT
(n=93) (n=38) (n=55)
PKenckuit moa, n (%) 89 (95,7%) 37 (97,4%) 52 (94,5%) 0,642
Bo3spact Hauana 3a0oJieBaHus, 471+1,0 45,4+ 10,4 48,2+ 9,5 0,181
itet, C3 + CO
Kypenue, n (%) 18 (19,4%) 7 (18,4%) 11 (20,0%) 1,0
[TpuMeHeHHe mpernaparoB ¢ 4 (4,3%) 2 (5,3%) 2 (3,6%) 0,704
[OTEHIIHAIOM
MHEBMOTOKCHYHOCTH, N (%)
Oskupenwe, N (%) 21 (22,6%) 13 (34,2%) 8 (14,5%) 0,042
BHeneueHOUHbIE TTOPAKEHHSI 29 (31,2%) 10 (26,3%) 19 (34,5%) 0,4
kpome MUITJL, n (%)
ITBX-AUT, n (%) 16 (17,2%) 9 (23,7%) 7 (12,7%) 0,263
LII1, n (%) 49 (52,7%) 15 (39,5%) 34 (61,8%) 0,034
I'panymnemsl eyenu, N (%) 18/45 (40,0%) 9/18 (50,0%) 6/27 (22,2%) 0,053
Kectkocts neuenu, xlla, 11,4 (6,9; 17,4) 7,9 (5,6; 12,6) 14,2 (8,2; 26,3) | 0,006
Me (MKP)
bamt o Child-Turcotte-Pugh, 6,0 (5,0; 7,0) 5,0 (5,0; 6,0) 6,0 (5,0; 8,0) 0,147
Me (MKP)
bann mo MELD, Me (MKP) 10,0 (8,0; 13,0) 9,0(8,0;11,0) | 10,5(8,0;15,8) | 0,265
ODB1, % ot moKHOTO, 102,0 99,5 105,0 0,807
Me (MKP) (88,7; 115,7) (90,0; 117,2) (88,0; 110,7)
DXEJI, % oT 10ILKHOTO, 101,0 99 103 0,373
Me (MKP) (90,0; 110,0) (85,0; 114,3) (91,5; 110,0)
CyOKIMHHYECKOE TCUCHHE 33 (35,5%) 20 (52,6%) 13 (23,6%) 0,004
nopakeHus rnedyenu, N (%)
Kosxwusriit 3y, N (%) 63 (67,7%) 20 (52,6%) 43 (78,2%) 0,01
['unepnurmMenTarus koxwu, N (%) 37 (39,8%) 8 (21,1%) 29 (52,7%) 0,002
Actut, n (%) 16 (17,2%) 4 (10,5%) 12 (21,8%) 0,176
BPBII, n (%) 36 (38,7%) 13 (34,2%) 23 (41,8%) 0,459
113, n (%) 11 (11,8%) 2 (5,3%) 9 (16,4%) 0,190
Cyxoii cungpom, n (%) 34 (36,6%) 13 (34,2%) 21 (38,2%) 0,696
CycraBHo# curpom, N (%) 33 (35,5%) 17 (44,7%) 16 (29,1%) 0,121
Kosxubiil cuaapom, n (%) 17 (18,3%) 9 (23,7%) 8 (14,5%) 0,287
UTuxopanka, N (%) 21 (22,6%) 17 (44,7%) 4 (7,3%) <0,001
Onpimiika, N (%) 22 (23,7%) 16 (42,1%) 6 (10,9%) 0,001
Karmrens, n (%) 25 (26,9%) 19 (50,0%) 6 (10,9%) <0,001
TpomOoLIUTEI, * 10%n, C3 + CO 194,6 +£9,9 215,7 + 81,7 180,4 + 102,5 0,083
Uleitkormtsl, * 10%1, Me (MKP) 5,2 (3,8; 6,7) 6,0 (4,6; 7,4) 4,4 (3,4; 6,0) 0,001
Heiirpodunsl, * 1091, Me 2,8 (2,0;3,7) 3,2 (2,6; 4,5) 2,5(2,0;3,1) 0,003
(MKP)
Ans0ymuH, /71, Me (MKP) 40,6 (36,0; 42,6) | 40,3 (36,4; 42,0) | 40,6 (35,3; 42,8) | 0,827
OOt OuTUpyOorH, MKMOJIB/I, 21,4 (13,1;39,5) | 16,7 (12,5; 30,8) | 23.2 (15,5; 46,4) | 0,084
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1D, EJl/n, Me (MKP) 507,0 585,0 487,0 0,914
(296,5; 1018,7) (230,5; 1053,0) | (319,0; 945,0)
[TT, EJ/1, Me (MKP) 1285 148,0 124,0 0,602
(45,0; 339,0) (42,5; 463,0) (48,0; 255,0)
IgM o6muwii (r/1), Me (MKP) 2,6 (1,8;4,2) 3,1(2,1;6,2) 2,3(1,7;3,4) | 0,033
P®D, n (%) 25/75 (33,3%) 13/32 (40,6%) 12/43 (27,9%) | 0,248
['unokommnementemusi, N (%) 11/44 (25,0%) 6/19 (31,6%) 5/25 (25,0%) 0,489
AMA-M2, n (%) 84 (90,3%) 38 (100%) 46 (83,6%) 0,01
anti-gp210, n (%) 22146 (47,8%) 5/14 (35,7%) 17/32 (53,1%) | 0,346
anti-sp100, n (%) 16/46 (34,8%) 4/14 (28,6%) 12/32 (37,5%) | 0,739
arn-PML, n (%) 5/46 (10,9%) 1/14 (7,1%) 432 (12.5%) | 1.0
anti-SS-A, n (%) 10/52 (19,2%) 3/18 (16,7%) 7134 (20,6%) 1,0
Ortger Ha jeuenne YIXK, n (%)| 49/91 (53,8%) 24/37 (64,9%) 25/54 (46,3%) | 0,081

Yposenb 0011ero IgM ceiBopotku kpoBu (PucyHok 13) ObuT BhIllie Y MTAIUEHTOB C
WITIT (3,1 (2,1; 6,2) r/m) mo cpaBHenuto ¢ narnuentamu 0e3 UITIT (2,3 (1,7; 3,4) r/n),
pasnnuus ObutM cratucThyecku 3HaunMbiMu (p=0,033). MakcumanbHbI YpOBEHB

obmero IgM y mamuentoB ¢ UIIJI coctaBun 12,1 r/m, uyto Gonee yem B 5 pa3

IMPCBBINTAJIO HOPMAJIbHBIC 3HAUCHUS.

13,00
12,007
11,00
10,004
9,00
8,007
7,007
5,007
5,007
4,007
3,007
2,004
1,007
00

lgh! ofbwwi, rin

I
MM HeT

I
MM ecTe

Pucynok 13 — Yposens obmiero IgM chIBOPOTKH KPOBH B 3aBUCHMOCTH OT
Hamnuus UTUJT y 6onpubix 1IBX u ITBX-AUT
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bonee Bbicokue ypoBHU o6miero IgM cbIBOPOTKM KpOBU OOHApyKuMBaId Yy

nanuentoB, umesmmx H-UITUT (6,4 (1,9; 11,0) r/n), C-UILI (6,0 (1,9; 7,1) r/a) u OII

(5,9 (4,5; 10,6) r/n) no cpaBHeHuto ¢ nanuentamu, umeBiumu OUII (3,75 r/m), HCUII
(2,7 (1,9; 4,8) r/nm) nu CIILI (2,2 (1,9; 2,8) r/m). CreneHp pa3jivuuii HE HOCTUTAIA

cratuctuueckor 3Haunmmoctu (p=0,101). CpaBHuTenbHAs XapaKTEPUCTUKA YPOBHS

obmero IgM ceiBopoTkn KpoBu B 3aBuMocTH oT Bapuanta MIIJI mpencraBnena Ha

Pucynke 14.
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Pucynok 14 — Yposens obmero IgM criBopoTku kpoBu npu BapuanTax WUITJI

y 6oapHBIX [16X u IIBX-AUT

[Tpu MHOTO(AaKTOPHOM aHANMH3E C MMOMPABKOM HAa IOJI, BO3PACT, CTATyC KYpEHUS H

NPUMEHEHUE TPEnaparoB C IMOTCHIMAIOM ITHEBMOTOKCHYHOCTH Takue (DAKTOPHI Kak
cyOokimHIUeckoe Tedenne nopaxkenus nedenn (O 11,509 (95% M 1,210-109,421),
p=0,033), maymume rpanymem B medenm (OLI 17,754 (95% AW  1,805-174,631),
p=0,014), yBenmuenue ypoBHs oOmero IgM (OIHO 1,535 (95% M 1,067-2,208),



p=0,02) wu neiikoruroB kposu (OLI 2,356 (95% U

100

accoruupoBanuchk ¢ UITJI mpu 16X u I[IbX-AUT" (Tabauma 26).

Tabnuua 26 — daxropsl, accouuuponanusie ¢ UIJT npu I16X u I[IbX-AUL, B
JIOTUCTUYECKON PErpecCUOHHON MOJEIN

1,170-4,747), p=0,016)

OnHodakTopHbIN aHATHU3 MHuoro¢akTopHblil aHaIu3
O (95% AN) p OII (95% JIN) p
BospacT Hayana 0,971 (0,930-1,014) | 0,181
3a00JIeBaHUS
YKeHckuit o 2,135 (0,214-21,336) | 0,519
Kypenune 0,903 (0,315-2,589) | 0,85
[TpuMeHeHne 1,472 (0,198-10,935) | 0,705
[penapaToB C
[IOTEHIUATIOM
[THEBMOTOKCUYHOCTH
OsxupeHue 3,055 (1,118-8,350) | 0,029
CyOKIIMHUYECKOE 3,590 (1,474-8,743) | 0,005 11,509 (1,210-109,421)| 0,033
TCUCHHE TTOPAKCHHUS
[IeYEHU
KoxHBIH 3y 0,310 (0,126-0,765) | 0,011
['ureprurMeHTarys 0,239 (0,093-0,614) | 0,003
KOXKHU
LIT 0,403 (0,173-0,941) | 0,036
['panysaeMbl IICUCHH 6,4 (1,402-29,209) | 0,017 |17,754 (1,805-174,631)| 0,014
KecTkocTh TIeueHu 0,852 (0,738-0,983) | 0,028
YPOBEHB JICHKOIIMTOB 1,460 (1,134-1,881) | 0,003 | 2,356 (1,170-4,747) | 0,016
TpoMOOITUTHI 1,004 (0,999-1,009) | 0,088
Vposens IgM obmmero | 1,254 (1,035-1,520) | 0,021 | 1,535 (1,067-2,208) 0,02
Hamunune AMA-M2 1,825 (1,504-2,218) | 0,009
OTBET HA JE€UYEHHE 2,142 (0,905-5,067) | 0,083
VXK

bonee Boicokme ypoBHU o00miero IgM CBIBOPOTKH KpOBHM OOHApy>KHMBAIUd Yy

o6ompabix [IBX w TIBX-AUIT ¢ BBICOKOW WMMYHOJIOTHUYECKOW aKTUBHOCTHIO

3a0oneBaHusl. 3HAYCHHUS TOKa3aTedsl OBUIM BBIMIE CpPead OOJBHBIX, y KOTOPBIX
onpenemsumce AMA-M2 (2,5 (2,0; 3,7) r/n u 1,85 (1,8; 2,8) r/m, p=0,056), antu-
ncJIHK (5,0 (2,1; 8,5) v/nm 2,2 (1,8; 3,0) v/m, p=0,01), P® (4,7 (1,9; 8,5) v/mmu 2,3 (1,8;
3,0) r/n, p=0,002) u runoxommiementemus (2,4 (2,1; 5,1) r/n u 2,3 (1,8; 3,1) /7,
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p=0,054). PeructpupoBanu Oosbinre ypoBHU oOmiero IgM B CBIBOPOTKE KpOBH Yy
MAIMCHTOB C TpaHyJeMaMH MEYeHHU 10 CPAaBHECHHIO ¢ MaldeHTamMHu Oe3 TakoBbIX (2,8
(2,0; 6,4) v/m u 2,2 (1,5; 4,7) 1/1, COOTBETCTBEHHO) OJHAKO pa3jvuus HE ObLIU
CTaTUCTUYECKH 3HaUnMbIMU (p=0,218).

LI pexe pauarHoctupoBasiu y OonbHbIXx [IBX u IIBX-AUI, wumeBmmx
rpanyjaemsl B eueHun (26,7% u 66,7%, p=0,025). ¥V nauuenros ¢ [16X u [IBX-AUT,
MMEBIIINX MIEYECHOYHBIC TPpaHyieMbl, 3HaueHus: uHaekca MELD Obuin MeHbIlle TaKOBBIX
y TMalueHTOB 0€3 TEYEHOYHBIX TpaHyJeM, OJHAKO pa3iuuusg HE JOCTUTAIH
cratucrrueckoit 3aaunmoctu (8,0 (6,0; 9,0) u 9,0 (7,0; 11,0) 6amnoB, COOTBETCTBEHHO,
p=0,232). Ilpu Hamuuuu rpaHyaeM B IEUEHH Yallle OTMEYaId THIIOKOMILIEMEHTEMHIO
(50,0% u 12,5%, p=0,069).

Ouenka ounamuxu mevenus UITT

AHanmu3upoBanu auHamMuky Tniokazatens @OXXEJI 3a Bpemss mpoBeaeHus
UCClIe0BaHus (UIMTETbHOCTh HaOmoaenus 32,5 (21,8; 42,5) mecsna) y manueHToB,

umeBiux UL Tunamuka @XKEJI npoagemonctupoBana Ha Pucynke 15.
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Ha6monanu camxenue O@XKEJI va 5% u 6onee y 3 (7,1%) u3 42 nanueHToB, Bce
u3 KoTopbix uMmenu orpunatenbHyto KT-nunamuky (1 — ¢udbpornueckas HCUIL, 1 —
uemtonsipaas HCUIL, 1 — H-UTLT).

[Tpupoct ®XKEJII na 5% u 6onee umen mecto y 10 (23,8%) u3 42 nauueHToB, Bce
13 KOTOPBIX UMenu mnosoxkurelbhyto KT-nmunamuky. ¥V 29 (69,0%) u3 42 nanueHToOB
sHaunmort nuHamuku DOXKEJI He nHabmomamu, npu 3tomM 2 (6,9%) U3 HUX HUMEIH
He3HauuTeapHyt0 otpunatenbiyto KT-gunamuky (OIT u H-WUILI), 16 (55,2%) —
nonoxurenbayo KT-nunamuky, 7 (24,1%) — orcyrcrBue KT-aunamuku, y 4 (13,8%)
nanueHToB AuHamuka KT-kapTuHbl Obls1a HEM3BECTHA.

OnenuBanu guHamuky KT-xaptunsl y 38 (90,4%) u3 42 namuentos ¢ UITJI 3a
BpeMst mpoBeaeHus uccienoBanus (32,5 (21,8; 42,5) mecsana). Y 6onpimuucTBa (N=26,
68,4%) mnaiueHTOB HAOIIOAANN JIEKAPCTBCHHO-UHAYIIMPOBAHHOE WM CIIOHTAHHOE
perpeccupoBanue UIUL V 7 (18,4%) u3 38 manueHTOB pEHTT€HOJIOTMYECKasi KapTUHA
UIJI ne nperepneBana wusmeHeHudt, y 5 (13,2%) u3 38 mnamumeHToB HabII0/1aTH
nporpeccupytomee Tteuenue MWIIIL. Xapakrepuctuka BapuantoB TteueHus WIIJI

npeacTaieHa B Tabmure 27.

Tabmuma 27 — KT-nqunamuka BapuaaToB UITJI

Jnmavika WILT OI1 HCHUIT | OUIT | CIIUI | H-UIT | C-UILJI | Bcero
(n=9) (n=2) (n=1) (n=13) (n=5) (n=8) (n=38)
OTcyTCcTBUE IUHAMUKH, 0 0 1 2 0 4 7
n (%) (100%) | (15,4%) (50,0%) | (18,4%)
PerpeccupoBanue, 8 0 0 11 3 4 26
n (%) (88,9%) (84,6%) | (60,0%) | (50,0%) | (68,4%)
[IporpeccupoBanue, 1 2 0 0 2 0 5
n (%) (11,1%) | (100%) (40,0%) (13,2%)

IIpn Bcex Bapmantax WUILJI,

kpome HCHUII u OMHII, peructpupoanu

BapuabenbHoe Teuenue WIIJI. HaOGmrogamm mporpeccupoBanne HCHUII y oGoux
nareHTok. Y OompHOM ¢ OUIl KT-kaptuna Oblma CTaTHYHON B KPATKOCPOUYHOM
nepuojae HaOmoneHus (6 mecsueB). Y 2 manmueHtok ¢ HCUII u nmanumentkun ¢ OUII

npumeHsn cuctemubie | KC 1 a3aTHONPUH MO MEYEHOYHBIM MOKA3aHUSIM.
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VY 11 u3 13 nanuento, umesmux CIIIUL, u y 8 u3 9 naunentos, nmeBmux OII,
HaOmonanu mnonoxutenbHylo KT-muHamuky inerounoro mnopaxkenus. Y 1 wuz 11
nanueHToB ¢ CIIIIJI nHabmoganu crnoHTaHHOE OOpaTHOE pa3BUTHE JIETOYHOTO
nopaxeHnus, y octanbHbix 10 npumensiu cucremuble ['KC u azatuonpun. CrioHTaHHOE
perpeccupoBanue OIl umeno mecto 2 u3 8 ManMEHTOB, y APYrux 6 NAIUEHTOB
npuMensuin cucteMubie ' KC u azatuonpun. PerpeccupoBanne UIJI nabmaonanu y 3 u3
5 6onpHbix ¢ H-UII u 4 u3 8 maumentoB ¢ C-UILJI, y Bcex U3 HUX MPOBOJIUIHU
MMMYHOCYIpEeCCUBHYIO Tepanuto cucteMubiMu ['KC 1 azatrnonpuHoMm.

KT-kaptuna He mnpertepneBana wusMeHeHud y 4 mnanguentoB ¢ C-HILI,
(MMMYHOCYIpECCHBHAsT Teparus 10 IMEYCHOYHBIM I[MOKa3aHUsAM MPOBOAMIAch y |1
nanreHTku) u 2 nanueHTok ¢ CIITII, 1 u3 KoTophIX mojgy4yana UMMYHOCYIPECCUBHYIO
tepanuto cucteMHbiMu ['KC u aszatmonpurom. HabGmroganu yBenwdeHHE IUIONIAIH
nopaxenus jJerkux y 1 nmauuentku ¢ OIl, 2 nmanuentok ¢ H-UIJI, y Bcex u3 HUX HE
IIPOBOJAUIN MUMMYHOCYIIPECCUBHYIO TEpAalMI0 Ha MOMEHT IIPOBEICHUS HCCIIEHOBAHMUS.
IIporpeccupoBanne HCHUII wumeno wmecto y 2 TalMEHTOK HECMOTpS Ha
KOMOMHUPOBAHHYIO MMMYHOCYIPECCUBHYIO Tepanuio. TakuMm o0pa3oM, OTCYTCTBHUE
OTBETa JIETOYHOro mopaxkeHusi Ha jedyenune cucteMHbiMu ['KC u azaTtmonpuHoM ObLIO
3aukcupoBano y 5 (13,1%) u3z 38 Oompubix ¢ WUIJI: 2 mamuentoxk ¢ HCUII, 1
rmareaTkn ¢ OUII, 1 mammentku ¢ C-UITJI u 1 marmmmenTku ¢ CIITIJI.

AHanu3upoBaNIM KIMHUYECKHUE, JeMorpapuueckiue u 1abopaTopHbIE MOKa3aTeln
y TAIMEHTOB, UMEBIIUX MOJIOKUTENbHYI0 AuHamMuKy Teuenus UILI, u y manmenToB 6e3
TakoBOW. CpaBHHUTENIbHAS XapaKTepUCTHUKA IMAIMEHTOB TpeacTaBieHa B TaOmwuie 28.
[TanuenTe! ¢ monoxkurenbHor KT-puaamukou MIIJI uMenn 3Ha4MMO MEHBIIIME BO3PACT
Havana 3aboneBanus (41,1 £ 11,3 et u 50,1 + 11,2 ner, p=0,033), 3HaueHus UHICKCA
MELD (7,0 (6,0; 9,0) 6amroB u 14,0 (8,0; 13,8) 6ammos, p=0,038) u yposus C-Pb (3,5
(0,1; 5,5) mr/m u 10,5 (5,0; 12,3) mr/n, p=0,015). HaOmonanu TEeHACHIIMIO K MEHbIICH
KecTKkocTH neueHu npu snacrorpadpum (8,4 (5,9; 12,0) xlla u 15,2 (13,0; 16,8) xIIa,
p=0,078) u Gonee BricokoMy ypoBHio seikoruToB (5,0 (3,9; 6,9) Teic/™Mka u 4,1 (3,7;

5,7) teic/™mki1, p=0,087) y OonbHBIX, MMEBIIUX perpeccupoBanue UITJI.
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Tabnuua 28 — CpaBHUTENbHAS XapaKTEPUCTUKA MALIMEHTOB ¢ perpeccupoBanuem UILJI

u 0€3 TaKOBOTO

IMoka3zarenn Bce marnenTsl | PerpeccupoBanue | PerpeccupoBanust p
(n=38) NITJT ecth WITJT Her
(n=26) (n=12)
PKenckuit mo, n (%) 37 (97,4%) 25 (96,2%) 12 (100,0%) 1,0
Bo3spact Hadana 3aboeBaHus, 445+ 11,7 41,1 +11,3 50,1 +11,2 0,033
itet, C3 + CO
Kypenue curaper, n (%) 5 (13,2%) 3 (11,5%) 2 (16,7%) 0,643
[TpuMeHeHre npenaparoB ¢ 3 (7,9%) 3 (11,5%) 0 0,538
[OTEHIIHAIOM
MHEBMOTOKCHYHOCTH, N (%)
Osxupenwe, N (%) 13 (34,2%) 9 (34,6%) 4 (33,3%) 0,938
ApTepuanbHas THIIEPTEH3H, 16 (42,1%) 10 (38,5%) 6 (50,0%) 0,725
n (%)
CaxapHbIii 1uabet 2 THra, 7 (18,4%) 6 (23,1%) 1 (8,3%) 0,395
n (%)
XBII, n (%) 8 (21,1%) 5 (19,2%) 3 (25,0%) 0,689
Hammawe [TBX wm 34 (89,5%) 22 (84,6%) 12 (100,0%) 0,287
TTEX-AUT, n (%)
Otsert [16X Ha nevenue, 22/33 (66,7%) 17/22 (77,3%) 5/11 (45,5%) 0,117
n (%)
[TprMeHeHMEe a3aTHOIPHHA, 14 (36,8%) 11 (42,3%) 3 (25,0%) 0,472
n (%)
[TpuMeneHwe 27 (71,1%) 22 (84,6%) 5 (41,7%) 0,017
cucremubix ['KC, n (%)
LIIT, n (%) 15 (39,5%) 8 (30,8%) 7 (58,3%) 0,157
bamr mo Child-Turcotte-Pugh,| 5,0 (5,0; 8,0) 5,0 (5,0; 6,0) 6,0 (5,0; 8,0) 0,694
Me (MKP)
bann mo MELD, Me (MKP) 8,0 (6,0; 10,0) 7,0 (6,0; 9,0) 14,0 (8,0; 13,8) 0,038
BHerneueHOYHbIE TOPAKCHHS 12 (31,6%) 10 (38,5%) 2 (16,7%) 0,268
kpome UITJI, n (%)
Kectkocts neuenu, klla, 12,8 (11,3; 16,6) 8,4 (5,9; 12,0) 15,2 (13,0; 16,8) | 0,078
Me (MKP)
O®BI, % OoT 10/DKHOTO, 100,0 (92,3; 110,0)| 100,0 (79,3; 120,0) | 104,0 (85,5; 116,0) | 0,985
Me (MKP)
DIKEJI, % oT mo/mKHOTO, 101,0 (91,5; 109,5)| 104,0 (95,8; 112,8) | 99,0 (77,4; 110,0) | 0,51
Me (MKP)
Cyxoit cungpom, n (%) 14 (36,8%) 9 (34,6%) 5 (41,7%) 0,728
CycraBHo#t curpom, N (%) 17 (44,7%) 14 (53,8%) 3 (25,0%) 0,161
Koxnbie mopaxenusi, N (%) 10 (26,3%) 8 (30,8%) 2 (16,7%) 0,453
MenuacTuHaAIbHAS 20 (52,6%) 14 (53,8%) 6 (50,0%) 0,825
mumdanenonatus, N (%)
UTuxopaska, N (%) 19 (50,0%) 14 (53,8%) 5 (41,7%) 0,728
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Opimika, N (%) 19 (50,0%) 15 (57,7%) 4 (33,3%) 0,295
Kamrens, n (%) 21 (55,3%) 15 (57,7%) 6 (50,0%) 0,734
Karirens ¢ 0TXOXKICHHEM 12 (31,6%) 8 (30,8%) 4 (33,3%) 0,874
MOKpOTHI, N (%)

TpomGouuTsr, * 10%/1, 201,8 £ 98,8 236,3 + 100,5 183,3 £ 57,5 0,112
C3+CO

UTefikorursr, * 10%/m, 4,3 (3,9;5,3) 5,0 (3,9; 6,9) 4,1 (3,7;5,7) 0,087
Me (MKP)

C-PB, mr/n, Me (MKP) 3,6 (1,0; 6,8) 3,5(0,1;5,5) 10,5 (5,0; 12,3) 0,015
IgM o6t /1), Me (MKP) | 1,9 (1,2; 5,7) 25(1,3;57) 6.9(23,81) | 0,327
19G obmmii (/m), Me (MKP) | 13,7 (8,9; 14,9) | 14,8 (12,2;18,7) | 17,3 (11,3;33,2) | 0,388
IgA o6mwmii (r/m), Me (MKP) 3,8 (1,5; 4,6) 2,6 (2,1; 3,0 1,9(1,4;5,9) 0,907
antu-ncJIHK, n (%) 5/23 (21,7%) 4/17 (23,5%) 1/6 (16,7%) 0,726
antu-SS-A, n (%) 4/20 (20,0%) 3/16 (18,8%) 1/4 (25,0%) 0,78
AHA, n (%) 28/35 (80,0%) 18/24 (75,0%) 10/11 (90,9%) 0,392
PD, n (%) 13/35 (37,1%) 9/25 (36,0%) 4/10 (40,0%) 0,825

[TpoBoaunan MHOTO(MAKTOPHBIN aHaIM3 MpeauKkTopoB perpeccupoBanus UILI c
HONpaBKOM Ha BO3pacT Havana 3a0ojieBaHUs, IOJI, CTaTyC KypeHUs, NPUMEHEHHE
[PENnapaToB C IMOTCHIMAIOM MNHEBMOTOKCHYHOCTH, JiedeHue ['KC u asaTtmonpuHom
(Tabmuma 29). Jleuenne cuctemHbiMu ['KC OBLIO accOMHPOBaHO C yBEIHMYCHUEM
BeposiTHOCTH perpeccupoBanus UITJT (OII 8,444 (95% AN 1,524-46,787), p=0,015),

00BN 3a00€BaHUA — C

perpeccupoBanus WUILT (O 0,914 (95% I 0,837-0,997), p=0,043).

BO3paCT Hadaja YMCHBIICHHUCM BCPOATHOCTH

Tabnmuna 29 — ®akropsr perpeccupoBanust WIIJI B noructudeckoil perpecCuoOHHOM
MOJIeNN

OnHodakTopHBIN aHATH3 MHuorodakTopHbIif aHaTU3
OLI (95% AN) p OMI (95% JIN) p
Bo3pacT Havaa 0,919 (0,846-0,997) | 0,042 | 0,914 (0,837-0,997) | 0,043
3a0oeBaHms
DKenckuii mmoi 0,891 (0,078-6,427) 1,0
Kypenmne 0,652 (0,094-4,525) | 0,665
[IpumeHeHUE 0,754 (0,065-5,834) | 0,867
MpemnapaToB ¢
MOTCHITHAJIOM
MHEBMOTOKCUYHOCTH
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[Tpononxenue Tabauibl 29

Jleuenne 7,7 (1,609-36,86) 0,011 | 8,444 (1,524-46,787) | 0,015
cuctemMabiMu [’ KC

Jleuenne 2,2 (0,481-10,066) 0,31

Q3aTHOIIPUHOM

Yposens nelikorutos | 1,486 (0,943-2,344) | 0,088

KPOBHU

KecTkocTh eueHu 0,627 (0,364-1,08) | 0,092

npu daacTorpapuu

B rpynne u3 26 nanuyeHTOB, UMEBIIMX MONOXKUTENbHYIO KT-1uHaMuky TedeHus
UIJI, we Obuto 3adukcHUpoBaHO  HEOJATONMPUATHBIX  JITOYHBIX  HCXOJIOB,
HEOJIaroNpHUATHBIA TIEYECHOUYHBIM ucxoi BciaeacTBue ocinoxxHenuit II1 mactymun B 1
cinyyae (manuentka ¢ [1bX u CIIIII). He nabmtonanu HeGIaronpusSTHHIX MEYEHOYHBIX
Y JIETOYHBIX UCXOJOB Yy BCEX 7 MAIMEHTOB C OTCYTCTBHEM 3HauMMoOM auHamMuku WIIJL
[TporpeccupoBanue UILJI Obuto compspkeHO C HEOIAromnpuATHBIM HCXOJOM Yy 3 u3 5
naneHToB. B 1 ciydae nporpeccupoanue UITJI (dubpotuueckas HCUII) mpuseno k
CMEPTH MALMEHTKHU OT JIbIXaTEeIbHOW HEIOCTATOUYHOCTH, B 2 npyrux ciaydasx (H-UITJI u
uemwmonsapras HCHII) netanpHbId  UMCXOJ HACTYNWJ BCJIEACTBHE  OCIOXKHEHUH

TepMuHAIBLHOU cTaauu L1

3.4.2 Tlopa:keHune AUCTAJIBLHBIX OPOHXOB

[TopakeHne AUCTAIBHBIX OPOHXOB OBLIO AMATHOCTUPOBAHO y 45 (25,7%) u3z 175
nauueHToB. Yactora mopaxkeHusi OponxuanbHoro aepesa npu [IBX-AUI' coctaBuia
43,8%, tipu I[IbX — 26,0%, npu AUL" — 24,4%., npu I[ICX-AUI" — 20,0%, npu IICX —
19,0%. Paznuums B gactoTe mopaxkenus: auctanbHbix OponxoB npu [16X u [IBX-AUT
(29,0%) u octanmpubix A3II (22,0%) He ObuH 3HaUNMBI (P=0,285).

[TopaxkeHue AUCTANBHBIX OPOHXOB OBUIO MPEACTABICHO YTOJIIEHUEM CTEHOK
opouxoB (n=29, 64,4%), ueHtpunoOymipHoit osMmpuzemorri (n=18, 40,0%),
OpoHx03KTa3amMu U OpoHxuosodkTazaMu (n=8, 17,8%), LeHTpUnoOyIIpHBIMU OYaraMu

(n=4, 8,9%) n «BO3AyMIHLIMHU JOBYIIKaMu» (n=2, 4,4%), B TOM 4YHCJI€ — B COYCTAHUHU.
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TpakiroHHble OPOHXO03KTa3bl U OPOHXHMOJO3KTAa3bl Y MAMEHTOB ¢ (PUOPO3UPYIOMIMMHU
NIJT ve yunteiBanu. CHEKTp M 4acTOTa BApUAHTOB MOPAKEHUS JUCTAIBHBIX OPOHXOB

npuseaeHsl B Tadbnuie 30.

Tabnuua 30 — CriekTp U 4acToTa BapUaHTOB MOPAKEHUS JUCTAIBHBIX OPOHXOB

Bapuant nopaxenus Bcee 16X [1CX AUT I1bX- [1CX-
nauuentel | (N=77) | (n=21) | (n=41) AUT AUT
(n=175) (n=16) (n=20)
LenTpmnoOynsipHbIe 04ary, 4 1 0 0 3 0
n (%) (2,3%) (1,3%) (18,8%)
«Bo3ayniHbIe TOBYIIIKIY, 2 0 2 0 0 0
n (%) (1,1%) (9,5%)
BbponxoskTassl u 8 4 2 1 1 0
OpoHxH0s109KTa3s!, N (%) (4,6%) (5,2%) | (9,5%) | (2,4%) | (6,3%)
YTomnuieHne cTeHoK OpOHXOB, 29 14 1 8 5 1
n (%) (16,6%) | (18,2%) | (4,8%) | (19,5%) | (31,3%) | (5,0%)
Hentpunobynsapuas smpuzema, 18 7 3 1 4 3
n (%) (10,3%) | (9,1%) | (14,3%) | (2,4%) | (25,0%) | (15,0%)
Bcero (B Tom uncie — ¢ 45 20 4 10 7 4
HECKOJLKUMU Bapuantamu), N (%) | (25,7%) | (26,0%) | (19,0%) | (24,4%) | (43,8%) | (20,0%)

Cnextp mopakenuit nuctranbHbix OponxoB npu [IBX-AUI" u 16X Brirowan 4
BapuaHTa (LEHTPUIOOYIIAPHBIC OYaru, OPOHXOIKTa3bl U OPOHXHOIOIKTA3bI, YTONIIICHHE
CTEHOK OpOHXOB, UeHTpHIOOyIsipHas smbusema), npu [ICX — 4 («Bo3ayliHbIC
JIOBYIIKK», OpOHXO’KTa3bl W OpPOHXHMOJIOAKTA3bl, YTOJIIECHHE CTEHOK OpOHXOB,
neHTpuioOymsapHas 3mpuzema), npu AU — 3 (OpoHx03KTa3sl U OPOHXHMOJIOIKTA3HI,
YTOJIIEHUE CTEHOK OpOHXOB, LEHTpmiIoOymsipHas sMmduzema), npu [ICX-AUT — 2
(yTomnmieHne CTEHOK OpOHXOB, IEHTPIIIOOYIIsipHas SMpu3ema).

VYronmenue CTEHOK  OpOHXOB, [EHTPUIOOyIsipHast smpuzema U
HEHTPUIOO Y IsIpHBIe oyaru ObutH Hanbosee pacrnpocTpanensl y nanueHTos ¢ [IBX-AUT
(31,3%, 25,0% wu 18,8%, COOTBETCTBEHHO), OpPOHXOA’KTa3bl M OPOHXHOJIOIKTA3HI,
«BO3YIIHBIC JIOBYIIKU» C HaunOoJbInel gactoToir (mo 9,5% s KakIoro BapuaHTA)
BbISIBISUIN Yy maneHToB ¢ [ICX. «Bo3ayuiHbie JOBYMIKU» BBISIBISIN ToJdbKo mipu [ICX,
EeHTPpII00ysipHBIe o4ary — Tobko nipu [1bX u [IBX-AUT.

Xapakmepucmuka nopasicenusn OUCMaIbHbIX 6pouxoe
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B 22 (48,9%) u3 45 cinydaeB mopakeHUE AMCTAIbHBIX OPOHXOB COYETAIOCH C
JIPYTHMH BapuaHTaMH TOpaXeHUs JIeTKuX. [lopakeHne NUCTaIbHBIX OPOHXOB 3HAYUMO
Jaie JUarHoCTUPOBAIIH Y TIAIUEHTOB, HMEBIIIMX COYETAHHOE IMMOPAKECHHE JIETKUX, YeM Y
narueHToB 0e3 takoBoro (81,5% u 15,5%, coorBerctBenno, p<0,001). UITJT umenu 16
(35,6%) u3 45 manueHTOB C MOPaXKEHUEM JTUCTAIBHBIX OPOHXOB, 0YaroBOE MOPAKECHUE
nerkux — 8 (17,8%) usz 45, nopaxenue miespsl — 4 (8,9%) us 45.

Jlokaim3arusi W paclpoOCTPAHEHHOCTh TMOPAKCHHWH JMCTAIBHBIX OpOHXOB
npencrasieHa B Tabmuue 31. YV 3 w3 4 nauueHTOB LEHTPUIIOOYNSIpHBIE OYaru
XapaKTepU3UPOBATIUCH JTBYCTOPOHHEH JIOKAM3aKe. Y TOJIICHHE CTCHOK OPOHXOB Y
OonpmnHCTBA TarueHToB (N=25, 86,2%) uMeno IBYCTOPOHHHUH W MHOKECTBEHHBIH
XapakTep. bBpOHX03KTa3bl M  OpPOHXHMOJO3KTa3bl, «BO3AYIIHbIC JIOBYIIKH» U
NEHTPpUIOOYIsipHAass 5SMdu3eMa HMEIH OJHOCTOPOHHIOK | JIBYCTOPOHHIOIO

JIOKAJIU3AIMIO C COIIOCTABUMOU YaCTOTOM.

Tabmuma 31 — Jlokanu3anys BapuaHTOB MOPAXKEHUS TUCTAIBHBIX OPOHXOB

BapuanTt Bcero | Enuanunbie | MHOXkecTBeHHbIe | OqHOCTOpOHHME | [[BycTOpOHHUE

MOPaKEHHS
LeHTpritoOyaspHbIe 4 0/4 4/4 1/4 3/4
oyarw, n (%) (100,0%) (25,0%) (75,0%)
«Boszayrabie 2 1/2 1/2 1/2 1/2
JOBYIIKI», N (%) (50,0%) (50,0%) (50,0%) (50,0%)
BbponxoskTassl 1 8 4/8 4/8 4/8 4/8
OPOHXHMOJIOAKTA3HI, (50,0%) (50,0%) (50,0%) (50,0%)
n (%)
VToJIesne CTeHOK 29 4/29 25/29 4/29 25/29
Opouxos, N (%) (13,8%) (86,2%) (13,8%) (86,2%)
LenTpunoOyasipHast 18 8/18 10/18 8/18 10/18
smpuszema, n (%) (44,4%) (55,6%) (44,4%) (55,6%)

['ucromornvyeckre MpU3HAKKA BOBJICUCHHS JTHCTAIBHBIX OPOHXOB HaOMIOAIN y 2
n3 9 OOJBHBIX C BBINOJIHEHHOW Owmomncueil nerkux. O0e maruenTku umenu I116X. B
oboux ciy4asx OOHAapyKMBAIA TOJUMOBUIAHYIO (PUOpOOIACTUYECKYI0 TKaHb B
IIPOCBETAaX TEPMHUHAIBHBIX, PECIUPATOPHBIX OpOHXHMOI M albBeod. Hapsmy c
BBIIIICTICPEYUCIICHHBIMU ~ Mopdosiorudeckumu  nposieieHussmu = OIl B mepBom

HaOJII0/ICHUH TaKXe OTMEYaun MEePUOPOHXUOISIPHYIO auM@oLrTapHyIO



109

MHQWIBTPAIIMIO, BO BTOPOM HAONIOJEHUU — WHQWIBTPALMIO CTEHOK TEPMHUHATBHBIX
OpOHXUOJ TUMQPOIIUTAMU U TUTAHTCKUMU MHOTOSIZIEPHBIMU KJIETKAMHU.

Knunnyeckas kapTuHa MOpaXeHHsS AUCTAJbHBIX OpPOHXOB XapaKTepU30BaJacCh
O0eccumntomMubM TeueHueM y 27 (60,0%) manueHTOB M HaJIMYHEM PECHHPATOPHBIX
cumntoMoB y 18 (40,0%) manuenTos, 13 (72,2%) u3 koropeix umenu WUILI u npyrue
BAapUAHTHI JIETOYHBIX TTOPAKCHUI.

AHanu3upoBatu 0COOCHHOCTH KIMHUYECKOM KapTuHbl y 5 (11,1%) manueHToB ¢
U30JIMPOBAHHBIM TIOPAaXXEHUEM JUCTAlIbHBIX OpoHxoB. HaOmioganu OJplIKy MpU
¢u3nUecKrX Harpy3kax M XpOHHYECKHUH Kallleldb C OTXOKJIEHHUEM Majoro KOJIMYecTBa
HETHOMHOM MOKpOTHI y 2 MalMEeHTOB B Bo3pacte 65 u 71 ner ¢ yTONIIEHUEM CTEHOK
OpOHXOB U LEHTPUIOOYIAPHON 3MPU3EMOIi; OJBIIIKY MPU PU3MUECKUX Harpy3kax y 1
NanueHTku 76 JeT ¢ UEeHTPUIOOYJsIpHON sMdHU3EMOM; XpOHWYECKUN Kauenb O0e3
OTXOXXJIEHUSI MOKPOTHl Yy TAalUEHTKH 67 JeT ¢ YTOJIIEHHEM CTEHOK OpOHXOB,
XpOHUYECKUN Kaimielb 0e3 OTXOXIEHHUS MOKPOThl Yy TMalueHTku 63 et c¢
OpOHXOAPKTa3aMu B MpeieNiaX OJJHOTO CErMEHTa JIETKUX.

[Ipu cnupomerpun OpoHXx00O0CTpyKIMI0 OoOHapyxuBanmu y 13 (28,9%) uz 45
MAIMCHTOB C MOPaXECHUEM JUCTaIbHBIX OpOHXOB. bpoHX0OCTpyKIHs OblIa 00paTUMOM
y 7 (53,8%) u3 13 manueHtoB. Meawana O®Bl y manuMeHTOB C MOpaKCHHEM
aucTanbHBIX OponxoB coctasmia 100,0% (88,5; 109,0), ®IKEJI — 101,0% (89,5; 110,0).
[larueHTsl ¢ IBYCTOPOHHUM MOpa)KEHHWEM OpPOHXMAIBHOTO JepeBa, UMEIM MEHbIINE
nmokazareau O®DPBI  (95,0% (79,0; 104,0) mo cpaBHCHHIO C TaIllMEHTaMH C
onHoctopoHHUM nopaxkeHueMm (107,0% (95,0; 124,0), pazaudus ObLIM CTaTHCTHYCCKH
sHaunmbl (p=0,047). 3HaunmmbIXx paznuuuii B 3HaueHmn mokasatens DIKEJI mpu
JIBYCTOPOHHEM U OJTHOCTOPOHHEM IMOpaXeHUU OpOHXUaIbHOTO Aepesa He 0bu10 (91,0%
(79,8; 105,0) u (102,0% (90,0; 130,0), coorBerctBeHHo, p=0,234). CpaBHeHHUE
Bapuanuii nokasarens O®B1 B rpynnax O0JbHBIX ¢ ABYCTOPOHHUM M OJHOCTOPOHHUM

MopakKeHneM TpeAcTaBieHo Ha Pucynke 16.
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Pucynok 16 — CpaBuenne O®PB1 y nanueHToB ¢ 1BYCTOPOHHUM MOpPAXKEHUEM
JTUCTAJIbHBIX OPOHXOB U 0€3 TAKOBOTO

CpaBHuBanu craguu (GuOpo3a MEeUeHU NMPU renaToOUoncuu y 24 MalueHTOB ¢
MOpakKeHHEM JUCTAIbHBIX OpPOHXOB M y 63 mamuentoB 0e3 Takooro (Pucymnok 17).
[arrieHTHI, IMEBIIKE MTOPAXKEHHUE TUCTAITBHBIX OPOHXOB, 3HAUMMO YaIle uMenn Guopos

neuenu 4 ctaauu (39,1% u 22,9%, p=0,032).

MopaxeHne
40,0%= LMETaNbHBIX
BpoHxoB
2CTb WKW HET

. HET

Hects

MpoueHTbl

CTaguw tmbposa neveHu

Pucynok 17 — Ctaguu ¢pubpo3a rneueHu B 3aBUMOCTH OT HATHYUS
MOPAKEHUS JUCTATBHBIX OPOHXOB
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ComnocTaBisuid KJIMHUYECKHE, JeMorpaduueckre U JJabopaTOpHbIC MOKa3aTelId y
MAI[MCHTOB C BOBJICYCHHEM JMCTAJIbHBIX OpOHXOB M 0€3 TakoBOro. I[lamueHThl ¢
MOpPaXCHUEM JIMCTAIbHBIX OPOHXOB [0 CPABHCHMIO C MAIIMEHTAMHU 0€3 TAKOBOT'O MMEIH
OonbIIni Bo3pacT Havana 3aboneBanus (49,8 £ 13,6 ner u 37,8 = 15,5 ner, p<0,001),
yaimie CTpajaid apTepuaibHou runeprensucit (48,9% u 16,9%, p<0,001) u XBII
(40,0% u 8,5%, p<0,001), umenu UMMyHOOTIOCPEIOBaHHbBIC TTOpAKEHUS KOXKHU (28,9% u

10,8%, p=0,007). Kamens (35,6% u 13,1%, p=0,002) u oxsimky (37,8% u 10,0%,

p<0,001) ¢ Gonpmieil 9yacToTOW HAOTIOAATM MPHU MOPAKEHHU IUCTAIBHBIX OPOHXOB.

CpaBHuUTENbHAS XapaKTePUCTUKA MAIIMEHTOB TIpecTaBieHa B Tabnuie 32.

Tabnuua 32 — CpaBHUTEIbHAS XapaKTEPUCTUKA MAIIMEHTOB C MOPaXKEHUEM
JTUCTAIBHBIX OPOHXOB U 0€3 TAKOBOTO

[Toxazarenun Bce manmenter|  [lanueHTsl ¢ [TatiuenTsr 6e3 p
(n=175) OpaKEHUEM MOPAKEHUS
JIMCTATBHBIX JIMCTATBHBIX
OpOHXOB OpOHXOB
(n=45) (n=130)
DKenckwuit moa, n (%) 149 (85,1%) 41 (91,1%) 108 (83,1%) 0,231
Bo3spact Hauana 3a0oJieBaHus, JIET, 40,9+ 159 498 + 13,6 37,8+ 15,5 <0,001
C3+CO
Kypenue curaper, n (%) 30 (17,1%) 8 (17,8%) 22 (16,9%) 0,896
[TprMeHeHHE [TPenaparoB ¢ 23 (13,1%) 5 (11,1%) 18 (13,8%) 0,8
[OTEHIIHAIOM ITHEBMOTOKCHYHOCTH,
n (%)
Osxupenue, n (%) 29 (16,6%) 9 (33,3%) 12 (18,2%) 0,25
AprepuanbHas rurneprensus, N (%) 44 (25,1%) 23 (48,9%) 22 (16,9%) <0,001
CaxapHblii tuabet 2 Tuma, N (%) 18 (10,3%) 4 (8,9%) 14 (10,8%) 0,72
XBIT, n (%) 29 (16,6%) 18 (40,0%) 11 (8,5%) <0,001
Hanuuue [TBX vn 93 (53,1%) 27 (60,0%) 66 (50,8%) 0,285
[IBX-AUT, n (%)
Hanmuuaune [TCX wiu 41 (23,4%) 8 (17,5%) 33 (25,4%) 0,299
[ICX-AWT, n (%)
111, n (%) 99 (56,6%) 25 (55,6%) 74 (56,9%) 0,873
bann mo Child-Turcotte-Pugh, 6,0 (5,0; 7,0) 5,0 (5,0; 7,0) 6,0 (5,0; 7,3) 0,474
Me (MKP)
bann mo MELD, Me (MKP) 10,0 (8,0; 13,0)] 9,0 (8,0; 12,0) 10,0 (8,0; 14,0) | 0,518
Bueneyenounbie mopaxkenus kpome | 69 (39,4%) 22 (48,9%) 47 (36,2%) 0,132
VI, n (%)
B3K, n (%) 22 (12,6%) 3 (6,7%) 19 (14,6%) 0,201
DKectkocTh mreuenu, klla, 10,8 (7,5; 13,9)| 11,3 (7,5;19,4) 9,9 (7,5; 13,5) 0,279
Me (MKP)
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O®BI, % ot nowxaoro, Me (MKP) 100,0 95,5 101,1 0,275
(88,5; 109,0) (83,3; 107,8) (91,5; 114,0)
DXEJL, % ot nomkuoro, Me (MKP) 101,0 92,5 101,0 0,246
(89,5; 110,0) (83,5; 106,0) (92,5; 110,0)
CyOKJIMHUYECKOE TCUCHHE 72 (41,1%) 20 (44,4%) 52 (40,0%) 0,603
nopaxeHus rnedenu, N (%)
Cyxoit cungpom, n (%) 48 (27,4%) 13 (28,9%) 35 (26,9%) 0,847
CycraBHoit cunapoM, N (%) 58 (33,1%) 18 (40,0%) 40 (30,8%) 0,274
[Topaxenue koxwu, N (%) 27 (15,4%) 13 (28,9%) 14 (10,8%) 0,007
JTuxopazka, n (%) 41 (23,4%) 13 (28,9%) 28 (21,5%) 0,315
Onpimka, N (%) 30 (17,1%) 17 (37,8%) 13 (10,0%) <0,001
Kamrens, n (%) 33 (18,9%) 16 (35,6%) 17 (13,1%) 0,002
Karirens ¢ mokpoToid, N (%) 20 (11,4%) 11 (24,4%) 9 (6,9%) 0,005
Tpom6onuTsl, * 10%/1, C3 + CO 201,8 + 98,8 192,4 + 89,2 205,1 +102,1 0,461
Teitkormtsr, * 10%/1, Me (MKP) 5,6 (4,4;7,6) 4,5 (3,1; 6,4) 5,8 (4,5; 8,9) 0,665
IgM o061wmii (r/m), Me (MKP) 2,2 1,8 2,8 0,202
(1,5; 3,4) (1,1; 2,1) (1,6; 4,1)
IgG oOmmii (r/m), Me (MKP) 15,2 13,6 15,8 0,939
(12,6; 20,4) (10,5; 20,2) (13,1; 20,5)
IgA o6mwmii (r/m), Me (MKP) 2,3 2,4 2,1 0,229
(1,7; 3,1) (1,8; 3,3) (1,6; 3,0)
antu-ncJIHK, n (%) 26/95 (27,4%) | 5/24 (20,8%) 21/71 (29,6%) 0,597
aHTu-SS-A, n (%) 16/78 (20,5%) | 5/22 (22,7%) 11/56 (19,6%) 0,763
AHA, n (%) 116/167 32/43 84/124 0,413
(69,5%) (74,4%) (67,7%)
PO, n (%) 40/130 (30,8%)| 10/38 (26,3%) 30/92 (32,6%) 0,536

[Tpu MHOTO(AaKTOPHOM aHANIM3E C MOMPABKOW Ha MOJ, BO3PACT, CTaTyC KypeHUs U

INPUMCHECHHE MPEMnapaToB ¢ MOTCHIIMATIOM ITHEBMOTOKCHYHOCTH Takue (HakToOphl Kak
Oonpmuii Bo3pacT Havaia 3aboneBanus (OL 1,053 (95% AW 1,016-1,093), p=0,005) u
Haymuue XbBIT (OL 4,457 (95% AU 1,468-13,532), p=0,008) ObutH acCOMUPOBAHEI C

MOpaXKCHUEM TUCTALHBIX OporxoB (Tadsmma 33).

Tabnuna 33 — dakTopkl, ACCOMMUPOBAHHBIC C TOPAKEHUEM TUCTATHHBIX OPOHXOB MIPHU
A3II, B TOTUCTUYECKON PErPECCUOHHON MOJIENN

OnHodakTopHBIN aHATH3

MHuorodakTopHbIii aHATU3

OMI (95% JAN) p O (95% JIN) p
BospacTt Hayana 1,061 (1,031-1,091) | <0,001 | 1,053 (1,016-1,093) | 0,005
3a00JIeBaHUS
DKenckuii moit 2,088 (0,678-6,427) | 0,199
Kypenue 1,061 (0,435-2,588) | 0,896
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[Iponomkenue Tadbnuupl 33

[TpuMmeneHue 0,778 (0,271-2,233) 0,64

[pernaparoB ¢

[MOTEHI[MAJIOM

[MTHEBMOTOKCUYHOCTH

AT 4,696 (2,234-9,87) | <0,001

XBIT 7,212 (3,056-17,02) | <0,001 | 4,457 (1,468-13,532) | 0,008
[TopaxxeHHe KOXH 3,366 (1,438-7,878) | 0,005

HaGmonanu npsmyro koppensiuio cinadoi cunbl (p=0,218, p=0,062) mexay

3HaueHueM nokasatesis ODPB1 u ckopocThio Ki1y00ukoBo# (uibTpaiuu (Pucynok 18).

QdE1, % oT DOMHHOrO

p=0218, p=0062

T T T T T |
20,00 40,00 £0,00 80,00 100,00 120,00 140,00
CkopocTb KNyGoYKoBoR gUneTpaumm, Mammuail 73 m2

Pucynok 18 — Koppemsus mexay OPB1 1 ckopocThio Ki1yOOUKOBOM
bunsTpanuu

CpaBHUBaIM KIMHHYECKHUE, AeMorpaduyeckue u jJadOpaTOpHBIC IMOKA3aTeIH Y
MAIMEHTOB C MOPAXCHUEM JMCTAIbHBIX OPOHXOB U 0€3 TAKOBOT'O B KOTOpTE€ OOJIbHBIX,
nvmeBmnx [IbX u IIBX-AWI. ITlauueHThl ¢ MOpa)€HUEM AUCTAIbHBIX OpPOHXOB B
CpPaBHEHHUH C MaIlMEHTaMM O€3 TAKOBOT'O MMM OOJIBIIIMI BO3pacT Havaia 3a00JIeBaHUS

(51,9 + 11,0 u 45,2 £ 8,8 ner, p=0,005), pexxe wcnbIThiBaK KOXHBIA 3ya (40,7% wu
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78,8%, p<0,001), game crtpaganu aprepuainbHOl runeprensuei (63,0% u 21,2%,
p<0,001) u XBII (44,4% u 6,1%, p<0,001), ¢ OGospireli 4acTOTOW HMMEIH Kallledhb
(51,9% un 16,7%, p<0,001), B TOM 4HCIIe — C OTXOKICHHEM MOKPOTHI, OBIIIKY (48,1% u
13,6%, p<0,001) u meMOHCTpUPOBaIM OHOXHUMHUYECKHMI OTBeT Ha Tepamuio YJIXK
(81,5% un 42,2%. p<0,001). B rpymme ¢ nopaxeHueM AUCTAIbHBIX OPOHXOB HAOJIOAaH
MeHnbiue 3HadeHus aktuBHoctu I[P (392,0 (196,0; 748,0) El/m u 593,0 (362,5;
1191,0) EJl/n, p=0,008) u Oousblnyro 100 OONBHBIX, WUMEBIIUX aHTH-SP100 B
ceiBOpoTKe KpoBu (63,6% u 25,7%, p=0,032). CpaBHuTC/IbHAs XapaKTePHUCTUKA

npencrasieHa B Tabnuue 34.

Tabnuua 34 — CpaBuutenbHas xapakrepuctuka 001bHbIX ¢ [IBX u [IBX-AUT ¢

IMMOPAKCHHUCM OUCTAJIBHBIX 6pOHXOB n 0e3 TaKOBOI'O

Tlokaszarenn Bce manueHnTsr ITanuenTrl ITarmeHTr! p
(n=93) C MOpaXKCHHEM 0e3 mopaxeHus
JIMCTATbHBIX JIMCTATBHBIX
OpOHXOB OpOHXOB
(n=27) (n=66)
DKenckwuit moa, n (%) 89 (95,7%) 24 (88,9%) 65 (98,5%) 0,072
Bospacr nauana 3a6oneBanus, | 47,5 (41,0; 43,8) 51,9+11,0 45,2 + 8,8 0,005
imet, C3 £ CO
Kypenue curaper, n (%) 18 (19,4%) 8 (29,6%) 10 (15,2%) 0,148
[TprMeHeHHE IpernaparoB ¢ 4 (4,3%) 1 (3,7%) 3 (4,5%) 0,856
[OTEHIIHAIOM
MHEBMTOKCHYHOCTH, N (%)
Osxupenue, n (%) 21 (22,6%) 9 (33,3%) 12 (18,2%) 0,170
ApTepuaibHas THIIEPTEH3Hs, N 31 (33,3%) 17 (63,0%) 14 (21,2%) <0,001
(%)
CaxapHblii 1uabet 2 Tuma, N 13 (14,0%) 3 (11,1%) 10 (15,2%) 0,75
(%)
XBIT, n (%) 16 (17,2%) 12 (44,4%) 4 (6,1%) <0,001
[TBX-AUT, n (%) 16 (17,2%) 7 (25,9%) 9 (13,6%) 0,224
L1IT, n (%) 49 (52,7%) 13 (48,1%) 36 (54,5%) 0,575
I'panysemMsb euerd, N (%) 15/45 (33,3%) 2/12 (16,7%) 13/33 (39,4%) 0,283
DKecTkocTh eyenu, 11,1 (7,3; 14,0) 11,3 (8,5; 14,2) 12,0 (8,5; 17,4) 0,691
kI1a, Me (MKP)
bann mo Child-Turcotte-Pugh, 6,0 (5,0; 7,0) 5,0 (5,0; 7,0) 6,0 (5,0; 7,0) 0,474
Me (MKP)
banxn mo MELD, Me (MKP) 10,0 (8,0; 13,0) 9,0 (8,5; 13,0) 10,5 (8,0; 13,8) 0,518
BHerneueHOUHbIEe TOPaXKEHUS 29 (31,2%) 12 (44,4%) 17 (25,8%) 0,089
kpome UITJT, n (%)
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O®DBI, % oT n0mKHOTO, 104,0 (88,0; 120,0)| 96,0 (84,0; 108,0) | 105,0 (90,0; 119,0) | 0,303
Me (MKP)
DIKEJI, % ot moymkHOroO, 101,0 (90,0; 130,0)| 94,0 (85,0; 110,0) | 102,0 (95,0; 110,0) | 0,317
Me (MKP)
CyOKIMHHYECKOE TCUCHHE 33 (35,5%) 13 (48,1%) 20 (30,3%) 0,151
nopaxeHus rnedenu, N (%)
Kosxubiii 3y, n (%) 63 (67,7%) 11 (40,7%) 52 (78,8%) <0,001
['MrepnurMeHTaIus KOXH, 37 (39,8%) 7 (25,9%) 30 (45,5%) 0,104
n (%)
Cyxoit cunipom, n (%) 34 (36,6%) 9 (33,3%) 25 (37,9%) 0,679
CycraBHoit cunapoM, N (%) 33 (35,5%) 11 (40,7%) 22 (33,3%) 0,634
[Mopaxxenue koxu, N (%) 17 (18,3%) 8 (29,6%) 9 (13,6%) 0,083
Uluxopazka, n (%) 21 (22,6%) 10 (37,0%) 11 (16,7%) 0,054
Oneimika, N (%) 22 (23,7%) 13 (48,1%) 9 (13,6%) <0,001
Karmrens, n (%) 25 (26,9%) 14 (51,9%) 11 (16,7%) <0,001
Karirens ¢ 0TXOXKAeHHEM 13 (14,0%) 9 (33,3%) 4 (6,1%) <0,001
MOKpOTHI, N (%)
TpomOoIUTHI, * 10%m 1946 + 95,8 192,5 + 89,2 205,1 +102,1 0,694
C3+CO
JTeiikomuTsr, * 10%/m, 5,2 (3,8; 6,7) 5,8 (4,1;7,0) 53(4,1;,7,3) 0,461
Me (MKP)
OO0t OUTMpyouH, 22,3 (13,1;35,9) | 21,9(12,8;30,1) | 20,9 (13,7;39,1) | 0,345
Mkmoutb/ i1, Me (MKP)
1D, E/l/n, Me (MKP) 545,0 (273,3; 392,0 (196,0; 593,0 (362,5; 0,008
1018,8) 748,0) 1191,0)
IgM o61umii (r/m), Me (MKP) 2,7(1,8;4,2) 2,1(1,3;4,1) 2,7(1,9;4,5) 0,183
19G o6mwii (r/m), Me (MKP) | 14,5(11,4;19,1) | 13,3(10,2; 18,2) | 15,5(11,9;19,6) | 0,083
PD, n (%) 25/75 (33,3%) 6/24 (25,0%) 19/51 (37,3%) 0,431
AMA-M2, n (%) 84 (90,3%) 25 (92,6%) 59 (89,4%) 1,0
antu-gp210, n (%) 22/46 (47,8%) 4/11 (36,4%) 18/35 (51,4%) 0,496
antu-sp100, n (%) 16/46 (34,8%) 7/11 (63,6%) 9/35 (25,7%) 0,032
antu-PML, n (%) 5/46 (10,9%) 0/11 (7.1%) 5/35 (14,3%) 0,317
aHTU-SS-A, n (%) 10 (19,2%) 4/14 (28,6%) 6/38 (15,8%) 0,428
antu-ncJIHK, n (%) 11/52 (21,2%) 3/16 (18,8%) 8/36 (22,2%) 0,777
Otset Ha YJIXK, n (%) 49/91 (53,8%) 22/27 (81,5%) 27/64 (42,2%) <0,001

[Tpu MHOTO(AKTOPHOM aHANM3E C MOMPABKOW Ha IO, BO3PACT, CTATYC KypEHUS H

MIPUMEHEHHUE MPENnapaToB ¢ MOTEHIUaIoM MHeBMoTokcnuHocTh Hanmuuue XBIT (OLL
22,775 (95% AN 1,395-371,841), p=0,028) u cepomo3utuBHOCTH 10 aHTU-SP100 (OIL
14,557 (95% M1 1,406-150,693), p=0,025) Obuix accOUMUPOBAaHBI C IOPaKEHHUEM

nuctanbHBIX OpoHxoB y 00bHBIX [IBX 1 [IBX-AUWI (Tadimna 35).
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Tabnuua 35 — @akTopkl, aCCOUMUPOBAHHBIE C MOPAKEHUEM TUCTATBHBIX OPOHXOB MTPHU
I[1bX u IIBX-AHWI', B TOTHCTUYECKOIN PETPECCUOHHON MOAEIN

OnHodakTopHbIN aHATH3 MHuoro¢akTopHblil aHaIu3
OLLI (95% JN) » OI1I (95% JT1) »

Bo3spacT Hayaa 1,078 (1,023-1,135) | 0,005

3a00JIeBaHUS

Kenckuii mon 0,123 (0,012-1,241) | 0,076

Kypenue 2,358 (0,812-6,843) | 0,115

[TpuMeHeHne 0,808 (0,08-8,127) | 0,856

[penapaToB C

[OTEHIUATIOM

[THEBMOTOKCUYHOCTH

ApTepuaiibHas 6,314 (2,372-16,807) | <0,001

HIIEPTEH3US

XBIT 12,4 (3,502-43,905) | <0,001 | 22,775 (1,395-371,841) | 0,028

KoXHBIH 3y]1 0,185 (0,07-0,487) |<0,001

OTBET HA JIeUEHUE 6,036 (2,026-17,941) | 0,001

116X

AxTHBHOCTH 1D 0,999 (0,998-1,0) 0,044

Hanuune 5,056 (1,194-21,413) | 0,028 | 14,557 (1,406-150,693) | 0,025

anTu-spl00

[TopakeHne KOXH 2,667 (0,901-7,89) | 0,076

Ouenka OuHamuku nopasceHus OUCmMaibHvIX OPOHX08

AnanuzupoBanu nuHamMuky O®Bl1 u @XEJI 3a Bpems mnpoBeneHuUs
ucciaenoBanusa (Menuana HaOmonaenus 30,0 (12,5; 41,0) mecsaneB) y 29 manueHTOB ¢
MOpaKEHUEM JUCTAIBHBIX OpOHXOB, HEe uMeBmux UITJL.

Hab6momanu camwxenne ODPB1 Ha 7%, 4% u 8% y 3 manueHToB ¢ IBYCTOPOHHUM
MOpaXEHWEM  JHUCTAIBHBIX OpOHXOB TIO THIy XPOHHYECKOTO0 OpOHXHTa U
HEeHTPUI00YIsIpHOI dMpu3emoii u Ha 3% y manueHTkH ¢ OponxuonuToM. Habmromamm
npupoct O®B Ha 4% y 2 DauMeHTOK C TMOJIOXKUTEIbHON JAMHAMUKON TEUYeHUs
OponxmonuTa M Ha 6% y | MaIMEeHTKH C yTONIIEHHEM CTEHOK OPOHXOB B MPOIECCE
paspemenus TOJIA cyGcerMeHTapHBIX BETBEH IPABOM JIETOYHOUW apTepuu. Y Ipyrux 22
MaIMEeHTOB 3HAYUMOMW JWHAMHUKH TMoKaszarens He HaOmomamu. Jlunammka ODBI1 y

MaIMEeHTOB IpeacTaBicHa Ha Pucynke 19.
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Pucynok 19 — Jlunamuka O®B1 y nanueHToB
C TIOpa)KeHUEM JAMCTaIbHBIX OpoHX0B (N=29)

Ha6monanu cHmwkenne DXKEJI na 5% y 1 mnamuenta ¢ JBYCTOPOHHUM
MOpaXEHUEM  JIbIXaTeIbHBIX MyTell 1O TUIY XPOHUYECKOTO OpOHXHTa U
HeHTpuI00yssipHoit sMmbuzemoii. Habmonanu npupoct O@XKEJL va 7% y 1 manuentku ¢
YTOJIIIEHHEM CTEHOK OpOHXOB B mpouecce paspemieHuss TOJIA cybcerMeHTapHBIX
BETBEU TMpaBoil JeroyHou aprepuu. Y 27 MaIlMEHTOB 3HAYUMON JWHAMUKH HE

naomoxanu. Iunamuka ®XKEJI y nanmentoB npencrasinena Ha Pucynke 20.
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Pucynok 20 — JIlunamuka ®XKEJI y naruenToB
C TIOpaXEHUEM JIMCTAIBHBIX OpOHXOB (N=29)
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OneHuBany KIMHUYECKYI0O M PEHTTCHOJOTHYECKYI0 JTUHAMUKY TOPaKEHUS
JUCTaIbHBIX OpOHXOB y 27 u3 45 nanuentoB (Meauana Haomonaenus 30,0 (12,5; 41,0)
MecAleB). Y BceX 8§ OOJBHBIX € LEHTPHIOOYIspHOUM sMPpuzemoid, 21 u3 22 GOJIbHBIX C
yTOJIIIEHUEM CTEHOK OpoHXoB U 3 u3 4 OOJBHBIX € OpOHXOIKTa3aMu U
Ooponxuonosktazamu KT-kapTuHa Oblia CTAaTUUHOM.

Y 2 w3 4 mNanMeHTOK C JIOKAIBHBIMU IEHTPUIOOYISAPHBIMH OdYaraMud M
BO3AYIIHBIMHM  JIOBYIIKAMH»,  4YTO  OBUIO  pACIEHEHO  KaK  TPOSBICHUE
UMMYHOOTIOCPEIOBAHHOTO OpOHXHMOJIUTA, HAOII0Janu O0paTHOE Pa3BUTHE JIETOYHOTO
nopaxenuss. O0e wu3 Hux wumenn I[IBX-AUI' u nonywaniu neuenue ['KC wu
azarnonpuHoM. Y 1 mamuentku c¢ [ICX HaOmomand penuaIuBHPYIONISE TEUCHUE
OpOHXHOJIMTA TIPU OTMEHE UMMYHocyIpeccuBHOM Teparnuu ['KC u azatnonpuHOM.

[Iporpeccupytromiee mopaxkeHue OpOHXUATBLHOTO JEpeBa, MPECTABICHHOE
XPOHUYECKUM OPOHXHTOM, OPOHXHOJUTOM M OpoHxo3kTazamu, Habmoganu y 1 (3,7%)
u3 27 nanueHToK. OCOOCHHOCTH TEYEHUS MOPaKEHHs JIETKUX y JAaHHOW MaIlMeHTKU
NpEe/ICTaBIIEHbI B KIMHUYECKOM HaOJI0IEHUU.

Knunuueckoe naoniwooenue 4.

Ilayuenmka E. 52 nem, epau-mepanesm. Cuumaem cebs ooavhou c¢ 2010 e.,
K020a  NOABUIUCL — NOBMOPAIOUWUECS  ONU300bL  3AMPYOHEHHO020  ObIXAHUA U
NPUCMYNO0OPA3HO20 KAWL C OMXONCOCHUEM 6A3KOU CMEKI08UOHOU MOKDOMUL.
Ilayuenmka  camocmosamenvHo  NpUMEHANd  CANbOYMAMONL — Npu  NOsAGIeHUU
BbIULEYKAZAHHBIX CUMNMOMO8. B cenmsabpe 2012 2. enepsvie ommemuna nosieieHue
KOJICHO20 3y0a, apmpancull u 8blpadiceHHol obwell ciabocmu. B okmsaope 2012 2. bviia
20CNUMANU3UPOBAHA 6 CMAYUoHap no mecmy ocumenvcmea. Illpu nabopamopHuvix
UCCIe008AHUAX KpOBU 00pawano Ha cebs 6HUMAHUE NOBblUeHUEe AKMUBHOCHU
mpancamunas 0o 18 BI'H, I'T'T — 0o 5 BI'H, II]® — 0o 2 BI'H, ypoeus obweco beaxa —
0o 91 2/n, npu Y3U opeanos oOprownol nosocmu HAOAOOAIU 2eNAMOME2AIUI0 U
aboomunanvryio aumgadenonamuro. B ¢espane 2013 2. énepsvie bvlia 0bciedosana 6
Knunuxe um. E.M. Tapeesa. Ilpu nabopamoprvix ucciedo8aHusix Kposu Habmooaiu

nosvluleHue YpoeHs eamma-nooyaunos 0o 29,6 2/n, enepavie ovliu obHapyicenvr AMA-
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M2 6 ouaernocmuuecku snauumom mumpe. Kecmxocmv neuenu npu daacmozpaghuu
coomgemcmeosana Guoposy neuenu 3 cmaouu. llpu KT OI'K 6viiu obHapysceHbl
npu3HaKu OpOHXUMA u OPOHXUOIUMA, YMOAUEHUE BHYMPUOOTILKO20 U MEHCOOTbKOBO2O
UHmMepCcmuyus nNPeuMyuecmseeHHo 6 6a3anbhblx ceemenmax aeekux. Ilpu cnupomempuu
HAO00anU 00pPaAMUMy0 OPOHX00OCMPYKYUIO J1e2KOU CMeneHuy Ha YPoeHe OUCMAIbHbIX
omoenog bponxos. llo pezyrvmam obcredosanus enepgvle dvll ouacHocmuposar 11bX-
AU ¢ eHeneueHOUHbLIMU NPOAGIEHUAMU: COYEMAHHLIM NOPANCEHUeM  JIe2KUX,
npeoCcmasieHHbIM nopaxcenuem OucmanbHvlx oporxos u UIIJI, u nonuneiiponamuei.
llocne nauana neuenuss I'KC, azamuonpunom u YIXK wmabrwooanu umopmanuzayuro
akmusnocmu  AJIT, ACT, ITT u I®, peepecc eunepeammaenodyrunemuu. Ilpu
nociredyrouwieM  HAOMOOEHUU  OMMeuYanu  pecpeccCuposanue  UHMepCmUyUdIbHbIX
U3MeHeHUll 6 0Oa3aNbHbIX Ce2MEeHmax JieeKux, HO YyeeludeHue KOoauyecmed 04azo8
OpOHXUOIUMA U PA3ZMEPO8 OPOHXOIKMAZ08, NPOCPECCUPOBAHUE OPOHXO0OCMPYKMUBHBLX
Hapywenuti no OaHHvlM cnupomempuu. [Ipu HeoOHOKpamHvIx 00C1€008aHUAX, 8 MOM
yucne ¢ npuMeHeHuem OPOHXOAIbBEONAPHO20 N1asadxcd, Dbl UCKIYeH UHGEeKYUOHHbLU
eene3 oOpouxuonuma. Ilpumenenue uneanayuonnvix I'KC 6 couemanuu c f2-
A2OHUCMAMU NO3B0IUNO OOCMUYL KOHMPOJIS PECRUPAMOPHBIX CUMNIMOMOS.

B mnpencraBieHHOM HaOMIONEHUM CHMITOMBI, OOYCIIOBIICGHHBIE TOpPaXECHUEM
OponxuanpHoro gepeBa u HWIIJI, mnpenmiecTBOBaIM TOSBICHUIO KIMHHYECKUX
CHMITOMOB TI€YEHOYHOI'0 TOpaXXE€HWsi W cTalu TepBbiM mposiieHueM [IBX-AUT.
HecmoTpst Ha mnpoBOAMMYI0O HWMMYHOCYNPECCHUBHYIO TEpamuio OPOHXHOIUT HUMEN

IIPOrpeCCUpPyromec TCYCHUC.

3.4.3. OuaroBoe nopa:keHue Jerkux

OugaroBoe moOpakKeHHWE JETKUX ObLIO auarHoctupoBano y 24 (13,7%) u3 175

narueHToB. LlenTpunoOynsapueie odaru, ooHapyxeHHbIe Y 4 (2,3%) u3 175 manueHTos,

KJIaCCI/ICI)I/IL[I/IpOBaJ'H/I KaK IIOPa>XCHUC NHCTAJIbHBIX 6pOHXOB N OYaroBbIM ITOPAXKCHHCM
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He cuntanu. Ouarosoe nopaxenue B pamkax OII, CIIIII nu H-UILJI Takke yuntsiBanu
OTJEIBHO.

B rpynmne u3 24 nmanpeHToB ¢ o4aroBbiM mopaxenuem 9 (37,5%) O0nbHBIX HMETTH
I16X, 5 (20,8%) — IIBX-ANI, 4 (16,7%) — AUT', 3 (12,5%) — [ICX-AUT", 3 (12,5%) —
[ICX. OuaroBoe nopaxeHue ¢ CONOCTABUMOM YaCTOTON OOHApY>KMBAJIM y MAlUEHTOB,
nmeBmux 16X u ITBX-AUT (15,1%), u nanuentos ¢ apyrumu A3II1 (12,2%), paznuuus
B YacTOTe BbIsBICHHS He ObLIM 3HaunmMmbl (P=0,583). Yacrora 04aroBoro mopakeHwHs

npu A3II npexacrasnena B Tabnuie 36.

Tabnuna 36 — YacToTra 04aroBoro mopaxe€Hus JErkKux

Bcee IIbX IICX AN’ IIbX-AUT" | TICX-AUT
narentel | (N=77) | (n=21) | (n=41) (n=16) (n=20)
(n=175)
OuaroBoe 24 9 3 4 5 3
HopakeHne (13,7 %) | (11,7%) | (14,3%) | (9,8%) (31,2%) (15,0%)
JICTKUX

BONBIIMHCTBO MAIMEHTOB C OYAarOBBIMHM TMOPAKEHUSMH COCTABJISUIM KEHIIUHBI
(n=21, 87,5%), cpemuuii Bo3pact coctaBun 42,3 + 14,3 ner. He ObLIO 3HAYMMBIX
pa3uuuii B BO3pacTe MAIMCHTOB C OYaroBBIM IOpakeHneM 3 0e3 TakoBoro (42,3 *
14,3, u 40,6 £ 16,1 ner, coorBerctBeHHo, p=0,631), a Takke pacIpPOCTPAHEHHOCTH
JAHHOTO BapuaHTa NOPAXKEHHS cpead MyxunH U keHmwuH (11,5% wu 14,1%,
COOTBETCTBEHHO, p=0,727), y KypuibIIMKOB U HUKorga He KypuBmux (10,0% u 14,5%,
COOTBeTCTBeHHO, p=0,771).

OuaroBoe mopakeHUE OBUIO TPENCTABICHO OdYaraMy COJHMIHOTO Tuma y 16
(66,6%) n3 24 mauueHToB, OYaraMu HU3KOW PEHTI€HOJOTMYECKON MIOTHOCTH MO THUILY
«MatoBoro crekina» — y 6 (25,0%) u coderaHueM OOOWX THUIIOB MOPAXKCHHA — y 2
(8,4%). Cpennuit pa3mep COMUAHBIX odaroB coctarisul 5,1 + 1,5 MM, odyaroB mo Tuimy
«MaToBOro crexiaa» — 12,0 + 2,2 mm.

MHoroouaroBoe nopaxenue umenu 15 (62,5%) u3 24 nauuento. Ouaru umenu

JBYCTOPOHHIOIO JIoKau3anuio y 7 (29,2%) u3 24 manueHToB, OJHOCTOPOHHIOK — y 17
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(70,8%) u3 24 manmenrtoB. [lepuwmumdarnyeckoe pacrojiokeHue Haomomam y 10
(41,7%) u3 24 naiueHToB, ciydaitHoe pacnonoxenue —y 14 (58,3%) u3 24 nanueHToB.

CriekTp 1 yacToTa BapuaHTOB OYaroBOro Mopa)xxeHus npeacrasieHbl B Tabnuue 37.

Tabnuua 37 — CriekTp U 4acToTa BApUAHTOB OYAroBOI'O MOPAXKEHUS JIETKUX

XapakTepucTHUKa 04aroBbIX opaxenui | Bceero I[IbX | TICX | AUT I1BX- [CX-
(n=175) | (n=77) | (n=21) | (n=41) | AUl AUT
(n=16) | (n=20)
ITo mmotHOCTH COJIMTHEBIE, 16 7 1 4 3 1
n (%) (9,1%) | (9,1%) | (4,8%) | (9,8%) | (18,8%) | (5,0%)
0 TUTLY 6 2 2 0 2 0
«MaToBoro crekia», | (3,4%) | (2,6%) | (9,5%) (12,5%)
n (%)
00a BapuaHTa, 2 0 0 0 0 2
n (%) (1,1%) (10,0%)
[To komm4ecTBy eIMHUYHEIE, 9 5 1 1 2 0
n (%) (5,1%) | (6,5%) | (4,8%) | (2,4%) | (12,5%)
MHOYECTBEHHEIE, 15 4 2 3 3 3
n (%) (8,6%) | (5,2%) | (9,5%) | (7,3%) | (18,8%) | (15,0%)
ITo noxanusanuu OJIHOCTOPOHHHUE, 17 8 1 2 5 1
n (%) (9,7%) | (10,4%) | (4,8%) | (4,9%) | (31,3%) | (5,0%)
JIBYCTOPOHHHUE, 7 1 2 2 0 2
n (%) (4,0%) | (1,3%) | (9,5%) | (4,9%) (10,0%)
ITo ciTyJaitHoe, 14 5 2 2 2 3
pacrpocTpaHEeHUIO n (%) (8,0%) | (6,5%) | (9,5%) | (4,9%) | (12,5%) | (15,0%)
nepuMMQpTaTh- 10 4 1 2 3 0
yeckue, N (%) (5,7%) | (5,2%) | (4,8%) | (4,9%) | (18,8%)
Oyaru CoJIMIHOTO TUIIA UMEJIH JIBYCTOPOHHIOIO JIOKJIM3aIuio B 5 u3 18 ciydaes,
JluccemuHarss WMella OrpaHWYCHHBIM Xapakrep y 3 TManmWeHTOB ©  Obuia

pacrpocTpaHeHHON y 2 mnanueHToB. Ouvaru Mo TUIY «MaTOBOTO CTEKJIa» HMEIU
JIBYCTOPOHHIOIO JIOKAJIU3AIMI0 B Mpeaesnax | cermMeHTa B KaXJOM JIETKOM Yy 2 u3 8
MalUEeHTOB.

B 11 (45,8%) u3 24 nabmioeHnii 04aroBble MOPAKEHHUSI COYETAITUCH C IPYTUMH
BapUaHTAMU MOpaxeHus Jerkux. OJaroBble MOpaKeHHs J0OOOro0 TUIA 3HAUYUMO Yallle

JMArHOCTUPOBAIM Yy MAlMEHTOB, UMEBIIUX COYeTaHHOE nopaxkenue yerkux (40,7% u

8,8%, p<0,001).
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Y 20 (80,0%) u3 25 mamMeHTOB C OYaroBbIM MOPAXKEHHEM pPECHHpPATOPHBIC
cUMITOMBI oTcyTcTBOBaH, 5 (20,0%) marueHToB MMEId CHMITOMBI, 00YCIOBICHHBIC
HAJIMYUEM JIPYTUX BAPUAHTOB MOPAYKEHUS JICTKHUX.

Hunamuka KT-kapTuHbl ovaroBoro mopaxeHusi Obuta mpocnexeHa y 11
nareHToB: 'y 7 (63,6%) w3 HMX KOJMYECTBO M pa3Mepbl OYaroB OCTABAIKChH
HenmsMeHHbIMH, y 4 (36,4%) ouarm yMEHBIIAIUCh B pa3Mepax MM IOJHOCTHIO
perpeccupoBaii. ECTeCTBEHHOE TEYEHHE OYaroBOTO MOPAKCHHS MUMEIO MECTO y 5
(20,8%) u3 24 manmentoB. B 19 (79,2%) ciydasx 10 BBISBICHHS JICTOYHBIX OYaroB
HNPOBOJMIM HMMMYyHOCYyNpeccuBHy0 Tepanuio (cuctemuble 'KC y 19 manmeHTOB,

A3aTUOIIPHUH — Y 13 HaIII/IeHTOB) 110 ICYCHOYHBIM MJIM BHCIICYCHOYHBIM IIOKAa3aHUAM.

3.4.4. llopakeHue MieBpbI

[lopaxenue mieBpbl ObLIO TUAarHocTupoBaHo y 6 (3,4%) u3 175 mauuentos. Bee
OoJIbHBIE OBLIN JKCHIIMHAMU, UX CpeaHUl Bo3pacT coctaBmia 48,2 + 10,2 net. 13 Hux 3
umenu IIbX, 1 — IIBX-AUI, 1 — AUI, 1 — TICX, He OBLIO AMArHOCTUPOBAHO
wieBputoB y 60ipHBIX [ICX-AUI. Yacrora meBpura npu Bcex A3II, kpome [ICX-
AMUT’, Op11a coroctaBuMoi. BoBieueHre meBphbl ObUIO TPEICTABICHO YKCCYIATHBHBIM
IUIEBPUTOM y 2 MAIMEHTOK M CYyXUM IUIEBPUTOM y 4 manueHToK. CHeKTp M 4YacTtoTa

BapUaHTOB MMOPAXEHHUS TUICBPHI MpecTaBiieHbl B Tabmuie 38.

Tabnuna 38 — CriekTp 1 4acToTa BapHaHTOB TOPAXKEHUS TIICBPHI

Bcee I[bX | IICX AUT IbX- | TICX-
narentsl | (n=77) | (n=21) | (n=41) | AUl AUT
(n=175) (n=16) | (n=20)
DKCCYIaTUBHBIN 2 2 0 0 0 0
wieBpuT, N (%) (1,1%) | (2,6%)
Cyxoil mieBpur, 4 1 1 1 1 0
n (%) (2,3%) | (1,3%) | (4,8%) | (2,4%) | (6,3%)
Bcero, 6 3 1 1 1 0
n (%) (3,4%) | (3,9%) | (4,8%) | (2,4%) | (6,3%)
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OkccynatuBHblM miieBpuT umenu 2 OonsHble ¢ [IBX u OIl. B nmepBom ciyuae
BBITIOT 00BeMoM 250-300 mi1 JioKanu3oBalics B TMpaBoM pebdepHO-auadparManibHOM
CHUHYCE, BO BTOpOM ciydae BbIMOT oO0bemoMm 150-200 mu pacrmonaraics B JIEBOM H
paBoM pedepHo-auadparMaibHBIX CUHYCaX. Y 000MX MAllMEHTOK Pa3BUTHE IJIEBPUTA
copnasio no BpeMeHu c gedtotom OIIl. 3onbl mopaxenus nerkux npu OIl umenu
CyOIUIeBpaJIbHYIO JIOKANIM3alMI0 B 00oux ciydasx. [Ipu kinHHueckoM oOcieqoBaHUU
OTMEYAJIM JIUXOPAJKYy M MaJONPOAYKTUBHBIN Kamienb, oOycnoBiaeHubie OII, u
ocjiabJieHUe JbIXaHUsI TIPU AaCKYJbTAllMM B TPOCKIUU 3aJHE-0a3aJIbHBIX OTAeIax
JIETKUX. DKCCYJATUBHBIA TUICBPUT COXPAHSIICS HA MPOTSHKEHUHM OCTPOM (pa3bl TeUeHUS
OIl u npereprnieBan obpatHoe pazButhe Bmecte ¢ OIl mocne nayana nedenuss ['KC u
a3aTHONPUHOM. PelInBOB MIIEBPAIbHOTO MOpPaXXeHUs He ObLIO B 00oux cirydasx. [Ipu
TOPAKOCKOITMYECKON  OWOTNCUU  JIETKOTO y TMEpBOM  TAIlMeHTKH, HaOJIIoAaIu
CKJIEPO3UPOBAaHUE BHUCLEPAIbHOW IUIEBPHI, NpUiexaler K oO0JacTH MOpakKeHUs
NapEHXUMBI JIETKUX.

VY Bcex 4 manueHTOK, UMEBIINX CYyXOW IIJIEBPUT, MOpakKeHUE OBUIO ClydyalHOU
Haxoakou pu KT OI'K u npotekano 6eccumntomMHo. B mepBom ciydyae y marueHTKH ¢
I[IbX w H-UIIJI waGmroganu yToJdIMICHHWE NapUETANbHOM IUIEBPHI, NpUIICKaIIeH K
MOpaXEHHBIM CETMEHTaM 000uX JieTkuX. Bo BTopom ciyuae y maruentku ¢ [ICX u OI1
MUMEJI0 MECTO YIUIOTHEHUE MEXKIIO0JIEBOM TUIEBPHl 000uX Jerkux. B TpeThem ciydae y
naniueHTkn ¢ [IBX-AWUIT u OpoHxuonuToM HaOMIOAANM JIOKAIHHOE YILUIOTHEHHE
MapueTaJbHOM IUIEBPHI MPABOTro JErkoro. B uerBeproMm ciyyae y nauueHntku ¢ AUIL, He
UMEBIIIEH JPYrHX JETOYHBIX TOpPAXKEHUW, HAOIIONANM YIUIOTHEHUE MEXI0JICBOM
TJIEBPHI JIEBOTO JieTKOro. Bo Bcex HaOMIOEHUAX, KPOME BTOPOTO, MOPAKEHUE TIIICBPHI

perpeccupoBalio B pe3ysibrate UMMyHocynpeccuBHoi Tepanuu 'KC u azatuonpunom.

3.4.5. llopa:keHue JUMpaTHIECKHX Y3JI0B CPEOCTEHHS

MenuactunanbHass nuMm@ageHonatus Obuia BbisiBieHa y 23 (13,1%) uz 175

narnuerToB. U3 vux 18 (78,3%) umenu [16X, 3 (13,0%) — [IBX-AUT, 2 (8,7%) — I1CX.
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PacnipocTpaHeHHOCTh MeIMACTUHANBHON JIMM(aZeHonaTuu y 001bHbIX, UMeBIINX [1BX
u [IBX-AUT (22,6%), npeBsitiana TakoByto B rpymme 6ompHbIX [ICX (9,5%), paznuuus
ObuTH cTaTHCTHYCCKU 3HaurMbIMU (p<0,001).

Y 20 (87,0%) w3z 23 manuentoB HaOmomanu WIUIL y 3 (13,0%) mamueHTOB
MeauacTUHaNbHas JuMdaneHonaTusi mpoTekaia H30JupoBaHHO. YacTora mopaxxeHus

muMmpatryeckux y3noB cpefgoctenus npu A3Il npeacrasnena B Tabmune 39.

Tabnuua 39 — Yactora MenuactuHaibHOM nuMdanenonatuu npu A3I1

Bce IbX [ICX | AUl [MbX- [1CX-
narentel | (N=77) | (n=21) | (n=41) | AUl AUT
(n=175) (n=16) | (n=20)
B pamkax UIJI, 20 16 1 0 3 0
n (%) (11,4%) | (20,8%) | (4,8%) (18,7%)
N3onupoBanHas, 3 2 1 0 0 0
n (%) (1,7%) (2,6%) | (4,8%)
Bcero, 23 18 2 0 3 0
n (%) (13,1%) | (23,4%) | (9,5%) (18,7%)

B rpynme OGonpHBIX ¢ TOpaxeHHEM JTUM(ATUYECKUX Y3JI0B CPEAOCTEHHUSA
npeobnananyu xxenmuubl (N=21, 91,3%), cpennuii Bo3pacT maueHToB cocTaBui 41,7 +
12,2 nmer. He ObutO pa3nauyuii B Bo3pacTe y MAIlUCHTOB, UMEBIIUX MEJIHACTHHAILHYIO
nuMdaaeHonaTuo, U3 y TanueHToB 0e3 TakoBor (41,7 += 12,2, u 40,7 + 16,4,
COOTBETCTBeHHO, P=0,793), B pacnpoCTPaHEHHOCTH [TAHHOTO BapUaHTAa IMOPaKEHUS
cpeau Myx4uH U keHiuH (7,7% u 14,1%, coorBercTBeHHO, p=0,535), Y KypHIbIIHKOB
u Hukoraa e kypusmux (10,0% u 13,8%, cootBeTcTBeHHO, p=0,77).

PeructpupoBanu BoOBIeUYEHHE MapaTpaxeadbHBIX TUMdaTHUecKuX y3imoB y 14
MaIMeHToB, OMpypKAIMOHHBIX — Yy 11 ManueHToB, mapaaopTadbHbIX — y 6 MalMEeHTOB,
HaganadparMagbHbIX — y 6 TMAlMEeHTOB, OPOHXOMYJbMOHAJIBHBIX — Yy 4 MalMeHTOB,
MpenepuKapaAualibHbIX — Y 3 MalMEeHTOB, CyOKapUHApHBIX — y 2 ManueHToB. Pa3mepsl
YBEIMYCHHBIX JMMpaTrueckux y310B BapsupoBamu ot 10 mo 30 mm, ngocturas
HanOoNbIMX 3HaYeHW y manumentoB ¢ CIIUJI. V 22 (95,6%) w3 23 manueHTOB ¢

MeIHACTUHAIBHON nuMdaaeHonaTue JUMQpaTAYECKUE Y3JIbI HMENIH OJHOPOAHYIO
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CTpyKTYypy, y 1 mammmentku ¢ CIIIJI, BepudunmrpoBaHHbiM MOP(OIOTHUECKU, UMETUCH
KaJIBIIMHATHI, JTIOKATH30BAaHHBIC B IIEHTPATLHON 00JIACTH TOPAXKEHHBIX TUMPATHICCKUX
y3JI0B. YBEIUYCHHBIC TUM(PATHICCKUE CPEIOCTECHUS 00Pa30BhIBAIM KOHTJIIOMEPATHI Y 2
nanueHTok ¢ CIIIJIL. Ilpu mocnenyromem nHabmoneHuu 3a 19 manuentamu mpu KT
OI'K wnabmtomanu yMeHbIIIEHHE pa3MepoB duMmdarudeckux y3imoB y 13 (68,4%)
MalKUEeHTOB, COXpaHEHUE MPEKHUX pa3zMepoB — Y 6 (31,6%) nanueHToB.

['ucTonornyeckue WCCACAOBAHMS MEAMACTHHAIBHBIX JIMM(ATHYeCKUX Y3JI0B
BBITIOJHSIM Y 4 MalMEeHTOB, BO BCEX CIydasX OBbUIM BBISBJICHBI MHOXCCTBECHHBIC
HEKa3€03HBIC AMUTCIMOUTHOKICTOYHBIC TPAHYJIEMbl, CYOTOTAJIEHO 3aMeIIaloNIue TKaHb
TuM(paTUYECKOTO y3Ia.

Cpenu 23 narueHToB ¢ MeauacTHHaIbHOM uMpanenomnarueii 20 (87,0%) umenn
yBEJIMUCHHUE JIMM(ATHUCCKUX Y3JI0B OPIONIHOW TOJOCTH (IPEUMYIIECCTBEHHO, BOPOT
neuenn), 2 (8,7%) — HaakmOYMYHBIX JuM@aTnueckux y3i0B, 1 (4,3%) — maxoBBIX
muMparudeckux y3ios, 1 (4,3%) — 3a0promnHHbIX JuMdaTudeckux y3ios, 1 (4,3%) —
MNOJIMBIIIIEYHBIX  JTUM(ATHYECKUX y3JI0B. MenuacTUHaNbHYIO JIUMQaJaeHONaTHIO
3HAYMMO Yallle JUArHOCTUPOBAIN Y OOJIbHBIX, UMEBIINX YBEIIMYEHUE BHYTPUOPIOIIHBIX
mumparudeckux y3moB  (24,1% u 3,3%, p<0,001). V Bcex mammeHTOB, MMEBIIMX
yBEIMUEHUE JIUMQPATHUYECKUX Yy3JI0B, HE OTHOCAIIUXCS K a0JOMUHAIBHBIM WM
MeIMacTUHAIBHBIM, Ob110 Mopdoaornuecku nmoaTeepkaeHHoe CIITTII.

[Nopaxenue nuMdaTHYECKUX Y3JI0B CPEIOCTEHUSI 3HAUUMO 4aille 0OHapyKUBAIN
y naruenToB, umeBmux UIJI (47,6% u 2,3%, p<0,001), u y manmmentoB, kotopsix A3l
MaHH(eCTHpOBaIH JIerouHbIMU nopaxkeHusMH (88,9% u 9,0%, p<0,001). B ctpykType
BapuantoB UIIJI y mamueHTOB ¢ MemuacTHanbHOW JuM@aaeHonaTtuend mpeodaamaaio
CIIT (n=12, 60,0%), menee pactpoctpanensl 0putn OIT (n=4, 20,0%), HCUII (n=2,
10,0%) n H-UTJI (n=2, 10,0%), pa3muuus Obutn cratrctidecku 3Hauumbl (p=0,003).
Paznmuuuit mo yacToTe BBISIBICHUS MEANACTHHAIBLHON JTMM(aICHONATHH Y TAIUEHTOB C
MOpaKCHUEM JIUCTAIbHBIX OpPOHXOB W 0e3 TakoBoro He Obuto (11,1% wum 13,8%,

COOTBETCTBEHHO, p=0,8). ¥V MmanneHToB ¢ COYECTAHHBIM MMOPAKEHUEM JIETKUX MOpaKeHUe
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MEIMACTUHAIBHBIX JTUM(aTHYECKUX Y370B oOHapyxuBanu dame (25,9% u 10,8%,
cootBeTcTBeHHO, p=0,056).

N3onupoBanHoe yBenuueHue TuM(PaTHYECKUX Y3JI0B CPEAOCTCHUST HAOII0amu y
1 nmanmenta ¢ [ICX u 2 manuenTok ¢ IIBX. ¥V Bcex u3 HUX Takxke ObUIO OOHAPYKEHO
yBeIu4YeHUuEe JIUM(PATUYECKUX Y3J0B Te€NaTOAYOJEHAIbHON CBSI3KU 0€3 BOBJICUYCHUS
nuM(aTHYECKUX Y3JI0B IPYTUX aHATOMUYECKUX TPYIIII.

VY nepBoro nanuenta 44 ner, umenimiero [ICX Ha craguu KOMIEHCHPOBAHHOTO
IIT B coueTaHuu C SI3BEHHBIM KOJUTOM W XPOHUYECKUM ayTOMMMYHHBIM THPEOJIUTOM,
HAOII0JIaT  YBEJIMUCHHE HaJauadparMaibHbIX JUMGATUUECKUX Y3J0B A0 12 MM. Y
Bropoii marnueHtku 54 ner c¢ [IBX ©Ha cragum xommnencupoBanHoro IIIT 6e3
COMYCTBYIONIUX ayTOMMMYHHBIX TOpaXeHU OBUIO OOHApYXEHO yBEJIUYCHUE
nuMdaTudecKkux y37a0B O ypKaIMOHHONW U TapaTpaxeaibHOW rpynmsl 10 12 u 11 mwm,
COOTBETCTBEHHO. J[MHaMuKy nuM@ajeHonaTiu y O0OOHWX IMAIlMEHTOB MPOCIEAUTh HE
ynanock. OcCOOCHHOCTH TEUEHHS MEAUACTUHAIBLHONW JHUMQaIeHONATUU y TpeThen
MAIMCHTKH MPEJCTaBICHbI B KIIMHUYECKOM HAOJIIOICHUH.

Knunuueckoe naoniwooenue 5.

YV nayuenmxu T., 53 nem, onumenvrno cmpaoasweti [IbX 6 couemanuu ¢ «cyxum»
CUHOpOMOM, TuUMGbadeHonamusi cpedoCmenus U OPIOWHOU NOJOCMU CMALA CAYYAUHOU
HAxXo0KoU npu HaAOI00eHuu no nosody 3abonesanus neuenu 6 gespane 2018 e.. Ilpu
nocneoyiowem 0bcedosanuu, HanpaeieHHoOM Ha UCKTIOYeHUE
numponponugpepamusrnoco  3ab0ne6anusl, npu  NO3UMPOHHOU  IMUCCUOHHOU
momoepagpuu  HabroOaIU yeenuweHue memaboausma paouopapmnpenapama 8
qumMpamuyeckux — y3uax — 2enamooyoO0eHANbHOU  C6A3KU U NPenepuxkapoOUaibHbIX
numepamuyeckux ysaax. Ilpu eucmonocuyeckom ucciedo8anuu TUMGamuueckux y3ioe
Mano2o canrbHuKa ObLIU O0OHAPYIHCEeHbl Hecneyupuiyeckue peakmueHvle UMEHEeHUs 8O
8cex  UCCNe008AMHBIX  AUMDAMUYecKux  y3iax,  2UCMONIO2UYECKUX  NPUSHAKOS
numehonponugpepamuenozo  3abonesanus 0OHapysxceHo He Ovlio. Ilpu  nepsotl
eocnumanuzayuu 6 Kaunuxy um. EM. Tapeeea 6 mae 2018 2. npu KT OI'K

Onpedensiiocy  yeenuyeHue HaoouagpazcmaibHulx u npenepurapoUaIbHblxX
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TuM@amuueckux y3108 00 14 mm, npu nosmopnou cocnumanuzayuu vepes 1 mecayes 8
Hos0pe 2018 2. ommeuanu cnoHmaHHoe yMeHbUeHUe pasmepos IUMPamuyecKux Y3108
mex oice epynn 0o 11 mm. Ymenvuenue pazmepos mumgamuieckux 3108 npoucxoouio
O0O0HOBPEMEHHO C YMeHbUeHUeM 1ab0pamopHblX NPOsAGNeHUll X01eCmas3a 6 pe3yivbmame
nevenuss VXK. Jlumgaoenonamus cpedocmenus y OaHHOU HAYUeHMKU Oblid

pacyeHera KakKk 6HeNne4eHO4YrHoe nopasritCeHue 6 pamKkax IIEX.

3.4.6. Tpom003MO0JIMs1 BeTBel JIErOYHOW apTepun

TOJIA Owma aumarHoctupoBana y 3 (1,7%) u3 175 maunuenToB. BeHosHble
TPOMO03MOOINH coCTaBisIM 4eTBepTh (25,0%) OT BceX BEHO3HBIX TPOMOO30B JIH0O0M
nokanu3anuu (N=12), TnarHOCTUPOBAHHBIX B 00IICH KOropre marueHToB. Bee OonbHbBIE
ObLTN KeHIMHaMU B Bo3pacTe 48, 69 u 68 net. [lepsrie 2 u3 Hux umenu [1bX, TpeThbs
ctpagaia AUI. Hu y ongnoit w3 mamuentok He Obuio ADC 1 HaAcIEACTBEHHBIX
TpoMOopmnnii. Bo Bcex chywasx HaOm0Iamud TOpa)K€HUE CErMEHTApHBIX BETBEH
neroyHoi aptepuu. OCOOEHHOCTHM TEUEHHS JIETOYHBIX BEHO3HBIX TPOMOOIMOOIUM
U3JI0’KeHbI B HaOmonennn Nel U B AByX HAOMIOACHUSX, MPEACTABICHHBIX JIaJiee.

Knunuueckoe naoniooenue 5.

Ilayuenmka Bb. 68 nem, OaumenvHoe 8pemsi cmpaodala apmepudalbHoll
eunepmeHn3uet, 0XCUpeHUueM, HCeIYHOKAMEHHOU 0one3Hblo. 3abonena ocmpo 8 mapme
2018 2., ko20a nosisunUCcy 00bIUKA 8 NOKOE, DOIU 8 NPABOLL NONOBUHE 2DYOHOU KIeMKU U
CYXou Kauielb, OblIa 2OCNUMATUZUPOBAHA 8 CIAYUOHADP No Mecmy dHcumenbcmed. Ilpu
KT OI'K ¢ 6Hympugennvim KOHmMpacmuposanuem Ovliu 8bis61eHbl CUMNIMOM MO3AUYHOU
JIe20YHOU nephy3uu, penaxkcayus npasoco Kynoia oua@pazmel, pacuiuperue cmeoid
Jle204HoU apmepuu, oOepekmvl KOHMPACMUPOBAHUS CEe2MEeHMApPHbIX 8emeell Npagou
JIe204HOU apmepuu 8 CpeOHel U HUMCHeU 00X npagozo nezckoeo. Obpawano na cebs
BHUMAHUE HAIuyue 2enamome2anruu, nogvluleHue axmueHocmu mpancamunaz oo 30
BI'H u yposHs obuezo ounupydouna cvi@opomru Kposu 00 36,6 MKMOAb/I, yeerudeHue

COD 0o 76 mm/uac. Bvina ouacnocmuposana mpomboIMO0aUs CecMeHMAaAPHbIX Gemaell
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npaeoti 1e2oyHol apmepuu, npPoOOUIU JedeHue HUSKOMONEKYIAPHbIMU 2eNapPUHAMU C
NOJIOHCUMENbHOU KauHudeckou ounamukou. Ilpu obcreoosanuu ¢ Knunuxe um. E.M.
Tapeesa 6 mae 2018 2. nepgvie 6bL10 8bIABNEHO NOBGbIULEHUE YPOBHS 2AMMA-2T100)IUHO8
0o 57.5 o/n, nanuuue anmu-oc/J{HK u AHA ¢ mumpe 1:640, coxpansnoco nogviuieHue
akmusnocmu mpauncamuras 0o 16 BI'H. [Ipu KT OI'K ommeuanu nonoxcumenvHyo
OUHAMUKY 8 6uoe YMEHbUeHUs pa3mepa Cmeoad Je204HOU apmepuu, pezpecc
CUMNMOMA MO3AUYHOU JNe2ouHou nep@ysuu. He Ovlno evisigneno oOpyeux KIUHUKO-
nabopamopHvix  NposAGNeHul, Komopvle Mmo2au 0vl  coomeemcmeosamv CKB.
Pezynomamur  obcnedosanus  noseonunu  ouacHocmuposame AUl evicokotl
akmusHocmu. B pe3ynbmame uMMYHOCYNpeccu@Hou mepanuu ¢ NpuMeHeHuem
NPeOHU30I0HA U A3aMUONPUHA HAONIO0AIU pecpecc 2UNepeammaziooyiuHemMuy u
HOPpMAIU3ayuio Ne4eHoYHbIX 1aO0pamopHulX nokazameinell, 1e20uHvle mpomooImMooiuu
8nociedruem He peyuousUpPoOsau.

Knunuueckoe naonwoenue 6.

YV nayuenmxu II. 6 eo3pacme 48 nem, umesweii yennonsapuyro HCHUII u
oexomnencuposaunvli. L{Il1 6 ucxode I[IFX u anxoconvbHo2o cmeamozenamuma,
MpoMOOIMOONUA CecMEHMAPHOU 8em8lU N1e204YHOU apmepuu pa3euidcs depez 3 2004
nociie nosiieHus Nepevix KIUHUYECKUX NposeieHull 3a001e8aHus neuenu (KOJNCHbI 3)0).
Bosuuxnosenuro mpomb6osmbonuu npeouiecmsosan aiko20NbHblil IKCYecc 8 asaycme
2017 2., ocnodcHUSWUIC pa3gumuem aiK020AbHO20 2enamuma msxiceio20 meyenus, 8
C8A3U C HeM NpoBOoOUNU JleyeHue HNPeOHU30JIOHOM C NONOHCUMENbHOU KIUHUKO-
1abopamopHoll ouHamuxou. B cenmsabdpe 2017 2. y nayuenmxu pazeuics mpomoos
J1amepanbHou NOOKONCHOU 6eHbl J1eBOU PYKU, OCHONCHUBUULCS MPOMO0IMOONUel
CecMeHmMAapHol 8emeu Jne2ouHolu apmepuu npasozo Jaeekozo. Ilpu KT OI'K c
BHYMPUBEHHBIM KOHMPACMUPOBAHUEM HAPAOY ¢ usmenenusmu 8 pamxkax HCHUII (3onvi
«MamoBo2o CMeKIA» U ymoaueHue UHmepCcmuyus 6 0Aa3aIbHbIX Ce2MeHmax neekux) 6 8§
ce2menme npagoco 1e2Kko20 HaAba0anu KIUHOBUOHYIO 30HY KOHCOAUOAYUU C NOJIOCHbIO
pacnaoa 6 yewmpe, NPUNEHCAWYIO WUPOKUM OCHOBAHUEM K Nlegpe, KOmopas

coomeemcmeosana uH(j)ameHOZZ NHEBMOHUU. prweHﬂJzu JHOKcanapur c
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nocneoyroweti Kousepcueu Ha pusapoxcaban. Illayuenmrxa ymepra 6 2019 200y
gcriedcmeue 0CI0HCHeHUl Oekomnencupogannozo L11.

Takum o6Opa3zom, TOJIA Obuia 1e0IOTHBIM MPOSBIECHUEM 3a00JIEBAHUS Y
nammeHtkn ¢ AUI. TOJIA mnpenmiecTtBoBana JETaJIbHOMY HMCXOAY 3a HECKOJBKO
MECALIEB /10 €r0 HACTYIUICHHS, OCJIOXKHASI T€UEHUE KaK JIETOYHOTO, TaK U MEYEHOUYHOTO

nopaxkeHuit y ooboux namueHTok ¢ [1bX.

3.4.7. Jlero4HbI BACKYJIUT

['ucTonormyeckne mnpuU3HAKK BACKyJIWUTa JIETOYHBIX apTepUil Majoro Kaauopa
ObUTH OOHapyXeHBI Y 1 U3 9 MalMeHTOB ¢ BBHIMOJHEHHOW Ouorncuei jerkux. KinHuko-
MOpP(OJIOTHIECKUEe OCOOCHHOCTH TMOPaKEHUS JETKUX Yy JaHHOW OOJILHOW M3JI0KEHBI B
NPE/ICTaBIICHHOM J1ajiee KIIMHUYECKOM HaOII0ACHUH.

Knunuueckoe naonwoenue 1.

Ilayuenmrka A., 51 200, xypuna e meuenue 6 20 nem, OnumenvHoe Gpems
cmpaoana oxcupenuem u apmepuanvHol eunepmensueu. B anpene 2011 2. ocmpo
pazeunucet GedpurbHas IUXopaoka, Kauleib ¢ OmxoNcoeHuem Heboaibulo2o Koauiecmad
npospaunot moxkpomsl u ooviuka 6 nokoe. Ilpu KT OI'K Obiiu 6visigiersl
MHOJMCECMBeHHble 30Hbl KOHCONUOAYUU J1e20YHOU MKAHU 8 000UX e2KUX 6 COUemaHuul ¢
NPABOCMOPOHHUM  IKCCYOAMUBHBIM NAEBPUMOM  MaAlo2o obvema. Hecmomps Ha
IMNUPUYECKVIO  AHMUOAKMEPUATbHYI0 — MEePanuld  HeCKOIbKUMU — Npenapamamu
HabnOan COXpameHue pecnupamopHblx CUMNMOMO8 U YeludeHue niowaou
J1e204H020 nopaxcerus. B utone 2011 2. Ons ymounerus npuyuHsvl NOPAtCeHus J1ecKux
OvlIa B8bINOIHEHA MOopaxKocKonudeckas ouoncus 8 ceemenma Jnegoco nezkozo. Ilpu
2UCMOI02UYECKOM UCCIe008AHUY OUONMAmMa 1e2ko20 Oblia 0OHAPYHCEeHA NOIUNOBUOHAS
CPAHYIAYUOHHAS MKAHbL 6 NpOC8emax OpOHXUOI, albEEOJSAPHLIX X0008 U ANb8eoll,
UHPUILMPAYUSL MEIHCATILEEOIIPHBIX Nepe2opOoOOK IUMPOYUMamu, nAA3MOYumamu u
SUCTNUOYUMAMU, A MAKHCE NOPANCEHUE METKUX apMepuli U apmepuoi, npeocmasieHHoe

nponugepayuett  3Hoomenus U - UHGUILMpayue  UHMUMbL  TUMDOYUMAMU,
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NAA3MOYUMAamMu U  2USAHMCKUMU  MHO20510epHbiMUu  Kiemkamu. Ha ocnosanuu
Pe3VIbmamos  2UCMONI02UYECK020  ucciedosanus ovinio  ouacnocmuposana Ol
IIposoounu neuenue I'KC, nabarooanu nonoicumenvHy0 KIUHUKO-PEHmMeeHO0I02UYECK)YI0
ounamuxy OII, nocne yeeo neuenue I'KC bvino npexpawero. B anpene 2013 2. 6 cea3u c
sozspamom OIl, newenue cucmemuvimu I'KC 6v110 60300H061€H0. B 0exabpe 2013 e.
enepsvie obcredoeana 6 Kaunuxke um. E.M. Tapeesa, npu nabopamopuuix
UCCIe008AHUAX KpoB8U obOpawjano Ha cebs enumanue Haiudue AMA-M2 u AHA c
YUMONIA3Mamu4ecKkum munom ceedenusi 6 mumpe 1:640, nogvluienue yposHs oouge2o
IgM 0o 5 BI'H, P® - oo 70 BI'H, yupxyaupyowux uMMyHHbIX KOMNIIeKco8 — 0o 2 BI'H,
C-PE — 0o 3 BI'H, akxmusnocmu Il]® — 0o 2 BIH, I'TT — oo 4 BI'H. Ilpu
0000c1e006anUU He OblLI0 0OHAPYICEHO MOHOKIOHANbHLIX UMMYHO2LOOVIUHO8 U UX
c80000mnbIx yeneil, AHL[A, kpuoznobynunos, a makice niasmoyumosa KOCMmHo2o mosad,
Ymo NO360JAUNO  UCKIOYUMb  Haduyue NIA3MOKIemOuHblX ouckpasuu, AHIL]A-
ACCOYUUPOBAHHBIX U KPUONLOOYIUHeMUYeckoeo eackyiumos. Illpu ouoncuu neuyenu
OvLIU 0OHAPYIHCEHBI NPUSHAKU XPOHUUECKO20 HEe2HOUHO20 0eCMPYKMUBHO20 XOIAHSUMA
u @uoposa newenu 3 cmaouu. Pezynemamwvr  06credosanus  nozeoaulU
ouaznocmuposams IIBX ¢ eHeneuenouHbiMUu npossienusmMu 6 dedrome 3a001e6AHUS.
Oll, 3xccyO0amuenbim NIe8puUmom U jie204nbiM 8ackyiumom. Ilocne nauana neuenus
I'KC u VIXK Habmooanu obpamHoe pazsumue 8cex 1€204YHbIX NPOSAGLEHUL, NOJHbIU
ouoxumuuecxuii omeem I1BX. Yepesz 9 nem nabarodenus coxpamnsniacy beccmepouonas
peMuccusi 8cex GulUeYKA3AHHbIX Je20UHbIX NOPANCEeHUl, NOPAXNCeHUe NeyeHU He
npo2peccuposalo.

Takum 00pazoM, OCOOEHHOCTHIO JAHHOTO KIMHHYECKOTO HAOIIOIEHUs CTajo
Pa3BHUTHE COUYETAHHOTO MOPAKECHUS JIETKUX, B TOM YHCIIe ¢ (POPMHUPOBAHUEM JIETOYHOTO
BaCKyJIUTa, PEIKOTO BapuaHTa BoBiedeHus Jierkux npu A3Il, y manueHTKy ¢ BHICOKOU
UMMyHoJoTrdeckor akTuBHOCTHIO [IBX, mpoTekamero 6e3 mMe4eHOYHBIX CHUMIITOMOB.
[Tatorenetnueckas tepanuss IIbX mno3Bosmiia JOCTHYD PEMHUCCUU KaK MOPAXKEHUSA

IICYCHU, TaK U JICTOYHBIX nopameHHﬁ.
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3.4.8. CoueTaHnHOe MOpaKeHNe JerKUX

[Toutn y kaxmoro Tperbero maruenta (N=27, 30,7%) BoBJ€UEHHE JETKUX
XapaKTepH30BaIOCh COYETAHUEM HECKOJBKUX BapHaHTOB mopakeHus. C HamOombieit
YacTOTON COYETaHHOE MOpaKeHHE JIETKUX oOHapykuBanu y nanueHToB c¢ [IBX-AUD
(43,8%). Couerannnoe nmopaxenue y manueHToB ¢ [IbX u I[IBX-AUI" o6HapyxuBaiu
3HAYMMO dYallle, 4yeM Ipu Japyrux 3adoneBanusx (23,7% wu 6,1%, p=0,001). Yacrora

couetaHHoro nopaxenus jgerkux npu A3l npeacrasnena B Tabnuie 40.

Tabnuna 40 — YacToTa cOUETaHHOTO MOPAKEHUS JIETKUX

Bce IIbX IICX | AU | IIbX- IICX-
narwentsl | (N=77) | (n=21) | (n=41) | AUI AUT
(n=175) (n=16) | (n=20)
Couerannoe 27 15 1 2 7 2
HopakeHue (15,4%) | (19,5%) | (4,8%) | (4,9%) | (43,8%) | (10,0%)
JICTKUX

Couerannoe mopaxkenue umenud 1 (11,1%) u3 9 myxuun u 26 (33,3%) u3 79

JKCHINWMH C BOBJICUCHHCM JICTKHUX, pPa3/IMUud HMCIIN TCHACHIHNIO K CTaTUCTHUYECKOMU

3HauuMocTH (p=0,083). JlaHHBIEC MO YACTOTE BBISIBICHUS MTOPAYKEHUN HECKOJIBKUX THUIIOB

B 3aBUCHMOCTH OT I10J1a IIpeacTaBieHbl B Tabmuie 41.

Tabnuna 41 — KonnuecTBO BapHaHTOB MOPAKSHUH JIETKUX B 3aBUCUMOCTH OT T10J1a

KosnmuecTBo BapuaHTOB Bce Ilon
IIOPaXXEHUS JICTKUX MalMCHTHI Myxckon Kenckni
(n=88) (n=9) (n=79)
1 61 8 53
(69,3%) (88,9%) (67,1%)
2 19 1 18
(21,6%) (11,1%) (22,8%)
3 7 0 7
(7,9%) (8,9%)
4 1 0 1
(1,1%) (1,2%)
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Bospact namuentoB 0e3 mnopaxeHust Jierkux, ¢ 1, 2, 3 u 4 BapuaHTamu
nopaxkenus jerkux cocrasmia 38,0 (20,0; 49,0), 46.0 (37,5; 56,0), 48,0 (41,0; 52,0),
49,5 (44,0; 53,0) u 47 net, coorBeTcTBeHHO (p=0,325).

BapuaHTbl coueTaHHOrO MOpa)X)EHUs JErkux y 27 MaluueHTOB MPEICTABICHBI B
Tabmune 42. HaubGosiee pacnpoCTpaHEHHBIM BapUAHTOM COYETAHHOTO MOPaKEHUs
nerkux Obuto coueranne WIIJI ¢ mnopaxxkeHueM HIHUCTAIBHBIX OpPOHXOB, KOTOPOE

Habmonanu y 16 (59,2%) u3 27 naliueHToB.

Tabnuua 42 — BapuaHTbl COUETAHHOTO MOPAKEHUS JIETKUX

No [wnaruos, [Topaxxenue HII OuaroBoe [Topaxenue | [Topaxkenue
BO3pacT, JCTAITEHBIX MOPaKCHHE TIJIEBPBI COCYJIOB
oI OpOHXOB JIETKUX JIETKUAX
1 I1BX, Yronuenue OIl - [TneBput Backynut
46 CTEHOK BBITIOTHON | apTepHii
MYKCKOH OpOHXOB
2 I1bX, YTommenne C-UIII | OouH cOMUIHOr0 - -
44, CTEHOK THIIA
YKEHCKHI OpOHXOB
3 [IBX-AWUI', | Lentpu- - OnmuH 1o THITY - -
48, no0ynspHas MaTOBOTO CTEKJIa
YKEHCKHI ampuzema
4 AUT, VYronmienue - - - Tpombo-
67, CTEHOK 3MO0IIHS
YKEHCKUM OpOHXOB BETBEH
JIETOYHOM
apTepuu
5 IIBX-AUT, | - C-UIIJT | Enuanyuneie - -
52, OJIHOCTOPOHHHUE
HKEHCKUH COJIUJTHOTO THUIa
6 [CX, bponxuonur ol - IIneBpur -
44, BbponxoskTassl cyxoM
KEHCKUM
7 IIBX, YTonuieHue HCHUIT | - - Tpom6o-
57, CTEHOK SMO0IUS
KEHCKUM OpOHXOB BETBEU
JIETOYHOMN
apTepun
8 TIICX-AUTI', | YrTommeHue - Onmun no Tumy - -
39, CTEHOK MaTOBOTO CTEKJIa
YKEHCKHI OpOHXOB
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9 I[IBX-AUI', | bpouxuosuut H-UITI | Oqun conuaHoro | - -
52, Bponxo3kTassr THIIA
JKCHCKHH
10 I1bX, Vronmenue C-HUIlI | - -
46, CTEHOK
KEHCKHI OpOHXOB
11 [ICX-AUI', | YTonmenue - JBycTopoHHue - -
23, CTEHOK O4Yaru COJHUIHOTO
KEHCKHMN OpOHXOB THMA C XaOTUYHOU
LenTpu- JOKAJIM3alen
no0ynsipHast
smpuzema
12 I1bX, Vronmenue CIILI | - - -
30, CTEHOK
YKEHCKHI OpOHXOB
13 [1BX, - H-UII | - [TneBpur -
48, CyXOM
JKCHCKHUH
14 AUNT, VYr1ommenne C-UIII | OnuH cOMUIHOrO - -
53, CTEHOK THIIA
YKEHCKHI OpOHXOB
15 IIbX-AUT", | - C-UITJT | Enuanunsie - -
50, OJIHOCTOPOHHHE
JKEHCKUH COJIMIHOT'O THUIIA
16 IIbX-AUI', | YTommeHue OUII - - -
75, CTEHOK
YKEHCKHI OpOHXOB
LenTpu-
n00ynspHas
ampuzema
17 [IBX-AUI', | Bpouxuoaut - OnmuH 1o THITY [TneBput -
53, VYronmienue MAaTOBOTO CTEKJIa Cyxoi
JKECHCKUH CTEHOK
OpOHXOB
18 I1BX, - C-UIJT | OguH coMuIHOro - -
42, THIIA
JKECHCKUH
19 I1BX, bponxoakrazer | C-UII | - - -
48,
JKECHCKHH
20 I1BX, VYTonmienue OIT - - -
34, CTEHOK
YKEHCKHI OpOHXOB
21 I1BX, - HCHUIT | - - Tpom6o-
44, SMO0IHS
JKECHCKHI BETBEM
JIETOYHOM
apTepun
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22 I1BX, VYronmienue OIl - - -
45, CTEHOK
KEHCKUM OpOHXOB
23 IIbX-AUI', | YTommeHue CIILI | - - -
41, CTECHOK
KEHCKHM OpOHXOB
entpu-
no0ynsipHast
smpuzema
24 I1bX, Vronmenue C-HUIlI | - - -
59, CTEHOK
YKEHCKHMN OpOHXOB
25 [1BX, bponxoskrazer | CIIIT | - - -
62,
MYKCKOH
26 [1BX, VYTonuieHue oIl - [TneBpur -
33, CTEHOK BBITTIOTHOMN
YKEHCKHM OpOHXOB
27 [1BX, HenTpu- - Enunuunsie - -
51, no0ynspHas OJIHOCTOPOHHHE
KEHCKUHN smbuzema COJIMJTHOTO TUMA

IIpu coueranHom mopaxenueMm jerkux HWIIJI 3anumano Bemymiee mecto y 11
(40,7%) w3 27 manwmentoB, TOJIA — y 2 (7,4%) u3 27 manMeHTOB, MOPaKEHUE
AMCTaNbHBIX OpoHXO0B — y 1 (3,7%) u3 27 nauuentoB. Y 13 (48,1%) u3 27 naiueHToB ¢
COUCTAHHBIM  TIOPAKEHHWEM  BCE  MATOJIOTMYECKHUE  HW3MEHEHUs B  JIETKHX
XapaKTepU30BAIUCH 0€CCUMIITOMHBIM TE€UECHUEM.

Pecriuparopueie cumnrombl otcyrctBoBamu y 11 (40,7%) w3 27 manueHTOB.
Kammrens naomroganu y 13 (48,1%) narueHToB, B TOM YHCIIE — C OTXOXKICHUEM MOKPOTHI
-y 9 (33,3%) naunuentoB, onpiky — y 14 (51,9%) manuenrtoB, nuxopanky — y 11
(40,7%) mnamueHTOB, IBIXaTCIBHYI HEIOCTATOYHOCTh, TPEOYIOIIYI0 PECHUTApPHON
noaaepxku, —y 4 (14,8%) narueHToB.

ComnocTaBisiii  KIMHAYECKWE ¥ JIA0OpAaTOpHBIE TIOKAa3aTeld y TMalHdeHTOB C
COUYCTAHHBIM MOpaXeHHWeM JIerkux (N=27) W y NAaIMEeHTOB C OJHUM BapUAHTOM
nopaxenus Jierkux (N=61). CpaBHHUTETbHAS XapaKTEPUCTHKA TAIIMCHTOB MPEICTaBICHA
B Tabnuue 43. B rpynmne OOJbHBIX C COUYETAHHBIM MOPAKEHHEM JIETKUX HaOIr0/1alu

OoJiee OOJIBIIYIO JOJIIO JIUI, KYPUBIIMX B HACTOAIIEE BpeMsl uiu mpouuioMm (22,2% wu
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8,2%, p=0,085), crpamaBmux oxuperuem (37,0% u 13,1%, p=0,02), aprepuanbHoii
runeprensueit (51,9% u 31,1%, p=0,064), XbII (33,3% u 16,4%, p=0,095), I[IbX wnu
I[IBX-AUT" (81,5% u 60,7%, p=0,084), ne Obuto mamueHtoB ¢ B3K (0% u 11,5%,
p=0,095). Ilpu HanMMYMU COYETAHHOTO MOPAKEHUS JIETKUX OOHAPYKUBAJU MEHBIINE
3HaueHus1 TpoMOoUMTOB mnepudepudecko kpoBu (187,2 + 63,9 teic/Mka u 210,0 +
109,9 Teic/™MKI, p=0,006) u yamie HaOmomanu kamenb (48,1% u 24,6%, p=0,046),
oapimky (51,9% u 19,7%, p=0,005) u ceponosuruBHocts mo AHA (96,2% u 61,4%,

p=0,001).

Ta6HI/IHa 43 — CpaBHI/ITeJIBHaH XAPaAKTCPUCTHKA MAIIMCHTOB C COYCTAHHBIM
IMOPAKCHHUECM JICTKUX U 0e3 TaKOBOTO

[Toxazarenu Bce manuenTs! ¢ [TareHTH! € [Tatiuents 6e3 p
MOpaKECHUEM COYETAaHHBIM COYETAHHOTO
nerkux (N=88) MOPKCHUEM MOPAKCHUS
aerkux (N=27) aerkux (N=61)
DKenckwuit mo, n (%) 79 (89,8%) 26 (96,3%) 53 (86,9%) 0,265
Bo3spact Hauana 3a0oyieBaHus, 46,2 + 13,7 47,2 + 12,3 457 + 144 0,471
imet, C3 + CO
Kypenue curaper, n (%) 11 (12,5%) 6 (22,2%) 5 (8,2%) 0,085
[TprMeHeHHe TpenaparoB ¢ 10 (11,3%) 1 (3,7%) 9 (14,8%) 0,166
MOTEHIIHAIOM
[THEBMOTOKCHYHOCTH, N (%)
Osxupenue, n (%) 18 (20,5%) 10 (37,0%) 8 (13,1%) 0,02
ApTepuanbHas THIIEPTEH3H, 33 (37,5%) 10 (51,9%) 19 (31,1%) 0,064
n (%)
CaxapHubiii tuabet 2 Tuma, N (%) 10 (11,4%) 2 (7,4%) 8 (13,1%) 0,717
XBIT, n (%) 19 (21,6%) 9 (33,3%) 10 (16,4%) 0,095
Hammaue I[TBX wm ITBX-ANT, 59 (67,0%) 22 (81,5%) 37 (60,7%) 0,084
n (%)
111, n (%) 47 (53,4%) 15 (55,6%) 32 (52,5%) 0,821
bamr no Child-Turcotte-Pugh, 5,0 (5,0; 7,0) 5,0 (5,0; 6,0) 6,0 (5,0; 7,8) 0,083
Me (MKP)
bann mo MELD, Me (MKP) 9,0 (8,0; 13,0) 9,0 (7,0; 10,0) 10,0 (8,0; 14,8) | 0,792
[TpuMeHeHHe a3aTHONPUHA, 36 (40,9%) 13 (48,1%) 23 (37,7%) 0,358
n (%)
[Tpumenenue cucremMunix ['KC, 61 (69,3%) 21 (77,8%) 40 (65,6%) 0,252
n (%)
BHeneueHOUHbIC TTOPAYKEHHUSI 36 (40,9%) 12 (44,4%) 24 (39,3%) 0,654
kpome UITJL, n (%)
B3K, n (%) 7 (8,0%) 0 7 (11,5%) 0,095
DKectkocTh meuenu, klla, 11,0 (7,7; 14,0) 10,8 (5,2; 15,6) 11,3 (8,1;14,0) | 0,564
Me (MKP)
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ODBI1, % OT J0LKHOTO, 100,0 (93,0; 107,5)| 97,0 (83,0; 108,0) |101,0 (95,0; 107,8) | 0,226
Me (MKP)

DXEJL, % 0T 10/DKHOTO, 95,0 (89,0; 105,5) | 98,0 (85,0; 105,0) | 94,0 (89,0; 108,5) | 0,958
Me (MKP)

CyOKIMHHYECKOE 35 (39,8%) 14 (51,9%) 21 (34,4%) 0,123
TeYEHHE TIOPAKEHHUS ITEUCHH,

n (%)

Cyxoii curpom, N (%) 28 (31,8%) 10 (37,0%) 18 (29,5%) 0,62
CycraBHoit cunapoM, N (%) 36 (40,9%) 9 (33,3%) 27 (44,3%) 0,336
Kosxubie mopakenus, N (%) 20 (22,7%) 7 (25,9%) 13 (21,3%) 0,783
Uluxopasxka, N (%) 27 (30,7%) 11 (40,7%) 16 (26,2%) 0,213
Oneimika, N (%) 26 (29,5%) 14 (51,9%) 12 (19,7%) 0,005
Kamens, n (%) 28 (31,8%) 13 (48,1%) 15 (24,6%) 0,046
Karirensb ¢ 0TXOXKICHHEM 16 (18,2%) 9 (33,3%) 7 (11,5%) 0,033
MOKpOTHI, N (%)

TpomOouTs, * 10%m 202,9 + 98,1 187,2 + 63,9 210,0 +£109,9 0,006
C3+CO

Uleiikormtsl, * 10%1, Me (MKP) 5,6 (4,1; 6,8) 57(4,1;7,2) 5,6 (4,2;6,7) 0,960
UIAT, ENl/n, Me (MKP) 410,0 (335,8; 446,0)387,0 (335,0; 459,0)[420,0 (360,0; 443,0)| 0,807
C-PBb, mr/n, Me (MKP) 3,0 (1,0; 8,1) 3,2(0,9; 12,1) 3,0 (1,0; 6,7) 0,943
IgM o0rmmii (r/m), Me (MKP) 2,1(1,2;4,4) 2,1(1,1;6,1) 2,1(1,2;31) 0,387
1gG o6mwii (r/m), Me (MKP) 15,9 (11,9; 21,0) | 14,3(10,7;21,0) | 16,5(12,3;20,9) | 0,917
IgA obmwii (r/m), Me (MKP) 2,5(1,8; 3,1) 2,4 (1,8; 3,2) 2,3(1,8;3,1) 0,954
antu-ncJIHK, n (%) 11/47 (23,4%) 6/16 (37,5%) 5/31 (16,1%) 0,148
aHTu-SS-A, n (%) 9/40 (22,5%) 2/15 (19,0%) 7125 (28,0%) 0,44
AHA, n (%) 60/83 (72,3%) 25/26 (96,2%) 35/57 (61,4%) | 0,001
PD, n (%) 23/70 (32,9%) 6/24 (25,0%) 17/46 (37,0%) | 0,423
I'uoxomriementemus, N (%) 12/39 (30,8%) 4/17 (23,5%) 8/22 (36,4%) 0,494

[Tpu MHOTO(AKTOPHOM aHAIM3E C MOMPABKOM HA IMOJI, BO3PACT M CTATYC KypEHHSI,
MPUMEHEHUE TIPErapaTroB C IOTCHIIMAJIOM ITHEeBMOTOKcHUHOCTH, JiedeHHe ['KC u
a3aTHONPUHOM TOJIbKO Hanmuume oxupernus (OLI 4,24 (95% AU 1,4-12,836), p=0,011)

aCCOIMUPOBAIIOCH C COYCTAHHBIM TopakeHueM Jierkux (Tabnwmia 44).

Tabnuia 44 — @akTopbl, ACCOLIMUPOBAHHBIE C COUETAHHBIM MOPAXKEHUEM JIETKUX MPU
A3II, B TOTUCTUYECKON PErPECCUOHHON MOJIENN

OnHodakTopHBIN aHATH3 MHuorodakTopHbIi aHATU3
OoHI (95% AN) p OMI (95% JIN) p
BospacTt Hayana 1,008 (0,975-1,043) | 0,635
3a00JIEBAHUS
DKeHckuii mom 3,925 (0,466-33,063) | 0,209
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Kypenue 3,2 (0,882-11,607) 0,077
[MpumeHeHNE 0,222 (0,027-1,849) 0,164
npenapaToB €

[MOTEHI[MAJIOM

[THEBMOTOKCUYHOCTH

JTeuenune I'KC 1,837 (0,643-5,2) 0,256
Jleuenue azarnonpunom | 1,534 (0,614-3,832) 0,359
OsxkupeHune 3,897 (1,326-11,456) | 0,013 | 4,24 (1,4-12,836) | 0,011
ApTtepuaiibHas 4,236 (1,802-9,957) 0,001
CHIIEPTEH3US

XBIT 3,2 (1,264-8,099) 0,014
CepomnosutuBHocTh o | 15,714 (1,986-124,37) | 0,009
AHA

OnenuBamn KT-auHaMUKy COYETAHHOTO TMOpaKEHUs Jerkux y 23 u3z 27
narrenToB. OTcyTcTBOBai M 3HaunMMble u3MeHeHuss KT-kaptunsl y 6 (26,1%) u3 23
HaIMeHTOB, Ha0II01aIM 00paTHOE pa3BUTHE JETOUYHbBIX mopakenuit y 12 (52,2%) u3 23
nanueHToB. OTMeuaan pa3HOHANPABIECHHYIO JMHAMUKY BapUAHTOB MOPAKEHUS JIETKUX
y 4 (17,4%) u3 23 mauueHToB: nmporpeccupoBanue Oponxuonauta u paspemenue H-UTTJI
y nmamueHTku ¢ [IBX-AWI'; pa3pelienue cyxoro mjieBpuTa U mporpeccupoBanue H-
NIUI y nanuentku ¢ 16X, oTcyTcTBHE TUHAMUKH MOPaXKEHUS AUCTATBHBIX OPOHXOB
(xpoHHUYECKHI OPOHXHT) M pa3pelicHUE JIETOYHOH TPOMOOIMOOJMHM y IMAlMEHTKH C
AWI'; nporpeccupoBanue nemmoisgpuort HCHUII wu  paspelnieHue  J1eTrOYHOU
TpomMO0IMOomu y  marmueHTtkn ¢ [IBX. CoueraHHoe TMOpaK€HHE  JIETKHX
nporpeccupoBaio y 1 (4,3%) u3 27 nanuenToB — 6oapHOU ¢ ¢ubporrueckoit HCUII,
nepeHecie TpoMO0IMOOINI0 BETBEH JIETOYHON apTepuu. BeHo3Has TpoMO003MOomus
MpUBENa K JCKOMIICHCAIIUHU JIBIXaTeIbHON HEJOCTATOYHOCTH M HAPACTAHWUIO BTOPUYHON

JIETOYHOM Tunepren3nun, BerzBanHon UIJI.

3.5. IIporuocTuyeckoe 3HaYeHHE BAPUAHTOB MOPAKEHUS JTeTKUX

[Mopaxxenus nerkux wumemn 11 (47,6%) w3 21 ymepmux mnanueHToB. Bce

yMepiie 00JbHbIe OBUIH JKEHIIIMHAMH, UX CPEIHUM Bo3pacT coctaBmia 55,1 + 11,7 ner.
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He Obut0 MMMYHOONOCpPEOBAHHBIX JIETOYHBIX MMOpa)XXE€HUW y BceX O NalMeHTOB,
MEepPEHECIINX TpaHCIUIaHTalUu nedeHu. Y 5 u3 11 yMmepiiux manueHToB HaOJroAanu
NIUI (OUII, pudbpotnueckas HCUII, nemmonspuas HCUIL, CIIIUI, H-UILT), y 3 —
MOPaXCHUS TUCTAIBHBIX OPOHXOB (IBYCTOPOHHHUI OPOHXUOJIUT, XPOHUICCKUN OPOHXHUT
B COYETAaHUU C LEHTPWIOOYIAPHON SMPU3EMON, XPOHUYECKHH OpOHXUT), y 2 —
OYaroBble MOPAXXEHMs JIETKUX (JIOKaJbHO PACIPOCTPAHECHHbIC €IUHUYHBIC COJIUJIHBIC
odaru), y 1 — H30JIMPOBaHHYI MEIUACTHUHAIbHYIO JuMdbaneHonaturo. Y 2 u3 11
yMepmux manueHToB JierouHoe mnopaxenue (MUIIJI B obOoux  cioydasx)
XapaKTEepU30BAIOCh MaHU(ECTHBIM TeueHHeM. VHTepBan MeXIy YyCTaHOBJICHUEM
muaraoza A3l (ITbX — 8, IIBX-AUI" — 1, AUT" — 1, TICX — 1) u BHIIBICHUEM
BBIIIICYKa3aHHBIX JIETOUHBIX MOPaXXEHUH BapbupoBai oT 1 g0 192 Mecsues.

Ocnoxuenusi TepmuHanbHod craguu L1 O npuumnoit cmeptu y 9 uz 11
MAIMEHTOB C MOPa)XXEHUEM JIETKUX, 8 W3 KOTOPBIX MUMENH JAcKoMIeHcupoBaHHBIN 11
y’K€ 10 IEpPBOr0 BBIABICHUS JIETOYHBIX MOpakeHWil. OcTpoe HapylI€HHEe MO3TrOBOTO
KpoBoOOpaimieHus ObUI0 mnpuyuHOM cmeptu 1 manmentku. HWHTepBanm Mexmy
BBISIBICHHEM JIETOYHBIX MOPAXKEHUN U JIETAJbHBIM HMCXOJAOM BapbHpOBal OT 2 10 38
MECHILIEB.

JlerouHoe mopak€HUE MOCIYKWJIO HEMOCPEICTBEHHOM MPUYMHON cMepTH B 1
(4,8%) w3 21 wuabmoxeHmii. JleTadpbHBIA HCXOX BCJIACACTBHE JACKOMIICHCAIIUN
JIBIXaTEILHONW HEJIOCTATOYHOCTH MMEJl MECTO y MmarueHTku 69 net, crpangasmieit ¢ [I6X
u  Qubpornueckoit ~ HCUII. NutepBasi  MeXIy  TMOSABICHUEM  MEPBBIX
PEHTIE€HOJIOTUYECKHUX MMPU3HAKOB MOPAKEHUS JIETKUX U CMEPTHIO cocTaBui 13 mer.

OueHuBaIM MPOTHOCTHYECKOE 3HAYEHHWE M BIIUSHUE HA TEUYEHOYHBIE HCXOJIbI
Pa3IMYHBIX BapUAHTOB MOpa)keHus Jerkux. CpaBHUBAIN YaCTOTY OTBETA HA JICYEHUE Y
MAIMCHTOB C Pa3IMYHBIMU BapuaHTaMu mopaxxeHus Jierkux (Taomuma 45). [Ipu 16X n
IIbX-AUI" orBer Ha neuenne YJIXK uame pernctpupoBanu y mauueHTOB, UMEBIINX
nopakeHue aucTainbHbIX OpoHx0B (81,5% u 42,2%, p=0,001), UITJI (64,9% u 46,3%,
p=0,081) u couetannoe nmopaxenue gerkux (72,7% u 47,8%, p=0,041).
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H&6JHOI[aJ'H/I TCHACHONIO K CTATUCTUYCCKH 3HAYUMBIM PaA3JIAYUAM B YaCTOTC

JOCTHOKCHHA OTBCTA HA JICUCHUC YI[XK IIpU HAJIMYHUKU COYCTAHHOI'O MMOPAKCHUSA JICTKHUX

u 0e3 takoBoro npu [ICX u [ICX-AUT" (100% u 38,9%, p=0,074).

Tabnuua 45 — OTBeT Ha JieueHUE B 3aBUCUMOCTH OT BapHaHTa MOPAXKEHUS JTETKUX

Otset I1IBX n OtBer IICX n Otser AUT, I1BX- Pexomnencamnus
I[NEX-AUI Ha [NCX-AUT Ha AUT u [ICX-AUT Ha LIIT
neuenne Y JIXK nedyenne YJIXK | ”MMyHOCYIIPECCUBHYIO
Tepanuio
HET eCTh HET eCTh HET ecTh HET eCTh
(n=42) | (n=49) | (n=22) | (n=17) (n=2) (n=69) (n=35) | (n=12)
NI
NIUI 29/54 25/54 21/37 16/37 2/61 59/61 30/41 11/41
Hert, N (%) (53,7%) | (46,3%) | (56,8%) | (43,2%) | (3,3%) (96,7%) | (73,2%) | (26,8%)
NI 13/37 24/37 1/2 1/2 0/10 10/10 5/6 1/6
ecth, N (%) (35,1%) | (64,9%) | (50,0%) | (50,0%) (100,0%) | (83,3%) | (16,7%)
p 0,081 1,0 1,0 0,564
[Topaxxenne TucTalbHBIX OPOHXOB
[Topaxxenus 37164 27/64 18/31 13/31 1/52 51/52 29/38 9/38
muctanbabix | (57,8%) | (42,2%) | (58,1%) | (41,9%) | (1,9%) (98,1%) | (76,3%) | (23,7%)
OpOHXOB
uet, n (%)
[Topaxxenue 527 22/27 4/8 4/8 1/19 18/19 6/9 3/9
muctanbabix | (18,5%) | (81,5%) | (50,0%) | (50,0%) | (5,3%) (94,7%) | (66,7%) | (33,3%)
OpOHXOB
ectb, N (%)
p 0,001 0,709 0,446 0,674
OuaroBoe Mopa>keHue JIerkux
OuaroBoro 34/77 43/77 19/33 14/33 1/59 58/59 32/42 10/42
nopaxenus | (44,2%) | (55,8%) | (57,6%) | (42,4%) | (1,7%) (98,3%) | (76,2%) | (23,8%)
uet, n (%)
OuaroBoe 8/14 6/14 3/6 3/6 1/12 11/12 3/5 2/5
nopaxenue | (57,1%) | (42,9%) | (13,6%) | (17,6%) | (8,3%) (91,7%) | (60,0%) | (40,0%)
ecth, N (%)
p 0,398 0,731 0,311 0,59
CodeTaHHOE MOpaKEHUE JETKUX
Couerantoro | 36/69 33/69 22/36 14/36 1/60 59/60 33/43 10/43
nopaxenus | (52,2%) | (47,8%) | (61,1%) | (38,9%) | (1,7%) (98,3%) | (76,7%) | (23,3%)
Hert, N (%)
CoueraHHOE 6/22 16/22 0/3 3/3 1/11 10/11 214 2/4
nopaxenue | (27,3%) | (72,7%) (100%) | (9,1%) (90,9%) | (50,0%) | (50,0%)
ecthb, N (%)
p 0,041 0,074 0,228 0,266
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OreHnBaIM 9acTOTY HACTYIIJICHUSI HEOJIArONPHUSITHBIX MCXO0B B 3aBUCUMOCTH OT
HAJIMYUS TIOPAXEHUs JIeTKUX. JITUTEeThHOCTh HAOMIOACHUS 3a TMalMeHTaMu 0e3
BOBJICUEHMS JIeTKMX M 3a naruentamu ¢ MITIT (30,0 (11,5; 40,5) u 32,5 (21,8; 42,5)
MecsIeB, cooTBeTcTBeHHO, p=0,15), mopaxenuem aucraabHbix Oponxor (31,0 (17,0;
41,0) u 30,0 (12,5; 41,0) mecsues, coorBeTcTBeHHO, p=0,783), 04aroBbIM MOpakeHUEM
aerkux (31,0 (11,3; 39,0) u 31,0 (17,0; 41,0) mecsmeB, coorBercTBeHHO, p=0,801),
coueTaHHbIM TopakeHueM Jjerkux (31,0 (14,3; 41,0) u 31,0 (17,0; 40,0) mecsies,
cooTBeTCTBeHHO, p=0,698) 3HaYMMO He pa3Inyaach.

CpaBHHUTEIbHAS XapaKTEPUCTHKA HWCXOJ0B TpenacraBieHa B Tabmwme 46. Ilpu
COUYCTAaHHOM TIOPAKEHUH JICTKUX HAOJIFOJaId MEHBIIYIO0 4acToTy JaekomreHcanuu 111,

pasnuuus He ObUTH CTaTUCTUYECKU 3HAUUMbIMU (26,7% u 51,2%, p=0,097).

Tabmuma 46 — YactoTa HeGIaronpUATHBIX UCXO0JIOB B 3aBUMOCTH OT HAJIMYMS JIETOUHBIX
MOPaKECHUM

JlexkommneHcanus ITeyenoyHBIN CwmepTs 110
11 UCXO.I 0001 TpUYHUHE
HET ecTh HET ecTh HET ecTh
(n=52) (n=47) (n=152) (n=23) (n=153) (n=22)
T
WUILT uer, 41/82 41/82 113/133 20/133 116/133 17/133
n (%) (50,0%) | (50,0%) (85,0%) (15,0%) (87,2%) (12,8%)
NI ectp, 11/17 6/17 39/42 3/42 37/42 5/42
n (%) (64,7%) | (35,3%) (92,9%) (7,1%) (88,1%) (12,9%)
P 0,299 0,294 1,0
IMTopaskeHne TUCTAILHBIX OPOHXOB
[Mopaxkenus 36/74 38/74 110/130 20/130 113/130 17/130
JMCTAIBHBIX (48,6%) | (51,4%) (84,6%) (15,4%) (86,9%) (13,1%)
OponxoB HeT, N (%)
[Mopaxenue 16/25 9/25 42/45 3/45 40/45 5/45
JMCTAIBHBIX (64,0%) | (36,0%) (93,3%) (6,7%) (88,9%) (11,1%)
OpOoHXOB eCTh, N (%)
p 0,184 0,2 0,732
OuyaroBoe MopakeHue JETKUX
OuaroBoro 41/83 42/83 130/151 21/151 131/151 20/151
MOPaKCHHUS (49,4%) | (50,6%) (86,1%) (13,9%) (86,8%) (13,2%)
Her, N (%)
OuaroBoe 11/16 5/16 22/24 2124 22/24 2124
MopaXxeHue (68,8%) | (31,3%) (91,7%) (8,3%) (91,7%) (8,3%)
ecthb, N (%)
p 0,181 0,745 0,743
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CodeTaHHOE NOPaKEHUE JIETKUX

CoueTaHHOTO 41 43/84 127 21/148 130/148 18/148
MOPAKEHUS (48,8%) | (51,2%) (85,8%) (14,2%) (87,8%) (12,2%)
Het, N (%)
CoueranHoe 11 4/15 25 2/27 23/27 4127
MOpakeHUe (73,3%) | (26,7%) (92,6%) (7,4%) (85,2%) (14,8%)
ectb, N (%)

p 0,097 0,536 0,752

HaL[I/IeHTBI C COUYCTAHHBIM TIIOPAXKCHUCM IJICTKUX W IIOPAKCHHUCM IICYCHHU HA

craguu komneHcupoBanHoro LIIT umenu mensbinyto BepositHocts (OP 0,369 (95% AU

0,13-1,0), p=0,05) nexommencaruu L1 (Pucynok 21).
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Pucynok 21 — KymynsatuBasiii puck nekommencanuu L1 B 3aBucumoctu
OT HaJIMYUsl COUETAHHOIO MOPAKEHUS JIETKUX

Hannune coueTaHHOIro IMOopaXXCHUA JICTKHUX OBLIO COIIPAIKCHO C MEHBIIICH

BepOSITHOCTBIO nekommencanuu LI mpu ogHOpakTOpHOM aHanmmM3e, OJHAKO JTAHHBIN

(dakTOop yTpaTWa CBOK 3HAYUMOCTh MNpU MHOrodakTopHoM aHanuze. OcTajabHbIe

BAPpHUAHTBI IIOPAXKCHHA JICTKUX IIPCAMKTHBHOI'O 3HAYCHHUSA HC HNMCIIH. PCSYJ'IBTaTBI

MHOT0(aKTOPHOI'0 aHaJIU3a MpecTaBieHbl B Tabnuue 47.
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Tabnuia 47 — ®@akropsl nexomencanuu L1 B perpeccuonnoit mogenu Kokca

OnHodakropHas MOJENb MHorogakTopHas Mojelb
OP (95% JIN) p OP (95% J111) p
BospacTt Hayana 1,021 (1,0-1,042) | 0,049
3a00JIeBaHUS
ITon 1,117 (0,499-2,5) | 0,787
CodeTaHHOE TTOPAKCHHE 0,369 (0,13-1,0) 0,05
ITErKuX
BPBII 3,133 (1,552-6,323) | 0,001 | 4,36 (1,512-12,570) | 0,006
I"'eMorinoOuu 0,979 (0,964-0,994) | 0,005
I[ITU 0,966 (0,951-0,981) | 0,001
ANbOyMUH 0,91 (0,874-0,947) | 0,001 | 0,943 (0,898-0,989) | 0,017
OO OnTupyOounH 1,006 (1,003-1,008) | 0,001
Hatpuii 0,854 (0,778-0,937) | 0,001
ACT 1,007 (1,003-1,01) | 0,001 | 1,004 (1,000-1,008) | 0,029
«MaJiple» [IeYeHOUYHbIE 3,402 (1,686-6,867) | 0,001
3HAKHU

BeposiTHOCTh HacTyruieHUs: HeOaronpusTHoro nedeHounoro ucxonaa (OP 0,225

(95% AN 0,052-0,969), p=0,045) y mauuenToB ¢ UI1JI 6611 Menbie (Pucynok 22).
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Pucynok 22 — KymynaTUBHBINA PUCK HEOIATONMPHUSITHOTO MEYSHOYHOT'O HCXO1a
B 3aBUCUMOCTH OT Hannuus WUIJI
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Hannune UIJT Obu1o accoummpoBaHO CO CHUKEHUEM BEPOSITHOCTU HACTYIUICHUS
HEOJaronpusATHOIO TMEYEHOYHOr0 MCXO0Ja TOJBKO NpH OJHO(PAKTOPHOM aHAIM3E

(Tabmuia 48). TTopaxkeHus JISTKUX APYroro BUIA MPEAUKTUBHOTO 3HAYCHHUS HE HMEJIH.

Tabnuua 48 — daxTopbl HEOIATONPUATHOIO MEYEHOYHOIO0 MCXOJa B PErpEeCCHOHHOMN
moxenu Kokca

OnHodaxkTopHast MOJIEIb MHorodakTopHas MoJielb
OP (95% aN) p OP (95% J111) p
BospacT Hayana 1,024 (0,995-1,055) 0,103 1,051 (1,006-1,098) | 0,026
3a00JIEBaHUS
[Ton 1,053 (0,354-3,167) 0,919
YrorpebieHue 5,399 (1,571-18,557) 0,007
AJIKOTOJIS B
TOKCUYECKUX
n03ax
NITJT 0,225 (0,052-0,969) 0,045
["emMOrI00UH 0,940 (0,92-0,961) 0,001
TpoMOOIUTHI 0,993 (0,988-0,998) 0,01
[1TU 0,947 (0,928-0,967) <0,001 | 1,045 (1,007-1,085) 0,02
ApOyMUH 0,841 (0,796-0,888) <0,001
OO0 it 1,011 (1,008-1,014) 0,001
OMMpyOouH
Hatpuii 0,753 (0,666-0,851) <0,001 0,721 (0,59-0,882) 0,001
Kpeatunun
ACT 1,008 (1,005-1,012) <0,001| 1,009 (1,001-1,016) | 0,019
ACLIUT 18,085 (6,113-53,504) | <0,001 110,987 (5,149- 0,003
2392,192)
15 41,799 (13,897-125,725) | <0,001 | 18,111 (3,778-86,811) | 0,02
«Maipie» 11,419 (3,39-38,467) <0,001
[I€YEHOYHEIE
3HAKU

AnanmsupoBanu  GaKTOphl HACTYIUICHHS  HEOJArONMpHUSTHBIX  HCXOAOB Y
nauueHToB, uMeBmnx 116X u TIBX-AUI'. CpaBHuTenbHas XapaKTE€pHCTHKA HCXOJIOB
npeacrasinena B Tabmuie 49. Menbmyro gactoty Aekomnencanuu [I1 nabmromanu mpu
Hajguuuu couyetanHoro (18,2% wu 52,6%, p=0,083) u ouarosoro (11,1% u 52,5%,

p=0,03) mopakeHuii JTETKUX.
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Tabnuua 49 — Yactora HebnaronpusTHbix ucxoaos npu [1bX u IIbX-AUI" B
3aBHUMOCTH OT HAJIMYHS JICTOYHBIX MTOPAXKECHUH

JexoMmnencanus [TeuenounsIi CmepTth 1O
LT HCXOJ 0001 TpUYUHE
HET eCcTh HET eCTh HET eCTh
(n=27) (n=22) (n=79) (n=14) (n=79) (n=14)
NIJT
NI wer, 17/34 17/34 44/55 11/55 46/55 9/55
n (%) (50,0%) (50,0%) (80,0%) (20,0%) (83,6%) (16,4%)
NI1JI ecrs, 10/15 5/15 35/38 3/38 33/38 5/38
n (%) (66,6%) (33,3%) (92,1%) (7,9%) (86,8%) (13,2%)
p 0,358 0,144 0,773
[Topaxxenue aUCTaTBHBIX OPOHXOB
[Topaxxenus 18/36 18/36 54/66 12/66 56/66 10/66
JMCTATBHBIX (50,0%) (50,0%) (81,8%) (18,2%) (84,8%) (15,2%)
OpOHXOB
Het, N (%)
[Mopaxenune 9/13 4/13 25/27 2127 23/27 4127
JIMCTATBHBIX (69,2%) (30,8%) (92,6%) (7,4%) (85,2%) (14,8%)
OpOHXOB
ecth, N (%)
p 0,333 0,144 0,967
OuaroBoe NMopaxxeHUue JIETKux
OuaroBoro 19/40 21/40 66/79 13/79 66/79 13/79
MOPAKECHUS (47,5%) (52,5%) (83,5%) (16,5%) (83,5%) (16,5%)
uet, n (%)
OuaroBoe 8/9 1/9 13/14 1/14 13/14 1/14
MopaxeHNe (88,9%) (11,1%) (92,9%) (7,1%) (92,9%) (7,1%)
ecth, N (%)
p 0,03 0,686 0,686
CoyeTaHHOE MOPAKEHUE JIETKUX
CoueTaHHOTO 18/38 20/38 59/71 12/71 61/71 10/71
MOPAXKECHUS (47,4%) (52,6%) (83,1%) (16,9%) (85,9%) (14,1%)
uet, n (%)
CouetanHoe 9/11 2/11 20/22 2/22 18/22 4/22
MopaKeHNe (81,8%) (18,2%) (90,9%) (9,1%) (81,8%) (18,2%)
ecth, N (%)
p 0,083 0,506 0,734

Bepostaocts nexkomnencanuu LIT npu 11X u IIbX-AUI" Obl1 3HaUMMO MEHBIIIE
npu Haymauu WITJT (OP 0,295 (95% AW 0,094-0,919), p=0,035) wim coderaHHOTO
nopaxenus jerkux (OP 0,21 (95% J11 0,048-0,919), p=0,038) (Pucynku 23 u 24).
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Pucynok 23 — KymynsatuBaslii puck aekommnencaruu LI npu [TBX u TIBX-AUT
B 3aBUcUMOCTH OT Hasmmuusa UI1J1
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Pucynok 24 — KymynsatuBasii puck aekommencanuu L{IT mpu 16X u [IBX-AUT
B 3aBUCUMOCTH OT HAJIMYUSI COYETAHHOTO MOPAXKEHUS JIETKUX

Hanuune couerannoro mopaxkenuss u UIIJI O6bu10 cOnmpsi’KeHO C yMEHBIIEHHUEM

BepositHocTH nekomnercanuu LI Tonpko npu oxHopakTopHoM ananu3se (Tadmmima 50).
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Tabnuua 50 — @axrtopel nexkomencanuu L1 npu 116X u [IBX-AUI" B perpeccnoHHoOM
moxenu Kokca

OnHodakTopHast MOJICIIb MHuorodaktopHast MOJIEIb
OP (95% JIN) p OP (95% J111) p
BospacT Hayaa 1,021 (0,969-1,075) | 0,434
3a00JIeBaHUS
ITon 1,438 (0,193-10,742) | 0,723
CoueranHoe nopaxenne | 0,21 (0,048-0,919) | 0,038
ITErKuX
1Z008) 0,295 (0,094-0,919) | 0,035
BPBII 4,701 (1,093-20,225) | 0,038
[emornooun 0,958 (0,936-0,981) |<0,001
ITU 0,975 (0,95-1,0) 0,05
Anb0yMuH 0,877 (0,813-0,946) |<0,001| 0,76 (0,606-0,954) | 0,018
OO0t OnIUPyOouH 1,007 (1,004-1,011) |<0,001
Harpwuii 0,783 (0,666-0,921) | 0,003
ACT 1,008 (1,001-1,016) | 0,019
OTBET HA JIEUEHUE 0,41 (0,168-1,0) 0,05
VIIXK

BepositHocTh HeOmaronpustHoro neueHoyHnoro ucxona npu [1bX u [IBX-AUT
Obu1 3HAaUMMO MeHnbine npu Hamumauu UILT (OP 0,2 (95% AU 0,044-0,911), p=0,038),
HO TIpu MHOTO(akTopHOM aHanu3e Hanuuue WITJI yTpaunBaio cBOr MPOTHOCTHYECKYIO

3HaunMocTh (Tabmuma 51).

Tabnuna 51 — ®akTopsl HEOIATONPUATHBIX NMeUYeHOYHBIX ncx010B 1pu [16X u I1bX-
AUT B perpeccuonnoit moaenu Kokca

OnnodakropHas MO MHuorodakTopHas MOIeIb
OP (95% JIN) p OP (95% J1N) p

Boszpact 1,038 (0,976-1,105) 0,237 1,276 (1,078-1,510) 0,005
Havasa
3a0oeBaHMUs
[Ton 21,180 (0,001-308,501) | 0,673
L1I1 57,644 (0,648-5128,411) | 0,077
Actut 15,047 (4,087-55,399) |<0,001
BPBII 9,010 (1,985-40,893) 0,004
15 25,885 (7,042-95,147) |<0,001| 53,950 (2,404-1210,699) | 0,012
ATb0yMUH 0,834 (0,770-0,904) <0,001
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[Tponomxenue Tabauist 51

OO0t 1,012 (1,007-1,016) <0,001
onpyOuH

[1TU 0,956 (0,931-0,983) 0,001
120001 0,2 (0,044-0,911) 0,038
OTBeT Ha 0,089 (0,018-0,437) 0,003
neuenue Y JIXK

JlecatuiieTHsisi nedeHouHas BbDKHBaeMocTh (Pucynok 25) y Oonbnbix [1BX un

I[MIBX-AUI" 6bina 3naurmo Oosbineii npu Haaunuuu UITIT (93,2% u 79,9 %, p=0,021).
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Pucynok 25 — Ileuenounas BeikuBaemocts ipu 116X u ITBX-AUT
B 3aBUCUMOCTH OT Hanuuus WUIJI
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I'TABA 4. OBCYXIEHHUE INIOJYYEHHBIX PE3YJIbTATOB

B xoxe HacTosmero MccienoBaHus Mbl MPOAHATUM3UPOBAIN YACTOTY, BapUAHTHI
TEUCHUs, KIMHUYECKHE, PEHTICHOJIOTHYECKHE U MOpP(OJOoruueckue OCOOCHHOCTH
nopaxenus Jerkux y 175 nmauuentos, umeBmux 116X, AUTL, IICX, ITBX-AUT" u I[1CX-
AWI'. Meauana anmutenbHoCcTH HaOmoaeHus coctasuia 31,0 (15,0; 41,0) mecsi.

[lopaxxeHne JEerkux OKa3aJloch BEAYIIMUM [0 YacTOTe BHENEYEHOYHBIM
nopaxenuemM npu Bcex A3Il u Obulo auarHocTUpoBaHo y mnojoBuHBI (50,3%)
nanueHToB. BomieueHue nerkux Jo0oro tuma yame oOHapyxuBaiu npu [IBX-AUT
(81,3%) u I[1bX (59,7%), yem tipu T1CX (42,9%), AUT" (36,6%) u [ICX-AUI" (25,0%).

NTJI 3naunmo garmie ooHapyxuBanu npu [IBX-AUIL (56,3%) u 16X (37,7%), no
cpaBuenuto ¢ [ICX (9,5%) u AU (4,9%). He umenu UIJT 6onbabie ¢ [ICX-AUT. B
HameM wuccienoBannn 4acrota MIIJI mpu A3Il mpeBblmana TakoBYX B JIPYTHX
pabotax, rae npu AUID ona onenuBanack ot 0,4 mo 1,5%, npu [16X — ot 0,3 10 15,7%,
npu [ICX — ot 1,6% 10 4,0% [151, 252, 34, 224, 69, 169, 75, 76, 140, 198, 200, 251].

AobcomotHoe 0ombimuHcTBO 60abHBIX (90,5%) ¢ UILI umenu ITBX wmm [1BX-
AWI'. PesynbraTel Hamero ucciegoBanus nokazanu, uro VI npu I16X u [IBX-AWUT
ropasio 0osiee pacupoCTpaHEHO, YeM CUHTAIOCh paHee, U MOXKET ObITh OOHAPYKEHO Y
3HayuTeNbHOU oM manueHToB ¢ [IbX gaxe npu orcyrctBuu y Hux C3CT. B oTnnuue
OT paHee MPOBEICHHBIX PETPOCIIEKTUBHBIX UCCIECNOBaHUM, e i BbisaBiaeHuss UIIJI y
YacTH MaIMEeHTOB npuMeHsu peHTrenorpaduio OI'K, Mbl MpoBOAMIN TPOCTIEKTUBHOE
UCCIICIOBAHUE W NPUMEHSIIA [JI1 CKPUHUHTA JIETOYHBIX MopaxkeHuid HaTuBHYO KT
OI'K. Idpyroit npuanHOU Oosiee BrICOKOH pactpoctpaneHHoctu UITJI B oOcnenoBanHOM
HaMU TPYIIIE TAIMEHTOB MOTJIO OBITh HATMYUE B BEIOOPKE HE TOJIBKO JIUI] C M3HAYAIHHO
HEU3BECTHOW JIETOYHOM KAPTUHOW, HO U OOJIbHBIX, YXE€ HUMEBIIMX Ha MOMEHT
BKJIIOUEHUS B UcciienoBanue nuarsoctupoBannoe [1bX-acconunposannoe MIIJIL

Yacrora UIII y nmanuentoB ¢ IIbX u IIBX-AUI' B Hamem wucciaeI0BaHUU
okaszanach comocraBuMa ¢ takoBoit nipu CIII (12-21%), CCJI (44-50%), PA (7-15%),
CKB (3-10%) u CmM3CT (39-72%) [120]. Bricokas gactora WILJI npu [16X mo3BossieT



149

paccmaTpuBaTh 3TO 3a00JIeBaHME KaK OJHY M3 MPUYMH HMMYHOOIIOCPEIOBAHHOIO
nopaxenus Jerkux HapaBae ¢ C3CT [37].

ITIpu I1IbX u IIBX-AUI' mb1 Habmoganmu Te ke KT-marrepusr UIIJI, xotopsie
obnapyxuanu u pu C3CT, kpome nmumdonuTapHOi MHTEPCTULIUATIBHON THEBMOHUMU.
Hannsiii Bapuant U1 panee 6pu1 onucan nipu 116X, ogHako yactoTa €ro HeM3BECTHA
[250, 134, 240]. Mmw npeanonaraeM, 410 JHUM@OIUTapHAs HMHTEPCTUIIHATbHAS
nHeBMOHUS siBnsiercss peakuMm BapuantoM WMILUI npu I[IBX u He Obuta oOHapykeHa B
HaIlleM HCCJIEJOBAHUHU BCIEACTBUE OTHOCUTEIBHO HEOOIBIIOT0 00beMa BEIOOPKH.

OTnuuuTensHOM 0cOOEHHOCThIO BoBieueHus Jyerkux npu [IBX B cpaBHeHuu c
takoBpiM npu C3CT sBisgercs BbicOKas pacnpoctpaHeHHocTh 1npu  [1IBX
rpaHyJIeMaTO3HOTO MOPAXKEHUs JICTKUX, HAIOMHUHAIOIIETo capkouao3 jerkux [123]. B
HameM uccienoBanuu CIIIIJI npepanmpoBasio B ctpykrype BapuantoB MIII (33,3%).
CIITI na6mronanu uckmountenbHo npu [1bX u I[TIBX-AUT.

[IbX u capkoumo3 UMEIOT psii OOIIMUX MPU3HAKOB, B TOM YHUCIE U CXOXKECTh
KJIMHUKO-PEHTT€HOJIOTUYECKON KapTUHBI MOPAXKEHUSI JIETKUX, YTO MOYKET 3aTPYAHSTH
ux auddepeHnmaibayo auarHoctuky [5, 8]. B namem wucciemoBanuu y Bcex 14
naruenToB, umeBmux CIIJI B pamkax [1BX, nabmomanu tunuunyro KT-kaptuny
capkouJo3a JIErKHUX, KOTOpas XapaKTepH30Bajach HaJUYUMEM MEIHACTUHAIbHOU
muMmpaneHonaTiM B COYETAaHMU C  PETUKYJIOHOIYJISAPHBIMHU  WU3MEHEHUSMH.
[Ipeanonaraercss  CylmIECTBOBAaHME  CXOJHBIX  MATOTCHETHYECKUX  MEXAHU3MOB
BOBJICYCHHUS JIETKMX MpH JaHHbIX 3a0oneBanusax. OtHomenne CD4"™ u CD8*
cyomonysanuii TUMGOIIMTOB U KJIETOYHBIM COCTaB OpOHXOAIHBEOJIIPHOTO JIaBaXKa y
narueHToB ¢ [I6X cX0MHBI ¢ TAKOBBIMU TP capkouo3e Jerkux [216, 244]. IIpu s3tom
BO3MOXHOCTh pa3zButud npu 116X apyrux BapuaHTOB MOpaKEHUs JIETKUX, KOTOPBIE HE
HAOMIOJAIOTCSl Yy MAllMeHTOB C CapKOMA030M, IO3BOJSET OOCYXKAaThb HalW4Me WU
AJPTEPHATUBHBIX, OTJIWYHBIX OT PEAKUUN TMIEPUYBCTBUTEIBHOCTH 3aMEIJICHHOTO THIIA,
MEXaHW3MOB BoBJIeueHus Jierkux mnpu 16X [123].

MBI Tak K€ Kak APYrue aBTOpbI, HapsAAy C NOPAXKEHHUEM JIETKUX OTMEYalu

BOBJICUCHHUE KOXU U TNepudepuiyeckodl HEPBHOM CHUCTEMbl B paMKax CapKOMIHOU
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peakimu npu 16X [82, 211]. CumnTomBI, OO0YCIIOBJICHHBIE CAPKOMIHOW pEaKIueH,
ObLIM MepBbIM KiIMHMYECKUM mposiBieHueM 16X y 5 (35,7%) u3 14 manueHtos, npu
ATOM Bc€ U3 HUX uMenu noBblienre akTuBHOCTU ['T'T u IL® Ha MmomeHT Bepudpukanu
JErOYHOro TmopaxeHusi. B CBA3M € O3TUM MBI CUMTAaeM, 4YTO y NAIUEHTOB C
MPEeANnoIaraéMbIM CApKOUI030M JIETKUX, UMEIOIINX KIMHUYECKUE W/WIK J1a0OpaTOpHbIE
MPOSBIICHUS X0JIecTaza, HeoOXoAuMo uckiItodarh Hamuuue 116X, MeTonom ckpuHUHTa
spisietcss onpeaenenne AMA-M2 u IIbX-cnemupuueckux AHA. B amarHoctudecku
HESICHBIX CTy4asiXx HEOOXOMMO BBITIOJHEHUE OUOTICUH TTEYEHHU.

ONUTETNOTHOKIETOUHbIE HEKa3e03Hble TpaHyJeMbl B OuomnTare MeYeHH
obnapyxuBanu y 7 u3 10 u3 marmmentoB ¢ CIIIUI. JuddepenunanpHas nuarHocTUKa
[IBX, mpoTekarliero ¢ rpaHyjJeMaTo30M II€YEHH, U TOPAXKEHUs IMEYEHU B pamMKax
CapKOMJI03a MOXKET MPEACTABIATh TPYIHOCTH BBUIY CXOJICTBA MOP(OIOTHYECKON
kaptunbl [5, 8]. Ileuenounsie rpanynaemsl npu [I6X B MpoTHBOIOI0KHOCTH TAKOBBIM
IpU CapKOUJ03€ MEHEee 4YeTKO O(OpPMIIEHBI M HEMHOTOYHUCIICHHBI, HE CIMBAIOTCS B
KOHIJIOMEPATHl U JIOKAJIU3YIOTCS MPEUMYILIECTBEHHO B MpEAeiax MOPTaIbHOTO TPaKTa
BOJIU3U TIOPAKEHHBIX MEXKI0JIBKOBBIX JKEITUEBBIBOASIINX MPOTOKOB [146]. JlykToneHwus,
xapaktepHas s IIBX, peako pasBuBaeTcsi mpu capkougose Imeuenu [146, 77].
[InoTHBIE mepUAyKTadbHBIE BOCHAJIUTENbHbIE WHOUIBTPATHl B  COYETAHUU C
BBIPKCHHBIM TTOBPEKACHUEM dUTENHs KeTIHbIX IPoTOKOB (florid duct lesions) Takxe
SIBJISIIOTCS CTIEM(UYHBIM THCTOJOTHYEeCKUM Tpu3HakoM I[1bX, He CBOWCTBEHHBIM IS
capkouzgo3a nedenu [146, 77]. B Hamem uccienoBaHun MOpQOJIOrudeckas KapTHHA
MOpaXeHUs1 NeyeHn y 6 u3 7 MNalueHTOB, MMEBIIMX IE€YEHOYHBIE T'PaHyJIEMBbI,
XapaKTepU30BaIach OJHOBPEMEHHBIM HAJIMYHEM HU3MEHEHHI, CBOMCTBEHHBIX Kak JJisi
capkouj03a MeyYeHU (PMUTETUOUIHOKIETOUHbIE TPaHYyJIEMbl B MapeHXUME MEYEeHU, B
TOM 4HcCJe 00pa3yroniue KOHIJIOMEPaThl), TaK U JIJIs mopaxeHus neyeHu B pamkax [1bX
(XpOHUYECKHI HETHOMHBIN 1IECTPYKTUBHBINA XOJAHTUT, JYKTOIEHUS ).

Kaxk mpaBuio, npu nopakeHUM MEYECHU B paMKax CapKoW103a HE OOHAPYKUBAIOT
nupkymupyronmx AMA-M2 u AHA, cnenuduunbix s [IbX. B wucciaemoBanuu,

BItounBIIeM 16 6ombpHBIX [1IBX 1 38 GonbHBIX capkon030M JieTkux, AMA-M2 Obun
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oOHapyxeHbl y Bcex mamnueHToB ¢ IIBX u HM y oIHOro marueHTa ¢ CapKOUA030M
nerkux [233]. B uccnenoBanmu Lee u coaBr. AMA-M2 oOHapyxuBaim y 6 u3 7
narnentoB ¢ [I6X u CIITLI [142]. AMA-M2 y naruentos ¢ [I6X u CIITIJT moryT He
BBISIBJISITECA MPU PEAKIMH HENpSIMOW HMMMYHO(IIOOPECHEHIIMM M OOHApYKUBAThCS
TOJBKO TpU MMMYyHO(pEpMEeHTHOM aHanm3e [221]. ¥V Bcex 7 mMalnMeHTOB M3 HAIIETO
UCCJIEeI0BaHNs, UMEBIIMX IpaHyJIeMbl B NedeHH, oOHapyxkuBaau AMA-M2 u IIBX-
cnenudpuyeckue AHA, nostomy Hanuuue [1BX comHeHMil He BBI3BIBAIIO.

[ToBbimienue aktuBHOCcTU AII®D oOHapyxuBatoT y 16-26% 6onbHbIx [16X (Kak ¢
CIIIJI, tak u Ge3 Hero) u MeHee yeM y 50% OonbHBIX capkoumo3om [19, 11, 14]. B
HalleM MCCIEA0BAaHUM 3HAYUMMBIX pa3uuuid B akTUBHOCTH AlIID y mnanueHTos,
UMEBILHNX T'PAHYJIEMbl B NICYEHU, U MALMEHTOB, HE UMEBILINX IEUYEHOUYHBIX I'PAHYJIEM,
HE ObLIO.

KimHndeckoe 3HaueHHWE TpaHyJlIeMaTO3HOro mnopaxeHus nedeHn npu [IBX
ocTaerca HesiCHBIM. Lee u coaBT. B CBOEM HCCIEOBaHMM TOKazaiu Oojee
OJIaroNpUATHBIN NMPOTHO3 TMopaxkeHus mnedeHu npu [1bX npu HaaM4YWKM MEYEHOUHBIX
rpanyseM [142]. B npyroii pabore YOU U COaBT. MPEINOJI0KHUIN, 4TO (HOPMUPOBAHHE
nedeHouHbIX Tpa"yjseM npu I[IBX MoxkeT ObITh amanTHBHOW peaklIHWed B OTBET Ha
XPOHUYECKOE MOBPEXKICHHUE KEITUHBIX TPOTOKOB U MO3BOJIIET YMEHBIIUTh AKTUBHOCTD
xomanruta [258]. B Hamiem ucciieoBaHMH y MAalMEHTOB, HMEBIINX rpaHyiemsl, LI1
JAMAarHOCTHPOBAIN 3Ha4MMO pexe (26,7% u 66,7%, p=0,025). Toasko 1 u3 14
nauueHToB, umeBmux CIITUI, ymep ot ocnoxkuenuit L1, mpu 3ToM cMepTh HacTynuia
gyepe3 37 ner mocie kauHudeckoro nebrora CIIIJI. Takum obGpazom, ¢ ydeTom
pe3yJbTaTOB HALIEro0 M BBIMICYIIOMSAHYTBIX HCCICIOBAHMM, HENb3sl MCKIIOYaTh, 4TO
capkougononobHas peakiuss npu IIBX Moxer uMeTb MNPOTEKTUBHBIA 3P (DEKT,
YMEHBIIAsi CKOPOCTh IPOrPECCUPOBAHUS IEUEHOYHOTO MTOPAKEHUS.

[Ipy TUCTOIOTHYECKOM HCCIIENOBAHUU OHWONTATOB JIETKUX Yy 1 m3 3 OONBHBIX,
umeBmnx OIl, oOHapyXuBanu €JUHUYHBIE HEKA3€03HBIE OSMUTEIHOIHOKICTOYHBIC
rpanysieMbl. Hekazeo3Hble phIXible rpaHyJIeMbl OOHAPYKUBAIH y 5 U3 7 MALUEHTOB C

rucrosiorndeckumu npusHakamu OIT B Ouwonrate serkux [142]. Tlpeamonaraercsi, 9to
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COYETAHHUE JTAHHBIX THUCTOJOTHUYECKUX U3MEHEHUMN, HAOII0/1aeMO€ Y YaCTU MalMeHTOB C
[IbX-accomuupoBanubiM UITJI, MOXET SBIATHCS OCOOBIM TMCTOIOTUYECKUM MATTEPHOM
nopakeHus Jerkux (rpanyiaemarosnas OIT), cnenmduunsiv it [I6X [209, 142].

Y 3 oompubix (2 — ¢ IIBX), (1 — ¢ IIBX-AWI') peHTreHosoruyeckas u
Mopdonornyeckas kaptuHa WIIJI He COOTBETCTBOBAIM KaKOMY-THOO H3BECTHOMY
natrepny UIJI, mostomy Mbl He cMoriu kinaccuduiupoBath BapuanT UITJI B nanHbIX
cinydasix. Lee u coaBT. B CBOEM HCCJICIOBAHUM TakKe OOpaIaiy BHUMaHHE Ha TO, YTO
CIIEKTp MATOJIOTMYECKUX HM3MEHEHUH, HaONIOJaeMbIX TMPH  TUCTOJOTHYECKOM
uccieaoBaHuu OuonTtaToB Jerkux 6onpHbIX [IBX He Bcerna MOXHO OTHECTH K KaKOM-
100 M3BECTHOMY MATTEPHY, OJHAKO OTMEUYAJId CXOJCTBO MOP(OJIOrHIECKON KapTHHBI
HNOpaKeHUsI TMEYCHW W JIETKUX TNpU JaHHOM 3abojeBanuu [142]. Takum oOpazom,
mopdonorudeckasi kaptuaa U npu [IBX He Bcerna moamaeTcst kiaccudpuKaiuy 1 B
HACTOSIIEe BpeMsl ABJISCTCS MPEIMETOM MPOI0JDKAIOIINXCS UCCIEIOBAHUM.

IIpu KT OI'K wmmbr BeisiBmumm C-UITT y 10 (5,7%) u3 175 naumentoB ¢ A3II,
a0COJIFOTHOE OOJIBIIMHCTBO KOTOPBIX cocTaBmim OosbHble [1BX u [IBX-AUI. C-UIJI
takke paHee Obuto onmcano mpu C3CT, B Tom umcie — y nmamuentoB ¢ PA, CC/,
anTrcuHTeTasHeiM cuaapoMoM U CM3CT [106, 67]. IIpeanonaraercs, uro ganubii KT-
NaTTEPH SBISIETCS PEHTTEHOJOrndeckuM mnposiienrneM W3JI Ha paHHHX ATamnax
pasButus, B ToM uyucie u UIJI, acconunposannoro ¢ C3CT [7, 106, 67, 181]. YactoTa
nporpeccupoBanuss C-UIUI no knmuamdecku 3Haunmmoro MIUI mpu C3CT B passbix
uccienoBaHusX oueHuBanack ot 34% no 57% npu anuTenbHOCTH HaOmogeHus ot 1,5
1o 4,5 net [106, 92, 60]. B Hamewm wmccieaoBaHUU MBI HE 3a(pUKCUPOBAIM HU B OJHOM
ciydae nepexona C-UITJI B maraudectHoe UTUI nmpu mabmonenuu B TedeHue 2,4 roaa.

Taxkum o6pazoMm, ckpunuHr UILJI B monynsinuu nanuentoB ¢ [1BX no3Bonsier He
TOJIbKO BBISIBUTH OeccuMnToMHO mpotekawmiee WIIJI, HO U auarHoCcTUpOBaThH €ro
paHHUX JTanax pa3BUTHS, KOTJa Jerde KOHTPOJIUPOBATH TEUEHUE 3a00JieBaHUS U
MPEAOTBPATUTH €r0 MPOrPECCUPOBAHUE 0 MPOJBUHYTOMN CTaIUN.

Mpr1 onenmBanu quHamMuky KT-kaptuasr UITJT y 38 (90,5%) u3 42 nmamueHToB. Y

7 (18,4%) w3 38 mnanuentoB 3Haunmoil nunamuku WILJI He Obuto, y 26 (68,4%)
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MalueHToB HaOmoganu nonoxurenbHyo KT-aunamuky. Crnontanssiii perpecc UII
ormeuanu y 3 (7,9%) u3 38 mauuenrtos, u3 kotopeix 1 umen CIIIL 2 — OII (y Bcex
obu1 I16X). B uccnenosanuu Shimoda u coast. OIl nperepreBaio 0OpaTHOE pa3BUTHE
B OTCYTCTBHE MMMYHOCYIpeccuBHOW Tepanuu y 16 (40,0%) u3z 40 GompHbIX [212].
Capkounsio3 Jerkux CIOHTaHHO perpeccupyer y 55-90% mnanueHToB ¢ paHHUMU
peHTreHoornyeckuMu cranusmu [226]. Crontannoe oopatHoe pasputue CIIIT mpu
16X panee ObL10 ommcano, toraa kak OIl — wer [129]. Takum oOpazom, UILI y
OOJIBIIIMHCTBA TAIIMEHTOB XapaKTEPU30BAJIOCh HEMPOTPECCUPYIOMNM TedeHUEeM. MBI
CYMTAEM, YTO TIPU OTCYTCTBUU 3HAUUMBIX HAPYIICHUN (YHKIIMM BHEUIHETO JIbIXaHUS Y
co ctabmibpHO npoTekaronuM MITJI Bo3MorkHa HabMOaTeNIbHAS TAKTUKA BEJCHUS.

[Ipu mHOrOdakTOpHOM aHanu3e OOJIBIIMK BO3pacT Hayana 3a00JieBaHUS ObLI
acCOIMMPOBAH ¢ MeHbIIUM ImaHcamu perpeccupoBanust UITJT (O 0,914 (95% AU
0,837-0,997, p=0,043), Toraa kak yieuenue cucreMHbiMu ['KC — ¢ Gonpmmmu mancamu
(OI 8,444 (95% W 1,524-46,787), p=0,015). Hamm naHHble COTIacyroTcs C
pe3ynbTatamMu  APYTHUX HCCIENOBaHUM, TIAe Takke ObUIO TO0Ka3aHO MEHee
onaronpustHoe Teuerue M3JI B moskuaom Bospacte [132].

Otpunarenvhas aguHamuka tedenuss WUIL y 5 (13,1%) u3 38 manueHToB Oblia
acCOIIMMPOBAaHA C BEPOSTHOCTHIO KaK HEOJArompusATHOrO JIETOYHOrO, TaK U
NEYCHOYHOTO0 MCXOJOB. B CBA3M C ATHUM MBI MOXEM MPEANOJI0KUTh, YTO OOJBHBIE C
[IbX, OZHOBPEMEHHO HMEIOIIME TMOPAXKECHUE TMEYECHU HA CTaaAud LUpPpo3a U
nporpeccupytomee MIIJI, HyXmarorcs B Oojiee YacToM HAONIOACHUW M KOHTPOJIC
JTUHAMUKH HE TOJIBKO MOPAKEHHsI OPTaHOB JIBIXaHUS, HO TICYCHOYHOU (PYHKITUH.

CyOxnrHUYEeCKOe TEYSHHUE MOpakeHHs redeHu Obuio accoruupoBano ¢ UL y
6ompabix [IBX u IIBX-AUT" (O 11,509 (95% AU 1,210-109,421), p=0,033). bonee
yeM y 1mojoBuHBI (52,6%) 6onpHbIX IIBX un IIBX-AUWUI', umeBmmux WMIIJI, Ha MmomeHT
YCTAHOBJICHHUSI IMarHO3a OTCYTCTBOBAJIM CUMITOMBI 3a00JieBaHus neueHu. [Ipu 3tom y
26,3% marmmentoB ¢ UIIJI nerounoe mopaxkeHne OBUIO JUATHOCTHPOBAHO TIEPE
ne4YeHouHbIM. Bo3moxkHOCTh OeccumnTomHoro tedeHus [IbX y mamuentoB ¢ I1BX-

accoruupoBanubiM UIIJI oGycnosnuBaeT HeoOxonumocTh uckiatoueHust [IBX y Bcex
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nanueHToB ¢ MIIJI HeacHOro nmpoucxoxacHus. B peTpoCeKTUBHOM MHOTOLIEHTPOBOM
ucciuenoBanun UIJI, accouunpoBannoe ¢ I1bX, cocraBnso 1,4% ot Bcex BapuaHTOB
WIJI y mnamueHToB eBpomeiickoro mnpoucxoxiaeHus [161]. Msr cumraem, dTO
1enecoodpa3eH ABYXATANHbIM MOAX0J K MpoBeneHHI0 cKpuHuHra. AktuBHOCTh [T'T u
[I1® chIBOpOTKH KPOBH cieayeT onpenensaTs y Bcex OonbHbIX ¢ UILI. MccnenoBanue
ummyHoOnora [IbX-cnenndpuueckux AHA pexomengoBaHo BceM nanueHtam ¢ UIJI,
uMerIMM nepcuctupyromee nopbimienne aktupHocTH I'T'T u LI®. C apyroit cTopoHH!,
U3 Hamux HaOmoAeHWN clenyer, 4to y Bcex OompHBIX [IBX, wumeromux
0eCCUMNTOMHOE TEUEHHE MEYEHOYHOI'O MOPAXEHUs, TaKKe HEOOXOAMMO HCKIIOYATh
Hasmuue WIIL

B ob6cnenoBannoit Hamu koropte Bce marueHnTsl ¢ UTLJT umenu AMA-M2, Torna
Kak B rpynme namuentos 6e3 UITJI onu He ObUIM BbIssBICHBI B 16,4% ciydaeB. Shen u
COABT. TaKXke MPOJIEMOHCTPUPOBAIH O0Jiee BHICOKYIO pacnpocTpaHeHHOCTh AMA-M2 y
nanuenToB ¢ UITJT (92,3% nporus 80,0%) [209]. B apyroii padote AMA-M2 6butn
obHapyxkensl y 10 u3 11 (90,9%) mauuentoB ¢ I1bX-accounupoBanusiM UITJT [151].
Paznmuuust B wactore BbisiBiieHUss AMA-M2 MoryT ObITh OOBSCHEHBI MPUMEHEHHEM B
HAIlleM MCCIIEIOBAaHUU 0oJiee YyBCTBUTEIBHOW J1abOpaTOPHOM METOIUMKH Ha OCHOBE
UMMYHO(EPMEHTHOTO aHaIKM3a JJIs JETEKIIMU 3TOr0 THUIA AaHTUTEN B CHIBOPOTKE KPOBH
OOJIbHBIX.

Kak B mHamem wuccnegoBaHuu, Tak W B paboTax Jpyrux aBTOPOB OBLIO
yCTaHOBIIEHO, 4TO Y 0onbHbBIX [1BX, cepono3utuBabix o AMA-M2, Habmonanu Goee
BBICOKHI ypoBeHb o0mero IgM ceiBopotku kposu [139, 201, 262]. B HacTosmee Bpems
HeusBecTHo, uMeer au mpu [1BX IgM Ty xe aHTHUreHHy0 crnenuuIHOCTh, YTO U
AMA-M2. bpulo moka3zaHO, 4YTO MMMYHHBIE KOMIUIEKCHI, IUPKYJIUPYIONIHAE B KPOBHU
oonpHbIX [IBX, comep:kar AMA-M2 u aHTUIreH-MHIIEHb NaHHBIX aHtuTen [97, 16].
[Tpu 5TOM TO-TIpeKHEMY HE BBISICHEHO, SIBIISICTCS JIM TOBBIIICHHBIM YPOBEHb OOIIETO
IgM ceiBopotku kpoBu mpu [IBX maGopaTopHbiM 3MHU(GEHOMEHOM WIH OTpakKaeT
BoBJIeueHHOCTh IJM B QopMupoBaHre BHENEYEHOUHBIX OPraHHBIX MOPAXKEHUU MpPU

JaHHOM 3a0ojyieBanuu. B IMOJB3Yy MOCICOHCTO IPCAIIONIOKCHNA CBHACTCILCTBYCT TO,
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YTO UMMYHHBIE KOMILIEKCHI, copepsxaiire |gM, Obut BBISIBIEHBI TPU TUCTOJIOTMYECKOM
HCCIIEIOBAaHUU OouonTaToB KOXKH 151 MOYEK MAIMEHTOB, MMEIOIINX
MMMYHOIIOCPEJOBAHHOE MOPAXKEHUE JAHHBIX OpPraHoB B paMKaX CHUCTEMHBIX
npossiaeHuit 16X [149, 188, 191, 101]. Bompoc o Bo3MoxkHOCTH |gM-comepaxkamux
MMMYHHBIX KOMIUIEKCOB HMHAYIMPOBaThH JeroyHoe mnopaxenue mnpu [IBX ocraercs
OTKpbITBIM. MMMyHHBIE KoMmIulekchl, Bkimtovaromue 1gG um  Clq KOMMOHEHT
KOMIUIeMEeHTa, HO He |gM, ObuIM BBIABICHBI B JIETOYHOM HWHTEPCTUIMU TAlUEHTA C
[MIbX-accounupoBanubiM WIIJT [240]. B Hamem e HCCIEIOBaHWM IOBBIIICHHBIH
ypoBeHb obuiero IgM obu1 npenuxktopom UIUIT npu IIBX u IIBX-AWDT (OII 1,535
(95% AU 1,067-2,208), p=0,02), uyto mo3BOJIIET OOOCHOBAHHO MPEANOJAraTh
BOBJIeueHHOCTh |gM B mporecc dhopmupoBanus jerouyHoro mnopaxkenus npu [1BX.
Taxkum 006pa3om, pojib UMMYHOKOMILJIEKCHBIX peakiuii uMMyHuTeTa B passutuu UIITJI
npu I[IbX B Hacrosiiee BpeMsi OCTAeTCAd HE KOHLA PACKPBITOM W JOJDKHA CTaTh
IPEAMETOM AANbHENIINX HCCIIETOBAHUIA.

Pone AHA B pa3Butuu BHeneueHOUYHBbIX mposiBieHuid IIBX wuccrnenoBana
HemoctatouHo. NICKOWItzZ u coaBT. B cBoeil paboTe HE BBIABUIA KOPPESILMUA MEKIY
HanuuveM aHTu-gp210 w a”THTEn K jJaMuHy B W HamuuneMm BCeX BHENEUYEHOYHBIX
nopaxkenuii kpome PA [176]. Pacnpocrpancauocts WMILJI y manueHTOB ¢ JaHHBIMU
tunamu AHA He Obuta OlleHEeHa B JaHHOM HccieaoBaHuu. He ObUIO BBISIBICHO OTIUYUN
no 4dactoTe BbIsiBIeHUST AHA no0oro TMma M aHTUTEN K KapAHOJIUINHY B TpyIIax
nanueHToB uMmeBmux u He mMeBmux MITJT [209]. B Hacrosiiee Bpemsl yCTaHOBJICHA
poinb aHTU-Qp210 kak He3aBUCUMOro (akTopa HEOJArONMPUATHOTO TCUYCHHS
neyeHouyHoro mnopaxenus npu [IBX [99]. B nHameir paGore He OBLIO BBISABICHO
CTAaTHCTHYECKH 3HAYMMBIX pa3nuuuii mo dyactore BeisiBieHus [IbX-cnermmupuyansix AHA
B rpynmnax namueHtoB ¢ MIIJI u 6e3 TakoBoro, XoTs u Obljja OTMEUEHa TEHACHIMS K
MEHBLIEH YaCTOTE CEPOMO3UTUBHOCTH MO aHTU-gp210 B rpynne nmanuentos ¢ UIIJI. Mbr
npeamnonaraem, uro [IbX-cnenuduyansie AHA HanpaBieHbI IPEUMYIIIECTBEHHO MPOTUB

AHTHUI'CHOB 6I/IJ'H/IapHOFO OIIUTCIIMA KW HC BOBJICYCHBI B IIOPAXCHHUC JICTOYHOI'O
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UHTEPCTULIMSI, YTO OOBSACHSIET OTCYTCTBHME 3HAYUMBIX OTIWYUNA 1O 4YacTOTE HX
BBISIBIICHUS B JIaHHBIX TPYyIIIaX.

B nammem uccienoBaHuu ypoBEHb JICUKOIIUTOB U HEUTPOPuUIOB nepudepudeckoi
KpoBU Obl1 Ooisiee BbhICOKMM Y mnauumeHtoB ¢ HIUI, xotda mpu 3ToM uX cpeaHue
MOKa3aTeIu HE BBIXOJWIIN 3a MpeAesibl HOpMaldbHbIX 3HaUeHuM. [Ipu MHOTO(pakTOpHOM
aHanuse 0oJiee BBICOKHMI ypoBEHb JeHKkouuToB Ol npeaukropom UIIJI. B Heckonbkux
UCCJIeIOBaHUAX OblLIa MPOJEMOHCTPUPOBAHA poJib HeWTpodunaoB B martoreHeze M3JI,
MOKa3aHa UX CIMOCOOHOCTh WHAYLHMPOBATH PAa3BUTUE JIETOUHOTO WHTEPCTULIMAIBHOIO
¢Gubpo3a vepe3 pasnuuHbie MexaHu3Mbl [263, 51, 65]. BeienepeuncieHabie GakThl U
pe3yNbTaThl HAIIETO MCCIEJOBAaHUS B COBOKYIHOCTH TO3BOJIAIOT MPEIoJiaraTh
BO3MOXXHYIO poiib HedTpodunoB B maroreHese IIbX-accommuposannoro UILJL. C
JIPYrol CTOPOHBI, 00JIe€ BBICOKHE YPOBHU HEUTPOPUIOB M JICUKOIMTOB B TPYIIE
nanueHToB ¢ HWIIJI mornm ObITh OOBSCHEHBI MEHBIIEH PacnpOCTPAHEHHOCTHIO
TUMNEPCIJIEHU3Ma B pPaMKax IMOPTaJbHOM TUIMEPTEH3WU Yy JAHHBIX OOJIbHBIX, €CIHU
NPUHIATH BO BHUMaHuE MeHbIIyto yactoTy LI u TenmeHmuio xk OoibllieMy YpPOBHIO
TpoMOOLIUTOB B Tpytiie nmanueHToB ¢ UITJIL.

[lopakeHne AMCTAIBbHBIX OPOHXOB OBLIO AMArHOCTUPOBAaHO Yy 45 (25,7%) u3 175
MaIMEHTOB, OKA3aBIIMCh HauOoJiee PACTIPOCTPAHEHHBIM JIETOYHBIM nposiBaeHueM A3IL
Bogiieuenne OpoHXOB ¢ HauOousblned dactoTo oOHapyxkuBanock npu [IBX-AUT
(43,8%), xapaKkTepu30BaJIOCh HAUOOJBIINM pa3zHooOpa3zueM BapuaHToB — mipu [IBX,
I[IBX-AUTI u IICX.

B namem wuccnenoanun dactota BeisiBaeHus npu KT OI'K y Gompubix I1BX-
AUT yrommenus creHok OponxoB (31,3%), nertpunoOynspraoit smpuzemsr (25,0%),
HETPAKIIMOHHBIX OPOHXO0’KTa30B W OpPOHXMONO’KTa30B (6,3%), TEHTPHIOOYISIPHBIX
ouaroB (18,8%) Ovu1a Menbire TakoBol npu C3CT. [Ipu PA u CII yromnmieHne cTeHOK
OpouxoB oOHapyxwBamu y 83% wu 36%  manmueHToB, COOTBETCTBEHHO,
HEeHTpUI00YIsIpHYI0 SMbm3eMy — Y 50% u 96%, HeTpaKIIMOHHBIE OPOHXOJKTa3bl — Yy

17% u 36%, uenrpuiaoOynsgpubie ouaru —y 50% u 40% [168, 61].
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Bogneuenune O0ponxoB y 60,0% OO0JIBHBIX XapaKTepU30BAIOCh OECCUMITOMHBIM
TEUEHHWEM U TPHUBOJUIO K, MPEUMYIIECTBEHHO, JIETKOW OpoHxoo0cTpykiuu y 28,9%
MalMeHTOB. B Jpyrux peTrpocrneKTUBHBIX HCCIAEAOBAHUSAX OPOHXOOOCTPYKTHUBHBIE
Hapymieauss npu [IbX o6napyxuBanu y 1,6%-6,7% mnanueHToB 0e€3 KIMHUYECKUX
NpPU3HAKOB mopakeHus yerkux [55, 137, 209]. Msl npeamnonaraem, 4to pa3iuyus B
YacTOTE BBISIBICHUS OpOHXOOOCTPYKIMH B HAIlleM W JAPYTUX MCCIEIOBAHUSAX MOIJIH
OBITH OOYCJIOBJICHBI, B TOM YHCJIC U TeM, uTO Oosiee Tpetu (35,6%) mainueHToB B HaIlleM
UCCJIeIOBAHUHU HApsAY C BOBJICUEHHEM JAUCTAIBHBIX OpoHX0B Takxke umenu UL

[IporHocTryeckoe 3HaYeHUE MATOJOTUM JAMCTAIBHBIX BO3AYXOMPOBOMASIIIUX
nyteil npu A3Il HensBecTHO. MBI OlLleHMBaNM B KpaTkocpouHoM mnepcrekture KT-
nuHamMuky y 27 (60%) u3 45 manueHToB ¢ BOBJICUYEHHEM JIMCTAJIbHBIX OPOHXOB, MPHU
atoM 'y 26 (96,2%) wu3 HuUX HaOMIOAaTuM CTaOWIBHOE TEUYCHHE OpOHXHATLHOTO
nopaxenusi. OnucaHo  ObICTpomporpeccupymomee TedeHue  JIUMEPOIUTAPHOTO
Opouxuommmta y OonpHOM IIBX, KOTOpBI oOcnOXHUICA (aTaJbHOW BTOPUYHOMN
OakTepuanbHON HWHQpEKIHEeH HWKHUX JbIXaTedbHBIX nyTed [42]. B Hamewm
UCCJIEJOBAaHNN NOPAKEHUE BO3AYXOMPOBOASIINX MTyTEH, IPEACTABICHHOE YTOIILIECHUEM
CTEHOK OpOHXOB, OpPOHXHOJUTOM U OPOHXOIKTa3aMH, HMEJIO0 TPOrPECCUPYIOIICce
TEYCHHE M TMpeolagano Mo aKTUBHOCTU HaJl mopakeHuem nedeHu y 1 (2,2%) uz 45
NAlUEeHTOB.

Takum 006pazom, mopaxeHUE MUCTATBHBIX OPOHXOB, XOTS U SIBISIETCS OJHHUM U3
HauboJsiee pacnpoCTpaHEHHBIX JerouHbIX mpossieHuil A3Il, ¢ Touku 3peHus mporuosa
XapakTepusyercs OJaronpUsTHBIM TE€UYEHHEM B KPAaTKOCPOUHOM MEPCIEKTHBE M PENKO
ONpENENsIeT TAKECTh COCTOSHMs nanueHTa. llerecooOpa3eH CKpUHHUHI MOpa)KEHUS
JTUCTATBHBIX OPOHXOB, B TIEPBYIO ouepeb, y 6ompHBIX ¢ [IBX-AUT.

Hamuuue XBII (O 4,457 (95% AW 1,468-13,532), p=0,008) u Oosbiimii
Bo3pact Hauvana 3aboneBanus (OIL 1,053 (95% JAM 1,016-1,093, p=0,005) 3aboneBanus
ObUIM  acCOLIMMPOBAHBI C  BEPOSITHOCTHIO TOPAXKEHHUS JUCTAIBHBIX OPOHXOB.
VY CTaHOBJIEHO HAIMYHE OOIIMX T€HETHYECKU-1ETEPMUHUPOBAHHBIX (DAKTOPOB pHUCKA KaK

1T O0JIe3HEH MHUCTANBHBIX BO3IYXONPOBOISINNX MyTeH, Tak U Oosie3nel movek [88]. B
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nonynsiuonHoM uccinenoBanud NHANES 6ponxoo0cTpykiiuio yaiie oOHaApy KUBAJIU Y
nanueHToB ¢ XBII (15,6%) o cpaBHeHuto ¢ nanuentamu, He uMmeBiumu XbIT (13,3%).
CHIKEHUE CKOpPOCTH KiIyOOuKoBOW (QuuibTpauuu Ha Kaxaele 5 wu/mun/1,73m2
YBEJIMUMBAJIO PUCK PA3BUTH OPOHXOOOCTPYKTUBHBIX 3a00neBaHuil Ha 3%, yBeIuueHHE
BO3pacTa Ha Kaxnabli 1 rog — Ha 6%. YBenuueHue anbOyMUH-KPEATUHUHOBOTO
COOTHOILIEHUs MouH OoJiee 30 MI/T yBETUUMBAIO PUCK PA3BUTHUS OPOHXO0OCTPYKLNU HA
42%. Puck mopaxkeHHusl JUCTalbHBbIX OpOHXOB Bo3pacTal Ha 5,3% ¢ kaxabiM 1 romom
Bo3pacTa. B Hamem uccienoBaHuM HaOMOAAIM NPAMYIO KOPPEISLUI0 cl1abod CHIIBI
(p=0,218) mMexay ckopocThio KiyOoukoBor (uiabTpaiuu u ODBI, 4to coriacyercs ¢
pesynbratamu uccienoanuss NHANES [175].

Hamnune XDbBII coxpaHsino NOPEIUKTUBHYIO 3HAYMMOCTh B OTHOIIEHHH
BEPOSATHOCTHU MOPaXKeHUs AuCTaIbHbIX Oporxo (OIIl 22,775 (95% JAN 1,395-371,841),
p=0,028) B xozae cybananuza (aktopoB B BeiOOpke nanueHToB [1bX u I[IBX-AUI. Msr
npeanoiaraeM, yto 6osee 3HaunMasi 6osiee Bricokas yactora XbII y 6onbHbIx [16X n
[MIbX-AUI', uMeBIINX TOpakeHUE TUCTAIbHBIX OpoHX0B (44,4% u 6,1%, p<0,001),
Morja ObITh OOYCIIOBJIEHA HAJIMYUEM Yy JIAHHBIX MAllMEHTOB COYETAHHOTO MOPaXEHUs
JErKUX W MO4YeK B paMkax cucteMHbix npossieHuil [IbX. CouetaHue XpOHHYECKOTO
TyOYJOMHTEPCTUIIMAILHOTO HedpUTa W/WIM IOYEYHOTO0 KAaHAIBIIEBOTO aIlujo3a Hu
MOpaXXEHUsSI JIETKUX SBJISETCS OJHUM U3 Hanbojee pachpOCTPAHEHHBIX BapHAHTOB
BHETEYCHOYHbIX TopakeHuid mpu [16X u o6Hapyx)uBaercs y 22,9%-55,5% 06onbHBIX [6,
163]. Ilpeamonaraercs, uro mnpu IIbX, Tak ke xak u mnpu CII, Bo3MOXHO
OJTHOBPEMEHHOE UMMYHOOIIOCPEIOBAHHOE MOPAKEHUE AMUTEIUS Pa3IMYHOW OpraHHOMN
JIOKaJIM3allii, B TOM YHUCJIe — OPOHXHAJIBLHOTO U MOYEeUYHBIX KaHanbieB [172, 205, 89]. C
y4eToM YacToi acconuanuu y 00ibHBIX [IBX BbIIIeyka3aHHBIX BAPUAHTOB MOPAKCHUS
JEerKUX W TMOYEK TMPEACTABISIETCA  IEeJeCOO0pPa3HbIM  CKPUHUHT  MOPAKEHUS
JBIXaTENBbHBIX TMYyTEH y BCEX MAlMEHTOB, UMEIONIUX HAPYIICHHE (DYHKIUHA TMOYECK U
Hao00OpOT.

CepornozutuBHOCT, 1O aHTU-SP100 Obuta accouuupoBaHa ¢  OoJblIEH

BEPOSITHOCTHIO MOpa)KeHUsi nuctaibHbix OponxoB mnpu [IBX (OLI 14,557 (95% A
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1,406-150,693), p=0,025). benok spl00 sBisieTCss CTPYKTYPHBIM KOMIIOHEHTOM SIJEP
KJIETOK M Y4acTBYET B Ipoiiecce TpaHckpuniuu. AHTH-SP100 oOHapyxuBaroTcs y 13-
44% 6onpubIX [1BX 1 cunTaroTcs BICOKOCTIEIIMPUYHBIM MapkepoM 3adoneBanus [103,
239]. B uccnenoanun Wichmann u coaBT. ObUIO MOKa3aHO, 4yTO aHTU-spl00 moryT
TaKke 0OHapyKUBaThcs y O0ybHBIX ¢ M3J1, He nMeronux 3adoneBanus neueHu [239]. B
HameM wuccienoBanuu u3 16 OonbHbIX [IBX, cepomosutuBHbix mo anTu-spl00, 3
(18,7%) wmenu UIUIL, 7 (43,7%) — mnopaxeHue IuCTalbHBIX OpoHxOB. YactoTa
BbIsiBJIeHUS! aHTU-Sp100 y MalMeHTOB ¢ MOpaXeHUEM JUCTAIbHBIX OPOHXOB MpEBbIIIANIa
TAaKOBYIO y TMAalMEHTOB 0€3 MOpa)KeHUs IUCTAIbHbIX OpoHxoB (63,6% wu 25,7%,
p=0,032). MbI nomyckaem, 4To MPUYMHON TAaHHOTO (PEHOMEHA MOKET OBbITh IKCIIPECCUS
6enka spl00 B KieTkax OPOHXMAIBHOTO SMUTENUS MOPAKEHHBIX OpoHXOB. Poib aHTH-
spl00 kak mabopaTopHOro Mapkepa MOpakeHus JucCTaibHBIX OponxoB mpu [1BX
HOJUICKUT JIaJbHEHIIEMY U3yUYeHHUIO B 00Jiee MacIITaOHbIX UCCIIET0OBAHUSX.

Mpb1 HaOmoganu ovaroBoe mnopaxkenue Jerkux y 13,7% OonbHBIX, MOYTH Y
noJIoBUHBI (45,8%) M3 KOTOPBIX OHO COYETAIOCH C JIPYTUMU BapuUaHTaMH BOBJICUCHMUS
nerkux. [lopaxenue ¢ HaubomnpIeit yactoroit odHapyxkubanu npu [IBX-AUIL (31,2%).
B apyrux mcciaemoBaHusx ovaru Jierkux Haomomann y 25% ooneubix 16X [209, 142,
213]. YacroTa BbIsABICHHS Jero4HbIX ouaroB mpu [IBX comocraBuMa ¢ TakoBO# mpu
C3CT: 45% npu CII, 25% — npu PA [168, 61]. OuaroBoe mopakeHHE JCTKUX IMPH
[TBX MoXeT BO3HUKATh KaK M30JIMPOBAHHO, Tak U B pamkax CIITIJI nm OIT [142, 213].

V¥ Bcex MalMeHToB B HAIIEM HUCCIIEIOBAHUM JAHHBIA BApUAHT BOBJICUYECHUS JIETKUX
XapaKTepU30BAIICS CTAOUIBHBIM U OECCUMIITOMHBIM TeueHueM. Y 79,2% manueHToB C
OYaroBbIM MOPAXKEHUEM JIETKUX B MPOILIOM WJIM Ha MOMEHT UCCIIEIOBAHUS MPOBOINIIN
UMMYHOCYTIpECCUBHYIO Tepanuio cucteMHbiMu ['KC w/wnmm  a3atmonmpuHOM 110
MEYEHOYHBbIM WJIM BHENEYEHOYHBIM IMOKa3aHUsIM. B CBSI3M ¢ 3TUM MBI HE MOXKEM B
MOJIHOW Mepe UCcKio4aTh, uro oOHapyxeHHble npu KT OI'K nerounsie ouaru moriu
OBITh OCTATOYHBIMU TPOSBICHUSIMH JIPYTOTO HMMMYHOOTIOCPEOBAHHOTO BapHUaHTa

nopaxenus Jserkux, Hanpumep WIUI, mperepreBmiero B pe3ynbTaTe MPUMEHCHUS
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npenapaTtoB ¢ MMMYHOCYNPECCUBHBIM  MEXaHU3MOM JICHCTBHSI  JIEKAPCTBEHHO-
WHYIIUPOBAHHBIE TATOMOP(O3 U YACTUYHOE PErPECCUPOBAHUE.

MenuactTuHaNbHYIO JTUMQaJEHONATUIO BBISBIUIM MOYTH Y KaXJIOT0 YETBEPTOTO
nanuedta ¢ [IbX (23,4%), xaxgoro msitoro — ¢ [IBX-AUD (18,7%) u kaxmoro
necaroro — ¢ IICX (9,5%). B 87,0% cnydyaeB MenuactuHaibHas duMdageHonaTus
oOHapyxuBanach y OosbHBIX, uMmeBmux HWIIL. V¥V 13,0% mnanueHTOB yBeIUYeHUE
auM@aTUYECKUX Y3J0B CPEAOCTCHHUS] HE COMPOBOXIAIOCh JIPYTUMHU BapHaHTaMHU
nopaxxkenus jerkux. Outwater u coaBT. HaAONIOAAIM YBEIMYCHHE MapakapIUaIbHBIX
muMmpaTtudyeckux y3noB y 23,8% OonbHbix [1BX, He HMMEBIIUX APYrUX JIETOYHBIX
nopakeHuii opranoB rpyanoi kietku [180]. IIpu rucTonorudeckoM HCCIICIOBaHUM
MOPXKECHHBIX JIMM(PATHUECKUX Y3JI0B Y O0JbHBIX [IBX 00HapyXHBalOT PEAKTUBHYIO
TUNEPIUTa3ui0 TUMQOUTHON TKaHH, THUNEPIUIA3UI0 CHUHYCOB, TMCTHOIIMTO3 CHUHYCOB U
¢udpo3 [180]. Mbr mpociennan Teuenue aumdanenonarnu y oonpHoi [16X, numesiieit
BOBJICUCHHE  HaaauadparMaibHbIX, MpENepuKapAHalIbHBIX U a0JOMUHAIBHBIX
nmuMdaTudeckux  y3i0B. JlumdaneHonatus Oblma  CIydyaWHOW  HAXOJIKOW  MpH
oOCleIOBaHUM, HMeJla PEaKTUBHBIM  XapakTep, YTO ObUIO  TMOATBEPKACHO
TUCTOJIOTUYECKUM HCCJIEJIOBAHUEM, U TIpeTeprieBaia CIIOHTAaHHOE OOpaTHOE pa3BUTHE.
Takum o6pazom, npu I[IBX mmeercs Hecmenmuduyeckas pPEaKTUBHAS TUIEPILIA3HUS
TuM(paTUYECKUX  y3JIOB, KOTOpas, Yy 4YacTh OOJIbHBIX MOXET  BOBJIEKATh
MeINaCTUHAIBHBIE JTUM(PATHIECKUE y3IIbI.

[IneBput Ob1 aumarHoctupoBaH y 6 (3,4%) uz 175 mammentoB. [lopaxkenue
TJIEBPHI yarie oOHapyXuBanoch y 00mbHBIX ¢ [1BX, mpenMyIecTBeHHO COMyTCTBOBAIO
octpoit daze Teuenuss OIl m xapakTepu3zoBagoCch OIArONMPHUSATHBIM TEUEHHEM BO BCEX
ciaydasix. OcoOeHHOCThIO HaOmojAeHud Obuto codertanue mieBputa ¢ WIUJT wmm
MOpakKeHUEM JUCTaJbHBIX OpOHXOB y 5 U3 6 marueHToB. B nccnenoBanuu Lee u coasT.
Mopa)KeHWe TUICBPHI, MPEJCTaBICHHOE TUMdOIUTapHOd WHGUIbTpauein u GudpozoM
obnapyxwuBanu y 5 (31,2%) u3 16 GonbHBIX ¢ pasnuuHbiME Bapuantamu WMILJT [142].
boino onucano ogHoBpemenHoe pazputue JINUII, domnukynspHoro OpoHxuoIUTa U

skccynaTtuBHoro rmiespura npu [16X [194]. V 2 u3 6 manueHTOB MBI HaOJIOIAIH
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AKCCYJATUBHBIN TUIEBPUT Majoro o0bema, perpecCUpoBaBIIMN B pe3yjbTaTe JCUYCHUS
cuctemMHbiMi ['KC u azaTuonpuHoM. DKCCyAaTUBHBIN IJIEBPUT OOJBILIET0 00bEMa IpU
[IBX nabmoparoT npeumyniecTBeHHO y 0osibHBIX ¢ C3CT B paMkax MOJUCEPO3UTA,
MMOATOMY BBISIBJICHUE TIUICBPAIHHOTO BBINIOTA B COYETAHUU C TIEPUKAPIUTOM Y
nareHToB ¢ I16X 6e3 LT tpebyer mckmouenuss C3CT [112]. YacTora mopakeHHs
meBpsl npu [I6X B HameM ucciienoBanuu Obliia coroctaBuma ¢ TakoBoit mpu PA (3%)
u CIHI (5%) u 0buta Menbiire, yem npu CKB (10 50%) [142, 168, 71].

TpomOosMOoNHsi  CyOCerMEHTapHBIX  BETBEM  JIETOYHOW  apTepuud  Oblia
nuarHoctupoBana y 3 (1,7%) u3 175 nanuentoB. OcCOOEHHOCTBIO IEPBOTO HAOIIOICHUS
owuto pasutue TOJIA y manuentku ¢ AUDT 6e3 kakux-nmbo apyrux (HakTopoB pHUCKa
BEHO3HBIX TPOMOOIMOOINYECKUX OCIOKHEHUN. [JaHHOE 00CTOSTENBCTBO COMIACYETCS C
pe3yiabTaTaMu JPYTHX HUCCIAEJOBaHUM, TAe ObUIO TMOKa3zaHo, uro Hamuume AUI
YBEJIUYUBAECT BEPOSITHOCTh PA3BUTHS BEHO3HBIX TPOMOOAIMOOIMUECKUX OCIIOXKHEHUM.
TOJIA Takxke crtana nepBbiM mposiBieHueM AUI, B CBS3M € 4eM MpPEICTaBISAECTCS
obocHoBaHHBIM CcKpuHUHT AUNIT y Bcex OonpHBIX TOJIA, uMerONUX NpU3HAKU
NEPCUCTUPYIOUIETO TeraTuTa BBICOKOW AKTUBHOCTH MpPU OMOXMMHYECKOM aHaJIU3e
KpPOBHU.

Oco0eHHOCTBIO NIBYX ApYrux Habmonenuit cramo pasButue TOJIA y O0NbHBIX
[IbX, umemmx HCUII nporpeccupyromero treuenus. Y ogHod u3 nauueHtok TOJIA
puBeJa K JIEKOMIIEHCAIINU AbIXaTEIbHON HETOCTATOYHOCTH U CMEPTHU YEPE3 HECKOIIBKO
MECSIEB, Y BTOPOl — MPEAIIECTBOBAJIA JIETAIIBHOMY HMCXOJY BCIEICTBHE IMOPAKEHUS
MeYeHu. Y CTaHOBJIEHO, 4TO Hannuue M3JI conpsikeHo ¢ yBETUUYEHUEM PUCKA BEHO3HBIX
TpOMO0IMOOIMUECKIX OCIOXKHEeHUU. B perpocnektuBHOM nccienoBannu TOJIA Obina
nuarnoctupoBana y 7 (14,6%) u3 48 6ompabix M3JI [20]. B apyrom ucciemoBanum
gactota TOJIA mpu U3JI cocraBuna 1%, dhaktopamu pucka TOJIA Obimu Bo3pacT 6omee
80 5ieT, HaTu4YKue AbIXaTeIbHOM HEJOCTATOYHOCTH U BAPUKO3HOW OOJIE3HU BEH HIKHUX
KoHeuHocTer [222]. Ucxoas W3 HammX COOCTBEHHBIX JAHHBIX M PE3YJIbTATOB JIPYTHX
HCCIICIOBAaHUM, MOXKHO Mpeamnoyiarath, uro OonpHbIE [IBX, mmeronue WIILJI, umeroT

Oosiee BBICOKYIO BeposATHOCTh TOJIA, ywem mamuentsl 0e3 WIIJL. PasButme TOJIA
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MOXET OBITh COMNPSKEHO C JEKOMIICHCAIUEeN KaK MOpa)KeHUs TEYeHH, TaK U JIETKUX, U
MPUBOAUTHL K YBEIMYCHUIO BEPOSITHOCTH CMEPTU OOJBHBIX BCIEACTBUE 000MX
nopaxxenuil. Hckmouarb TOJIA HeobOxoammo y Bcex Oo0ibHBIX, uMeromux [IBX B
coueranuu ¢ UI1JI, mpu nexomrieHcaluuy IbIXaTeIbHOU HETOCTATOYHOCTH.

Mpb1 HaOMIOATM THCTOJOTHUECKUE TMPU3HAKKU JIETOYHOTO Backyauta B 1 w3 9
ouonraToB JerkuxX namueHToB, mMmeBIInX MIIJI. OcoOeHHOCTRIO HAOMIOIEHUS OBLIO
couetanue y mnanueHTkun ¢ [IBX Heckonbkux BapuaHTOB mnopaxkeHus jerkux: OII,
MPABOCTOPOHHETO MaJOro 3KCCYAATUBHOTO TUIEBPUTA M JIETOYHOrO BackynuTta. Mmeercs
JUITh OJHO KIMHHUKO-Mopdosornyeckoe HaOmogeHue coueranus UILJT u nerounoro
Backynuta nipu [IBX. IlopaxkeHue JeTKUX MPOSBUIOCH MACCUBHBIM JIETOYHBIM
KPOBOTEUYCHUEM, JbIXaTECIbHOW HEIOCTATOYHOCTHIO M MPUBEIO K THOEIU TMalUCHTKU
[240]. B mamrem HaONIOJEHHH BACKYJIHMT XapaKTEPHU30BAJICS BOBJCUCHHEM apTepuil U
apTepuoJ, OJIHAKO HE MPOSBILUICS JISTOYHBIM KpoBOoTeueHueM. PaHee Oblna mokaszaHa
BO3MOKHOCTH pa3Butus npu [1BX mMMyHOKOMITIEKCHOTO BackyiuTa [64, 149, 188]. C
Y4E€TOM TOBBIIICHUS KOJMYECTBA UUPKYJIUPYIOIMX UMMYHHBIX KOMIUIEKCOB U YPOBHS
P® B KpoBH MBI TaKK€ HE MOIJIM B MOJHOW MEpE MCKIIYaTh UMMYHOKOMIUIEKCHBIN
reHe3 BACKYJUTa y BBINICONMMCAaHHON O0JbHON. Takum 00pa3oM, JITOYHBIM BACKYIUT
SIBIIAETCS CaMbIM PEIKMM BapuaHTOM TmopaxkeHus Jerkux IIbX wm xapakrepusyercs
BapuabeNbHbIM KIMHUYECKUM TedeHHeM. JIerouHwlii BacKyJWT, aCCOLMUPOBAHHBIA C
I[IBX sBRseTcss MMarHO30M MCKJIIOUCHHS, KOTOPBIH JOJKEH OBITh YCTAHOBJICH TOJIBKO
MOCJI€ UCKIIIOUEHUS y MAllMeHTa IPYTruX BAPUAHTOB CUCTEMHBIX BACKYJIUTOB.

Hu y ogHoro w3 manMeHTOB B HaIlleM HCCIEIOBAaHUM HE Obla BBISBICHA
uauonarnyeckas JIAI. ¥V Bcex OONBHBIX JIETOYHAs TUIMEPTEH3Us UMeEJIa BTOPUYHBIN
xapaktep U Obuia oOycnosineHa HanumuveM HWILJI, maronmoruu jeBbIX OTIAEIOB cepAla
n nepenecenHo B npomiom TOJIA. JIAI o6napyxkuBaercs y 3,7-6,4% manueHTOB
I16X, e umeromux C3CT, u y 8,3-54,5% nauuenton, umeromux 16X B coueranuu ¢
C3CT, taxke omnmcanbl equHudHble ciydan npu AUID [210, 247, 264, 23, 4, 30, 125,

171]. C yderoM 3HauuMO 0oJiee BBICOKOH pPacHpOCTPAHEHHOCTH JAHHOTO BapUaHTa
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nopaxkenus: jerkux npu Hanmmuuum C3CT, ckpununr JIAI' nenecoobpaseHn, B mepByro
ouepenb, y 6oapHbIX [IBX, nmeromux C3CT.

Y 30,7% mnanueHTOB BOBJIEYEHUE JIETKUX XapaKTEpHU30BaJIOCh COYETAHHEM
HECKOJIbKUX BapHaHTOB mopaxeHus. HawmbOonee wacteiM coueranuem (59,2%) Obuia
KOMOMHAIUSI TIOpaKeHUs JucTaibHbIXx OpoHxoB u MWIIJI, npeumyiiecTBeHHO Y
nanueHToB ¢ [IBX u IIBX-AUI (87,1%). B uccrnenoanuu Lee u coaBT. mopakeHHE
OpOHXOB U OpOHXHMOJI, NPEUMYIIECTBEHHO MPEACTABICHHOE JIUM(OIUTAPHON
uHpUIbTpaIKe, Had roaaM y 66,6% 0onbHbix [16X, nmesrmx WUILT [142]. TTpu T16X
4acTOTa COYETAHHOTO MOpaXeHHs OPOHXMAJIBLHOTO JIepeBa M JIETOYHOTO MHTEPCTULUA
conoctaBuMa ¢ TakoBod ipu C3CT. B uccnenoBanuu XU U COaBT. MOPAKEHUE MAJbIX
oponxoB npu UIJI, accormuupoBannom ¢ C3CT, nabmonanu y 60% Gonbsabix ¢ CIII, y
45,8% — ¢ CCH, 44,4% — ¢ CKB u 42,9% — ¢ PA [254]. CoueranHOe MOpa)keHHUE
TUCTaNbHBIX OpoHXOB U jeroyHoro uurepcrunus npu C3CT ObLIO acCOMUPOBAHO C
oonpmuM cHkennem ODBI1, ®XKXEJI u nuddy3nonHol cnocoOHOCTH IO MOHOOKCHTY
yrjiepojsa IO CpPaBHEHHUIO C HalMeHTaMu, umeronmmu Toibko WITJT [254]. Mel
HaAO0JIIO1al TeHACHIIMIO K MeHbIuM 3HadeHusM OdBI1 y mainueHToB ¢ codYeTaHHBIM
MOpaXECHUEM JIETKMX, HO HE OBUIO 3HAUYMMBbIX paznuuuii B 3HadyeHusx DXKEJL. VYV
NAIMEHTOB C COYETAHHBIM MOPAXKEHUEM JIETKUX 3HAYMMO Yallle HaOII0Aalld OJIBIIIKY U
Kalenab, OJHAKO y OOJBIIMHCTBA MAIMEHTOB COYETAHHOE IOPAKEHHUE JIETKUX HE
XapaKTEepU30BaIOCh MPOTPECCUPYIOLIUM Wi OCJIOKHEHHBIM TEYEHUEM.
[Ipornoctrueckn HeOmaronpuatHeiM Obut0 couetanue HCUIL u tpomMOGosaMOonmu
cyOcerMeHTapHbBIX BETBEH JIETOYHOW apTepuu y 2 MAIMEHTOK, 00€ U3 KOTOPBIX YMEPIH
Yyepe3 HECKOJIBKO MECSLIEB MOCIIE JIETOYHOW TPOMOO0IMOOIIHUH.

Mbl BBISIBUIIM 3HAUYUMO 00Jie€ BBICOKYIO PaclpOCTPAaHEHHOCTb OXHUPEHHUS B
TpYIe MalMeHTOB C COYeTaHHBIM mnopaxkeHueM Jyerkux (37,0% u 13,1%, p=0,02).
OxupeHue ObUIO aACCOLIMUPOBAHO C OOJIBIIEH BEPOSTHOCTHIO COYETAHHOTO MOPAXKEHUS
nerkux (OLI 4,24 (95% U 1,4-12,836), p=0,011). B nacTosiiiee BpeMsi ycTaHOBJIEHA
B3aMMOCBSI3b MEXKIY HAJIMUYMEM OXUPECHUS U YBEIMYECHHEM pPHUCKA Pa3BUTHS psjlia

JIETOYHBIX TMAaTOJIOTHH, B TOM 4YHCII€ — OpOHXHAJBHOM acCTMbI, XPOHHYECKOU
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ob0cTpykTuBHOM Oosiesnm jerkux U M3JI [155, 207]. Cpenu nmpuuuH CYIECTBOBAHHUS
TaKOW acCOIMallMM PaCCMATPUBAIOTCS JIerOUHbIe 3P(HEKTh UHCYIUHOPE3UCTECHTHOCTH,
HapyIlIeHUs] JIETOYHOTO MHUKpOOMOMa W TATOJIOTHYECKHME WMMMYHHBIE TIPOIIECCHI,
orocpeayeMblie Takumu MeauaTopamu, kak TNF-a, MCP-1 u TGF-B1 [182, 96, 49].

Ponp merabonmueckMx HapylIeHWM B TATOTEHE3€ JIETOYHBIX MOpaKEHUH,
accouunpoBaHHbix ¢ A3Il, panee He Obuta npeameToM uzydenus. [lpu C3CT oxupenue
YBEJIMYMBAET PUCK PA3BUTHSI U TSHKECTh TCUCHHS OPTaHHBIX MOPAXKEHUM, B TOM YHUCIIC —
nopaxkenus jerkux [94]. Hamuume oXupeHHs acCOIMHUPOBAHO C YBEIHMUYCHHEM PHCKA
pazButus UIUI mpu PA u sBnsercs ¢dakTtopom pucka HEOIArompusiTHOTO TEUYEHUS
WITJI, accoruupoBanHoro ¢ IIM/JIM [136, 256]. BcneacTBue Majaoro KoJW4ecTBa
JIETOYHBIX MCXOJIOB U OTHOCUTENIBHO HEOOJBINON JJIUTETbHOCTH HAOJIOJACHUS MBI HE
CMOTJIM OIICHUTh MPOTHOCTUYECKOE 3HAYCHUE OKUPEHUS y TMAIMEHTOB C MOpaKeHUEM
nerkux. Mcxonst w3 pe3ynbTaTOB HAIIETO HCCIEIOBAaHMUS MOXKHO MpeAroJiarath, 4To
nanueHTsl ¢ A3I1, B nepByto ouepeas — ¢ [IbX u IIBX—AUI, ctpagaromme 0XupeHueM,
HY’>KJAIOTCS B CKPUHHMHTE JIETOYHBIX MOpPa)XXeHU B MPUOPUTETHOM Topsnke. C 1enbio
CHI)KCHHSI PHUCKa Pa3BUTHS COUYETAHHOTO MOpaKeHUs JIeTKUX BceM OonbHBIM A3IIL,
CTpaJalolIUM OKUPEHUEM, PEKOMEHJIOBAaHO CHUKXEHHE Macchl Tena. Poiib OXupeHHs
Kak (hakTopa coueTaHHOTo mopaxkenus yerkux npu A3Il Hyxknaercsa B JanbHeWeM
U3YYCHUU.

[lopaxkenue nerkux mnpeoOIAAANI0 MO AKTUBHOCTH TEYCHMS HAJ TMOPAKEHUEM
neyenn y 15 (17,0%) uz 88 manumenTtos, 14 u3z xotopeix umenu UIJI, 1 — mopakenue
IUCTaIbHbIX OpoHXOB. OcCloXHEHHUs, BbI3BaHHbIE nopaxeHueM jerkux (HCUII), 6puin
npuuuHoii cmeptr y 1 (1,1%) u3 88 manueHToB.

[Iporuoctuueckoe 3HaAYEHUE BApPUAHTOB JIETOYHBIX MOPAKEHUN Yy MAIUEHTOB C
A3Il paHee He ObUIO MPEIMETOM CHCTEMATUYECKOTO H3y4deHHUs. B OJIHOLEHTpOBOM
perpocniekTuBHOM uccienoBanun UILJI cramo npuumnoit cmeptu 2 (1,4%) uz 145
narnuerToB ¢ [I6X [6]. M3BecTHO 0 Bo3MoxHOCTH THOEn OonbHBIX [IBX BeiemcrBre
nporpeccupoBanuss  HCUIT, OUIT w CIIIIJI [107, 111, 104, 179]. B wnHamem

IMPOCIICKTUBHOM HCCJIICAOBAHMHW MbI BIICPBBIC OLOCHHIIN IITPOTHOCTHYCCKOC 3HAYCHHUC HC
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tosibko UILJI, HO M npyrux BapuaHTOB mopa)keHus Jerkux. OrpaHuyeHus MU pabOThI
OBLIIM OTHOCHUTEIBHO HEOOJIbIION 00beM BBHIOOPKU M Majlasi AJIMTEIbHOCTh HAOIIOIEHUS
(32 mecsma).

B Hamem uccienoBaHUM MOPaKEHUE JIETKUX XapaKTEPU30BaJIOCh 3HAUUTEIbHOM
Bapra0eNbHOCThIO KIMHUYECKUX MPOSBICHUM, JEMOHCTPUPYS BO3MOXKHOCThH HE TOJIBKO
MaHU(PECTHOrO0, HO U CKpbIToro TeueHus. Y 55,7% mnanueHTOB C pa3IMYHBIMU
BapuaHTaMH TMOPAXKEHUS JIETKUX HE OBbUIO KaKUX-JTHUOO PECHUpaTOPHBIX CHUMIITOMOB.
Takum 00pa3oM, BO3MOXXHOCTH OKKYJBTHOTO TEUYEHHUS MPOTHOCTUYECKH 3HAYUMBIX
JErouHblx mnopaxenuid, B mnepByro ouepens HWIII mpu IIBX u [IBX-AUI, nenaer
11e71€CO00pa3HbIM CKPUHUHT aCCOIIMUPOBAHHBIX JIETOYHBIX TMOPAXEHUH y OOJBHBIX C
nanHbiMu A3IL.

Mbl ouenwnn nporHoctuyeckoe 3HaueHue MILJI m coueraHHOro mopakeHUs
JIETKUX B OTHOIIEHMHU AMHAMUKHU nopaxeHus nedeHu npu [IbX u [IbX-AUI'. Hannuwne
NILJI 6bu10 compsbkeHo ¢ MeHbIUM puckoM Aekomrercaruu LIT (OP 0,295 (95% AU
0,094-0,919), p=0,035) u HacTymIecHUS HEOJATONMPHUATHBIX MEUYEHOUHBIX HCX00B (OP
0,2 (95% U 0,044-0,911) p=0,038), coueTaHHOTrO MOPAKEHUS JIETKUX — C MCHBIIUM
puckom aexomnencanuu LIT (OP 0,21 (95% AU 0,048-0,919), p=0,038). ¥V GoabHBIX,
umepmmx UIIJI, mopakeHue IUCTAIBbHBIX OPOHXOB WJIM COYETAaHHOE IOpaKeHHE
JIETKUX, OTMEYAJIM 3HAYUMO OOJIBIIIYIO YacTOTy OTBeTa Ha jedeHue mpu [16X.

JlecsaTuneTHsas neyeHoyHas BbDKMBAEMOCTh y nauueHToB ¢ [IbX ouenuBaercs ot
63% nmo 94% [141, 10]. B Hacrosmiee Bpems HEU3BEeCTHO, sBisercsa au MIIJI
JICTEPMUHAHTON MporHOo3a MedeHowyHoro mopaxkeHus npu [IBX. Shen u coaBt. He
BBISIBUIIM ~ KakoW-1ub0 koppemsiiuu  Mexnay Hamuumem HWIDUI u  puckom B
MPOrHOCTHYECKOH cucteme Meiio y mammentoB ¢ [I6X [209]. Msl He oneHHBaIM B
HACTOSIILEM MCCIIEIOBAHUM BEPOSTHOCTHh HEOJArOMpHUATHOTO MEUYEHOYHOTO MCXO0Ja MO
Moaenn Meiio, OgHAKO MOeCATUIIETHSIST OeccOOBITHIHAS BBDKHBAEMOCTHL ObLIa Oosee
BbICOKOM y manuenToB, uMmeBiux UILI (93,2% u 79,9%, p=0,021). BmecTe ¢ Tem, npu
MHorogakropHoM ananuze Hanuuue UIJI He coxpaHuiio NpeMKTUBHYIO 3HAYUMOCTh B

OTHOIICHHUHN CHHMKCHHA BCPOATHOCTHU HACTYILICHUA KOM6I/IHI/IpOBaHHOFO IICYCHOYHOI' O
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ucxona, nmodtomy Mel cuutaem, yto UILJI mpu IIbX, xoTa u accomuupoBaHo ¢ Ooliee
JIETKUM TEYEHUEM II€YEHOYHOTO IMOPAXKEHMS, HE MOXKET CUHUTATHCA HE3aBUCUMBIM

MPEAUKTOPOM OJIArONPUATHOTO IEYEHOYHOTO MTPOrHO3a.
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BbIBO/bI

1. IlopaxxeHnue yerkux ObL10 AMarHoctupoBaHo y 88 (50,3%) uz 175 manueHToB ¢
A3II, game ero nabmoganu npu [IBX-AUI (81,3%) u I1IbX (59,7%), 3HaunumMo pexe —
npu [1CX (42,8%), AUT (36,6%) u IICX-AUT (25,0%).

2. llopaxxenue nuctaibHbIX OpoHXOB Habmomamu y 25,7% nDanueHTos,
WHTEPCTULIMATIPHOE TMOopakeHue Jjerkux — y 24,0%, oyaroBoe MnopakxeHue JETKUX — y
13,7%, mnopaxenue teBpel — y 3,4%, H30IUPOBAHHYI0 MEAUACTHHAIBHYIO
nmuMmpaaenonatuio — y 1,7%, tpom603MO0MI0 BeTBEH JierouHoit aprepun — y 1,7%,
nerounbli BackymuT — y 0,6%. CoueranHoe mnopaxkeHue jerkux wumenu 15,4%
naimenToB. Ilpu TIbX wu IIBX-AUI' ¢ HauOonbiielt YacToToi OOHApYXKHBAIH
UHTEpCTUIIMANIbHOE nopakeHue Jerkux (37,7% u 56,3%, coorBeTcTBeHHO), Tipu [ICX,
AUT u TICX-AUI' — mopaxkenue auctaidbHbiXx OponHxoB (19,0%, 24,4% wu 20,0%,
COOTBETCTBEHHO).

3. B crpykType BapMaHTOB HWHTEPCTULHUAIBHOTO TMOPAKEHHUS  JIETKUX
npeobiananu capkougonogoOHoe mnopaxkenue Jerkux (33,3%), cyOkIMHHYECKOe
UHTEPCTULHAIIBHOE TMOpakeHue Jerkux (23,8%) u opraHusyromascss MHEBMOHHUS
(21,4%), cpenu BapuaHTOB MOPAKEHHS TUCTATBHBIX OPOHXOB — YTOJIIEHUE CTEHOK
Ooponxos (64,4%) u uenrpunoOynspras smpuzema (40,0%).

4. Tlpu IIBX wu IIbX-AUI' puCK HUHTEPCTUIMAIBHOTO MOPAKEHUS JETKUX
aCCOIMUPOBANICS C CYOKITMHHUYECKUM TeueHneM mnopaxkenus neuenu (OL 11,509 (95%
AN 1,210-109,421), p=0,033), HanuureM HeKa3eo3HbIX TpaHyjeM B nedenu (OLLI
17,754 (95% U 1,805-174,631), p=0,014), yBenuuenuem ypoBus obmiero IgM (OIII
1,535 (95% AU 1,067-2,208), p=0,02) u neiikonutoB kpoBu (OLI 2,356 (95% AU
1,170-4,747), p=0,016). IIpu Bcex A3Il ¢ puckoM mopakeHUs TUCTATHHBIX OPOHXOB
accouuupoBaiIuch 00apIIMi Bo3pacT Havana 3adoneBanus (OLL 1,053 (95% AU 1,016-
1,093), p=0,005) u nanmuuue XbII (OLI 4,457 (95% M 1,468-13,532), p=0,008), c
PUCKOM COYETAaHHOTO MOpaKeHUs Jerkux — Hanuuue oxkupenus: (O 4,24 (95% AU

1,4-12,836), p=0,011).
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5. IopaxxeHnue nerkux npotekano Manudecto y 39 (44,3%) u3 88 maiueHToB, B
TOM 4YHuclie Tpeoliazano Mo CTENEeHH aKTUBHOCTU HaJ MOpakeHueM nedeHu y 15
(17,0%) mnamuentoB (14 — ¢ UHTEPCTULMAIBHBIM TMOpPAXKEHUEM JIETKUX, | — C
MOpaXKeHUEM TUCTAIBHBIX OpOHXOB) U ObuT0 npuunHo cMmeptu 1 (1,1%) marmenTta. He
OBUIO OTMEUEHO [Mapajuleii3Ma MEXJy AaKTUBHOCTBIO TEUYEHHUsI JIETOYHOTO U

[IEYEHOYHOI'0 ITIOPAKECHUM.
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NPAKTUYECKHUE PEKOMEH/JALIUU

1. CkpuHHUHI aCCOUMMPOBAHHBIX JIETOYHBIX TOPAXKEHHUM TIOKa3aH BCEM
nanpeHTam ¢ [IbX u IIbX-AUI'. Insg ckpuHUHra MOKeT npuMeHsaTbesd HatuBHasg KT
OI'K. V mammentoB ¢ AUI, TICX u IICX-AUI' Bemonnenne KT OI'K ¢ menbio
HCKJIFOYEHHUS aCCOLMMPOBAHHOTO TOPAKEHUS JIETKUX II€JIECOO00pa3HO MpU HAITUYUU
KJIMHUYECKUX TPU3HAKOB MOPAKECHUS JIETKUX.

2. TloBblieHHbIl ypoBeHb 001iero IgM cbiBopoTku kpoBH y nanueHToB ¢ A3II
MOET OBITh PACCMOTPEH KaK JaOOpaTOpHBIN MHAMKATOP BeposiTHOCTH Hamuuust UTLIL.
Omnpenenenue ypoBHsS o0mero |IgM ChIBOPOTKM KpPOBH HMEET JHUAarHOCTHYECKOE
3Hauenue npu NI, acconunpoBannom c I16X u IIBX-AUI.

3. PexomenmoBano wuckmouath A3Il y Bcex maruentoB c¢ UIIJI HesicHoro
npoucxoxaeHusi. llenmecooOpazen momaroBbeli  moaxos K  ckpuHuHry — A3II,
npeanonaratomuii onpeaenenre aktuBHoctTd AJIT, ACT, I'TT u P ceBOopoTKH
KpPOBH M, MpPHU BBIABICHUM CTOMKUX M 3HAYUMBIX OTKJIOHEHHM OT HOPMBI
BBIIICYKa3aHHBIX MTOKa3aTeNel, uccienoBane UMMyHoO0Ta antuten mpu A3IL

4. YV Bcex MAIMEHTOB C CAPKOUI030M JIETKUX, UMEIOIUX KIMHUYECKHUE H/WIN
nabopaTopHBIC MPOSBICHUS Xo0JiecTa3a, Heo0xoaumo uckimouath Hanuuue 116X u I[1bX-
AUTI'. Meronom ckpuHuHTa siBisiercs onpeaencane AMA-M2 u [1IbX-crenndudeckux
AHA. B auarHOCTHMYECKH HESICHBIX CIydasiX PEKOMEHJOBAHO BBIMOJHEHUE OHMOICUU
[ICYCHHU.

5. HeoO6XxoauM MOHUTOPHMHT BBISBICHHBIX JIETOYHBIX MOpakeHUH. (s omeHkH
JUHAMHUKMA TEUEHUS TMOpaKeHUs JIETKUX MoryT mnpuMeHsaThcs HaTuBHas KT OTK,
CUpoOMeTpHs U ompeaeneHne nudy3noHHONW CIIOCOOHOCTH JIETKUX IO MOHOOKCHIY
yraepona. [Ipu OTCyTCTBUM 3HAYMMBIX HAPYIMICHUW (DYHKIIMH BHENTHETO IBIXaHUS Y
MAalMEHTOB C MUWHHUMAJIbHBIM WA HENPOTPECCUPYIOIIMM JIETOYHBIM ITOPaXECHUEM
BO3MOKHA HaOJltofaTeNnbHas TaKTHKa BeAeHud. [Ipu mporpeccupyroiieM MOpa)KeHUU

JICTKHUX ITOKa3aHa MMMYHHOCYIIPCCCUBHAA TCPpaIln:.
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CIIUCOK COKPAIIIEHU U YCJIOBHBIX OBO3HAUYEHUU

antu-nc/IHK — anTuTena k ABycnupanbHOM 1€30KCUPUOOHYKIEMHOBOM KUCIOTE
anTu-gp210 — antuTena k mporeuny gp210

anTu-LC-1 — anTHTENa K IUTO30]IbHOMY AHTUTEHY MeYeHH | Tumna

anTu-LKM-1 — anTuTena k Mukpocomam nevyeHu u novex 1 tuma

antu-SLA/LP — aHTMTeNna K pacTBOPUMOMY IIC€YCHOYHOMY aHTHIEHY/TIEYEHOUHO-
NaHKPEaTUYECKOMY aHTUTEHY

anTu-SMA — aHTHTENA K TJIaJIKOW MyCKyIaType

anTu-Spl00 — anTurena k nporeuny SP100

aHTH-SS-A— aHTuTena K nNpotenny SS-A

anTu-PML — antuTena x nporeuny PML

AUNI" — ayTOMMMYHHBII F€aTuT

A3II — ayTouMMyHHBIE 3a00JI€BaHUS TICUEHH

AJIT — annannHamuHOTpaHcdepasa

AMA-M2 — aHTUMUTOXOHJpHUATIbHBIE aHTUTEJA 2 TUIA

AHA — aHTUHYKJICapHbIE aHTUTENA

nAHIIA — aHTHMTEeNna K HUTOIIa3Me HEHUTPOPHIOB C IUTOIIA3MATHYECKUM THIIOM
CBEUYCHUS

nAHIIA — aaTuTEeNa K IUTOIIIa3ME HEUTPO(DUIIOB C TIEPUHYKIICAPHBIM TUIIOM CBEUYCHUS
ACT — acnapraramuHoTpancdepasa

ADC — anTudochomunuIHbIN CHHAPOM

AIIA — aHTUIIEHTPOMEPHBIE AHTUTENA

BI'JTY — BHyTpUrpyaHbie TuMQpaTUYECKUE y3IIbl

BI'H — BepxHss rpaHuia HOPMBbI

B3K — BocnianuTenbHbie 3a00J1€BaHUS KUIIEYHUKA

BPBII — Bapuko3HO€ paclInpeHUE BEH NMUILIEBOAA

I'TT — ramma-rnyramMunTpaHCOENTHIA3a

I'KC — rimroKOKOpTUKOCTEPOUIBI
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N3JI — unrepctuninanbHoe 3a0071€BaHUE JIETKUX

NII — uaTepcTULIMATIBHOE MIOPAKEHUE JIETKUX

NMT — unnekc Maccel Tena

KT — xomnbrotepHas Tomorpadus

JIAI" — nerouHast aprepuajibHasi TUIIEPTEH3US

JIAI" — nakratnerugporeHasa

HCHUII — necniennduryeckas MHTEPCTULIMATIBLHAS THEBMOHUS

MHO — MexayHapoaHO€ HOPMAIM30BAaHHOE OTHOILLICHUE

OI'K — opraHbl IpyHOI KJIETKH

OWUII — o6bIuyHAs MHTEPCTHUITUATIbHAS ITHEBMOHUS

H-UTILI — neknaccudunupyeMoe HHTEPCTUITMATBLHOE TTOPAKEHUE JIETKUX
OII — opranuzyroiasics MTHEBMOHUS

ODBI1 — 06beM (opcHPOBAHHOTO BBIJI0XA 32 MEPBYIO CEKYHY

[1bX — nepBUYHBIN OMIIMAPHBIN XOJIAHTUT

I[IBX-AUI" — mnepBUYHBIA OWIHMAPHBIM XOJAHTUT B COYETAHHMH C AyTOMMMYHHBIM
renaTuToOM

I[IM/JIM — noAuMHUO3HUT/ AEPMATOMUO3UT

I[ICX — nepBUYHBIN CKIECPOZUPYIONTUNA XOJAHTUT

I[ICX-AUT" — nepBUYHBIN CKICPO3UPYIOLIUN XOJAHTUT B COYETAHUM C AyTOMMMYHHBIM
renaTuToOM

[ITU — mpoTpOoMOUHOBBIN UHIEKC

[12 — neyenouHas >HIEATONATHS

PA — peBmaTouIHbIN apTPUT

P® — peBmarounabii hakTop

C-UTJI — cyOKIMHIYECKOE HHTEPCTUIINATFHOE TIOPAKEHHUE JIETKUX
C3CT — cuctemHoe 3a005IeBaHUE COSTUHUTENBbHON TKaHU

CKB — cuctemHas kpacHasi BOJT4YaHKa

Cm3CT — cmemanHoe 3a007€BaHNE COCTMHUTENbHON TKAHU

COD — ckOpOoCTh OCETaHUs SPUTPOLUTOB



172

CIIII — capkounmonogo0HOE MOpaxeHnue JEerkux

CC/I — cucreMHast CKIIepoiepMHus

CII — cunapom Illerpena

C-Pb — C-peakTuBHBIii O€10K

TOJIA — TpoMO0IMO0IUS TETOYHOU apTePUU

XBII — xponuyeckasi 60J1€3Hb MOYEK

OXEJI — popcupoBanHas KU3HEHHAsE EMKOCTb JIETKUX

YAXK — ypcone3okcuxonenas KUCI0Ta

VY3U — ynpTpa3ByKOBOE HUCCIIEIOBAHUE

I® — menounas pocdarasza

1T — uuppo3 neueHu

ASMA — anTHuTeNa K TIaJIKON MyCKyIaType

IAC — International Ascites Club (MexayHapoaHbIii Kiay0 10 H3YYEHHUIO aCIIUTa)
MELD - Model For End-Stage Liver Disease (momeiab TepMHHAIBHOW CTaauu
3a00JIeBaHUS TICYEHN)

mMRC — Modified Medical Research Council (MoauduiupoBaHHbBIN OIMPOCHUK
bputaHckoro MEIUIHMHCKOTO MCCIEA0BATENIbCKOIO COBETAa ISl OLEHKH TSYKECTU
OJIBIIIIKH)

SIR — standard incidence ratio (cTanmapTU3UpOBaHHBIN YPOBEHB 3a001€BAEMOCTH )
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