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IIy1bMOHOJIOrMYECKHE MPOSIBJIEHHS Y B3POCJ/IbIX NANMEHTOB ¢ AeGeKToM

ryMOPAJIbHOI'0 3B€Ha UMMYHHUTETA

T.B. AATBIWEBA, E.A. AATBILLEBA, N.A. MAPTbIHOBA, I.3. AMVMHOBA

OIreY 'L «MuctutyT uMmyHoaorun» GMBA, Mocksa, Poccus

AnHoTaums

MepeuyHble nMmyHoaedUuMTbl (MA) — rpynna BPOXAEHHBIX 3a00A€BaHUIA MMMYHHON CUCTEMbI, HacuuTbiBalolas 6oree 230
HO30AOMMI, CBA3AHHbLIX C YTPATOM, YMEHbIIEHNEM WMAWM HEMPaBMAbHBIM (DYHKLIMOHMPOBAHMEM OAHOIO MAM HECKOAbKMX €€ 3Be-
HbeB. B BMAY pacnpoCTpaHeHHOro 3abAyXXA€HWS, 4TO 3TO KpaiHe peakune 3ab0AeBaHMs, KOTOPble BCTPEHAIOTCS TOABKO Y A€TeW
1 NMPUBOASAT K MX CMEPTH B paHHem Bo3pacTe, [MMA HepeAKo MCKAIOHAeTCs Bpayamm CMEXHbIX CMeLnaAbHOCTER 13 Kpyra And-
depeHumnanbHon anarHocTukn. Hanbonee vacto scrpedatowmecst hopmbl MNA — aedekTbl FyMOPaAbHOrO 3BeHa UMMYyHMTETa
(obwas BapnabeabHas MMMYyHHast HeaocTaTouHoCTh — OBUH, X-cuenaeHHas araMMarAobyAMHeMUsI, CeAeKTUBHBIN AepruunT IgA
1 Ap.) — MMeloT BoAee Aerkoe TeHeHue Mo CPaBHEHMIO C APYrMMM BapuaHTamu MMA, No3BoAsist NaLMeHTam AOXKMBaThb AO B3POC-
AOrO BO3paCTa, M AaXe MOryT MaHM(eCTMPoBaTh BO B3POCAOM Bo3pacTe. [NopaxeHns BPOHXOAErO4HOM CUCTeMbl — Hanboaee
4acTble NPOABAEHMAMM 3a00A€BaHMSA Y NAUMEHTOB C A@(PEKTOM FYMOPaAbHOrO 3BeHa MMMyHMTeTa. Takum obpa3om, TepanesT
1 MYABMOHOAOT B DOABIIMHCTBE CAyHaeB SBAAIOTCS NEPBbIMM BPA4YamMu Ha MyTW 3TUX MALMEHTOB M UIPAIOT KAIOYEBYIO POAb B MX
cyAbbe, Tak Kak TOAbKO CBOEBPEMEHHO MOCTaBAEHHbI AMarHO3 1 BOBPEMSi HauaTasl aAeKBaTHasi Tepanus NO3BOASIIOT COXPaHNUTb
He TOAbKO XM3Hb BOALHOrO, HO M €e Ka4ecTBo, NpeaoTspallas (hopMMpoBaHMe HEODPaTUMbIX OCAOXKHEHU. boAbLyiO POAbL B
MOCTAaHOBKE AMArHO3a WUrpaloT M3MEHEHMS!, BbIBASIEMbIE MPKU KOMIMbIOTEPHOM TOMOrpadun OpraHoB rpyAHOR KAeTkn. OHu He
ABAAIOTCA crneunduuHbiMm AAs THA, 0AHAKO CyWecTBYeT PSA XapaKTePHbIX MPU3HAKOB, MO3BOASIOWIMX MPEANOAOXKMTL 3TOT AMa-
rHO3.

KAtoueBble choBa: nepBuYHbIA MMMYHOAEHULINT, PECTTMPATOPHBIA TPaKT, MHPEKLMOHHbIE OCAOKHEHMS], HEMHGPEKLIMOHHbIE OCAOXK-
HeHMSsl, MUHTEePCTHLMAAbHasI AeroYHasi DOAe3Hb, OPOHX0KTas3bl, THEBMOHMSI.

Pulmonary manifestations in adult patients with a defect in humoral immunity
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Primary immunodeficiencies (PIDs) are a group of congenital diseases of the immune system, which numbers more than 230
nosological entities associated with lost, decreased, or wrong function of its one or several components. Due to the common
misconception that these are extremely rare diseases that occur only in children and lead to their death at an early age, PIDs
are frequently ruled out by physicians of related specialties from the range of differential diagnosis. The most common forms of
PIDs, such as humoral immunity defects, common variable immune deficiency, X-linked agammaglobulinemia, selective IgA
deficiency, etc., are milder than other forms of PID, enabling patients to attain their adult age, and may even manifest in adult-
hood. Bronchopulmonary involvements are the most common manifestations of the disease in patients with a defect in humoral
immunity. Thus, a therapist and a pulmonologist are mostly the first doctors who begin to treat these patients and play a key role in
their fate, since only timely diagnosis and initiation of adequate therapy can preserve not only the patient’s life, but also its quality,
avoiding irreversible complications. Chest computed tomography changes play a large role in diagnosis. These are not specific for
PID; however, there are a number of characteristic signs that permit this diagnosis to be presumed.

Keywords: primary immunodeficiency, respiratory tract, infectious complications, noninfectious complications, interstitial lung

disease, bronchiectases, pneumonia.

BBUT — uMMyHOTI00YIMHBI U1s1 BHYTPMBEHHOTO BBEACHUS
I'BJI — rpanynemMarto3Hast 60Jie3Hb JIETKUX

NBJI — uaTepcTuinaibHast 60Je3Hb JIETKUX

KT — koMmnbiotepHas ToMmorpadust

JIY — numdbaTtuyeckue y3ibl

OBUH — o01uas BapuabdesabHas UMMYHHas! HEIOCTAaTOYHOCTh
M1 — nepBUYHBIN UMMYHOAEHULIUT

X-CA — X-cueruieHHast araMMarjio0yJInHeMus

C Ttex mop, kak B 1952 r. O. Bruton BriepBbie 0OQUITMATIBHO OTY-
OJINKOBAJI B HAYYHOU JIMTEpAType CIyyail MepBUYHOTO UMMYHOIeDU-
uura (ITUO) [1], mpouuto 6ojee 60 jeT. 3a 3TO BpeMsl MHOTOE M3Me-
HWJIOCH: TIPE/ICTABIICHUE O PACIIPOCTPAHEHHOCTH 3TOU TPYIIIHI 3200~
JIEBAHUI W KIMHUYECKUX MPOSIBICHUSIX, PACIIMPWINCH 3HAHUS O TIa-
TOTeHe3€, MOSIBUIMCH HOBBIE METOJIbI TUATHOCTUKY U Teparvu. [T /]
CUMTAIOTCS PEIKUMU 3a00JIeBaHUSIMY, OJTHAKO JAHHOE TIPEITIONIOKe-
HHE SIBJISIETCS JIMIIbL OTHOCUTENIBHO BEPHBIM: OTIENbHbIE (HOPMBI
MU/ neiicTBUTETLHO UMEIOT SAMHUYHbIC OMTUCAHUS JIUTEpAType, HO
BCe BMECTe 9T 3a00JIeBaHMsI BCTPEUaIoTCst Hepenko |2, 3].

I'pynma TTAJI ¢ KaxxaeiM rogoM CTaHOBUTCS Bce Oosiee u Oosiee
reteporeHHoit [2]. Knaccudukanus I[TW 1 o6HOBsIETCS KaXabie 2 ro-
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Ila U TIpeTeprieBaeT U3MEHEHUsI, O0YCIOBICHHBIE OTKPHITEM HOBBIX
(opm 3aboneBaHMIT WM MEXaHU3MOB UX pa3Butusi. B Hacrosimiee
BpeMsI IPUHSITO BBIIETSTH 8§ ocHOBHBIX rpym [TM /] o mopakeHHOMY
3BEHy MMMYHHOU CHCTEMBbI, OTAEIbHON TPYMIION Kiaccubukamm
BoiaesOT heHokoruu TTU]T [3, 4]:

1. KomObunupoBaHHbie B- 1 T-kieTouHble UMMYHOIEHDUIIUTHI.

2. YeTKO OXapaKTepu30BaHHbIE CUHAPOMBI, COITPOBOXKIAIOTIINE-
Cs1 UMMYHOIEDUITUTOM.

3. leheKThl ryMOpaIbHOTO 3B€HA UMMYHUTETA.

4. boe3Hr UMMYHHO TU3PETYIISIINN.

5. ledexTsl haroimrosa.

6. lecheKThl BPOXKIEHHOTO UMMYHUTETA.
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T.B. AatbieBa m coaBT.

7. AyTOBOCHIAIUTEbHbIE CUHAPOMBI.

8. IedexThl B cCTEMbI KOMIUIEMEHTA.

9. ®enokonuu [MUI.

bonee Taxensie dopmbl [TU/, MmaHudectupyloume B paHHEM
IIETCKOM BO3pacTe M MMeEIolIMe 0oJiee pa3BepHYTYIO KIMHUYECKYIO
KapTUHY, XapaKTepu3yloTcsl HEOOJbIION 3alep>KKOil B MOCTAaHOBKE
MarHo3a B BUJLY HACTOPOXKEHHOCTH TieAraTpoB 1o nosony [TUJI [5].
JledeKThl TyMOpaJbHOTO 3BeHAa UMMYyHHUTeTa (00IIasi BapruadeabHast
UMMyHHas HenpoctatrouHocth — OBUH, X-cueruieHHast arammarsio-
oynuHemust — X-CA, cenekTuBHbIN nebuuut IgA u np.), umeroniue
0oJiee JIerkoe Te4eHUe U HEPEIKO MaHU(eCTUpYIoLIMe BO B3pOCIOM
BO3pacTe, MPEACTABISIOT COO0I HEMPOCTYIO AMATHOCTUYECKYIO 3a/1a-
qy [6]. 17151 TOrO YTOOBI 3Ta MATOJIOTHS He ObLTA ITPOITYIIIeHA B IIOBCET-
HEBHOI TpakTuKe, MeXIyHapoaHbIM COOOLIECTBOM MMMYHOJIOTOB
copmynuposaHo 10 HacropaxuBatowux npusHakos [MTU/ [7, 8]:

1) 4 otuta B roa u 6oJee;

2) 2 TsKeNbIX 000CTPEHUSI CUHYCHUTA B TOJ1 U OoJiee;

3) aHTUOMOTUKOTEPATTHS B TEUEHUE 2 MeC U 0oJiee ¢ He0CTaTo -
HbIM 3 (EKTOM;

4) 2 MHEeBMOHUM B Toj U boJiee;

5) orcTaBaHue peOeHKa B pocTe U (PU3MUECKOM Pa3BUTHUU;

6) TIoBTOpSTIONIVECS TTyOOKME abCIIeCcChl KOXU WJIM BHYTPEHHUX
OpraHoB;

7) peunaMBUpYyIoLIas MOJOYHHULIA HA CJIM3UCTOI 000JI0UYKEe pTa U
IrpUOKOBOE MOPaKEHUE KOXMU;

8) HEoOXOMMMOCTh MPUMEHEHUS] aHTUOMOTUKOB BHYTPUBEHHO
IUIS1 TOCTUKEHUSI KOHTPOJII MHGEKIIMOHHOTO Mpoliecca;

9) 2 snu3ona TSKeN0i reHepaau30BaHHOM nH(eKIu u doee,
BKJTIOYas CENTULEMUIO;

10) Hanmuuue MU y 41eHOB CEMbU.

IMpy HanuMuuu y namuMeHTa 2 HACTOPaXKMBAIOLIMX MPU3HAKOB U
0oJiee pEKOMEHIYeTCs TOTIOJHUTEIbHOE 00CIeI0BaHUE IS UCKITIO-
yenus [MAJ [7, 8].

M3 450 mammeHToB ¢ paznunuHbiMu hopmamu [T, Habmonaio-
mMxcs B KimHuKe MHcTuTyTa iMMyHostoruu, y 282 (62,7%) umeetcst
nedeKT TyMOpaJibHOTO 3BeHa MMMyHuTeta (puc. 1): u3 Hux y 167
(59%) ycranosnen nmuarno3 OBUH, 3HauuMTebHYIO TPYIIITY COCTaB-
JistI0T Takxke manueHTsl ¢ X-CA — 16 (6%). CeneKTUBHBIN TehUIUT
IgA (y 35% GobHBIX) Yallle BCeTo He MMeeT SIPKUX KIMHIMIECKUX TTPO-
SIBJICHUE U SBJISIETCS CJIYYaiiHON HaXOIKOI BO BpeMs 0OC/I€I0BaHUS.
Takum oOpa3oM, B HalleM OTIEJIEHUU, KaK U BO BCEM MMpE, HAKO-
rJjieH Haubonbuuit onelT BeaeHus naureHTos ¢ OBUH u X-CA, u B
NaJbHENIeM B CTaThe PeUb MOMIET UMEHHO 00 3THUX MATOJOTUSIX KaK
0 HanboJsiee YacTo BCTPEYAIOLIMXCS B TIPAKTUKE Bpaya.

X-CA (6one3nb bpyroHna) — nedekT ryMmopajibHOro 3BeHa UMMY-
HUTETA, BBI3BAHHBIN HapyllIeHMEM CUHTEe3a OPYTOHOBCKON TUPO3UH-
KWHa3bl, KOTOpas MPMHUMAET y4yacThe B co3peBaHuu B-numdbouuton
B KOCTHOM Mo3re U3 npeB-11umbounToB B 3peiible KIETKU. DTO Mpu-
BOIUT K TPAKTUIECKU ITOJTHOMY OTCYTCTBHIO B-1MM@OLIUTOB B repu-
(beprueckoit KpoBU U MeprdepuIecKrX TUMGBOUTHBIX OpraHax 1, Kak
CJIENCTBUE, K KPUTUYECKOMY CHUXEHUIO MPOAYKUMM AHTUTEN BCEX
KJIaCCOB MMMYHOIJIOOYIMHOB. DTa hopma [T/ pazBuBaeTcst TOJIBKO
y MYXUWH, a XXEHIIIMHA MOXET SIBISIThCsI HocuTeeM. CUMITTOMBI 3a-
00JIeBaHUsI, KaK MPaBWJIO, BOBHUKAIOT B TTepUOI OT 6 Mec 1o | roma
JKU3HU pedeHKa, KOTIa MPOUCXOAUT UCTOLLEHUE TTOJyYeHHBIX TPAHC-
MJaUEHTapHO aHTUTEJ OT MaTepU, a CUHTE3 COOCTBEHHBIX HE HAYMHA-
eTcs B anekBaTHOM KosnunuecTse. 151 X-CA xapakTepHO NMPaKTUYECKU
rnmosiHoe otcyTcTBre B-kieTok (<1%) v pe3koe CHUKEHHUE ComepxKa-
HUSI UMMYHOIJIOOYJIMHOB BCEX KJIACCOB MPU JJabOpaTOPHOM 00CIeno-
BaHuu (tad.. 1). B 15% ciyyaeB araMmarioOyJJMHEMUSI MOXET UMETh
ayTOCOMHO-PELIECCUBHBIN TUI HacsenoBaHus. KimHuueckue nposip-
JIEHUS CXOXM ¢ 0oJie3Hbio bpyToHa, HO, Kak MpaBuiio, 00Je3Hb UMEET
OoJiee TSXKeEJ0e TeYeHUE, B CBA3U ¢ Oojiee paHHUM OJIOKOM CO3peBa-
Hust B-mumdounros [6, 9].

Ceederus 06 agmopax:
Amunosa Iyaromxan Dnv6upogra — 3aB. OTI. JIY4EBON AUATHOCTUKK

Jlamvuwesa Enena AnekcandposHa — K.M.H., C.H.C. OTA. UMMYHOIATO-
JIOTUU B3POCIBIX

Mapmuoinosa Hpuna Anexcandposrna — Bpad-opaAMHATOP OTI. UMMYHO-
MaTOJIOTUH B3POCIIBIX
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OBUH — naubosiee yacThlii 1UarHO3 B CIy4asiX KJIMHUYECKU
3Haunmoro [MTU]I y B3pocnbix. B ocHOBe 3a00ieBaHUs JIEKUT AedeKT
nuddepeHIIMPOBKU B-KJIeTOK B KJIETKU, CEKPETUPYIOIINEe aHTUTea,
M, KaK CJIeCTBUE, pe3Koe CHUXKeHne KoHueHTpauun IgG (ycioBHOI
MATHOCTUYECKON BETMYMHOM TIPUHSTO CYMTATh CHUXKEHUE KOHIIEH-
Tpammu IgG <450 Mr/mty B3pocibiX M Ha 2 CTaHAAPTHBIX OTKIIOHEHUST
y nereit) v IgA u/wmm IgM (em. Tadu. 1). My>KIrHBI U KEHIUHBI CTpa-
NAIOT C paBHOM YacTOTOI; 3a00/1€BaHNE MOXET MaHU(eCTUpOBaTh HE
TOJIBKO B IETCKOM, HO M BO B3pOCJIOM Bo3pacrte [6, 9].

Kak B cmyqae OBWH, tak 1 ipu X-CA HauboJiee 4acTbIMU KJTU -
HUYECKUMU TIPOSIBICHUSIMU CITY>KaT PEIUIMBUPYIOIIE WHQPEKIINN.
Opnako wig OBMH B otiinume ot X-CA xapakTepHbl HeMHGMEKIMOH-
Hble OcJIOKHEeHUSs 3a0oseBanust. OcnoxHeHusmu OBUH gsisitorcs
SHTEPONATUS C BIPAXKEHHOM Iuapeeii BIUIOTh 10 pa3BUTUS CUHApPOMA
MajibabcopOLUM U TUMONMPOTEMHEMUYECKUX OTEKOB, JMMboLUTap-
Has uHGWIbTPaUUs opraHoB u iuMdbaaeHonarus, oopasoBaHue rpa-
HyJIeM, ayTOMMMYHHbBIE TTPOSIBIICHWSI, TIOBBIIIIEHHBI PUCK Pa3BUTHS
OIyXo0JIeld, B MepBylo ovyepeab aumdoM. IlepeuncieHHble 0CIoXHe-
HUS 00yCIOoBJIeHBI HapyleHueM nuddepeHINPOBKU U npoudepa-
uuu B-numdbouuTos, B TOM ynciie mpoliecca OTpULaTeNIbHOM cenek-
LIMM ayTOPEAKTUBHBIX KJIOHOB, CUHTE3UPYIOLIUX AaHOMAJIbHbIE ayTO-
aHTHUTEJIa, a TAaKXKe HapylIeHueM B3auMoaeiicTBus B-nmumdonutos ¢
IPYTUMU KJIETKaMU UMMYHHOU cucteMbl [6]. TTomumopdusm kiu-
HUYECKUX MPOSBICHUIA 3aTPyIHSET MOCTAHOBKY JAMarHo3a, a pa3Bu-
THE OCJIOKHEHU I ONpeesieT KaueCTBO XXU3HU U TPOTHO3 OOJIbHBIX.

Heundexnmonnsle 1 MHGEKIIMOHHBIE OCTIOXHEHMsI, BO3HUKA-
[01lIMEe Y MAlMEHTOB € Ne(EKTOM I'yMOPaJbHOIO 3B€HAa UMMYHUTETA,
MOXHO pa3Je/UuTh B COOTBETCTBUM C TTOPAXKEHHOI CUCTEMOI Ha cie-
NyIo1Ime:

— OTOJIAPUHTOJIOTMYECKHUE

— OPOHXOJIETOUHBIE

— TraCcTPO3HTEPOJIOTMUECKUE

— renaToowIMapHbie

— peBMaToJIOrnyecKune

— JIepMaTOJIOTMYECKUE

— reMaToJIOTUYECKHE.

I'maBHOI TeMOI TaHHOW CTaTbhU SIBIISIIOTCSI OPOHXOJIETOUHBIE OC-
JIoXKHeHUsI, Habmomaemblie y nauueHToB ¢ X-CA u OBUH, Tak kak
MMEHHO 3T OCJIOKHEHMSI HauboJiee YaCcTO BCTPEUYAIOTCS B KIMHUYE-
CKOIl MpakTUKe Y AaHHOM IpyIinbl naiueHTos [4, 7, 9].

[TopaxxeHust GPOHXOJETOYHON CUCTEMbI XapaKTepU3YIOTCS ILH-
POKMM Pa3HOOOpPa3ueM KIMHUYECKUX MPOSIBIEHUI, YTO MPUBOIUT K
MHOXECTBY MMAarHOCTUYECKUX OIMOOK. Tak, OOJBIIMHCTBO OO0JIb-
HbIX, HaOIIONA0MXCSl Ha 6a3e KIMHUKY MHCTUTYyTa UMMYHOJIOTUM,
MOMaJy B Hallle TOJie 3pEHUS] CITYCTS MHOTUE TOJIbI JIEYEHUS Y TTYJb-
MOHOJIOTOB U TE€PANEBTOB C AMATHO30M XPOHUYECKUI OPOHXUT, XPO-
HUYeckasi 00CTPYKTUBHAs 00JIE3Hb JIETKUX, PELIMAMBUPYIOLIAs THEB-
MOHMS, TyOepKyJe3 u ap. Pazpurrne HeMHGMEKIMOHHBIX OCTOXHEHU I
OBWH ewie B GonblIeil cTENEHU YCIOXHSIET NTUarHOCTUYECKUIA 1Mo-
uck, Mmackupys [TMJ] Takumu nruarHo3aMM, Kak capKoOuI03, OHKOJIO-
rudeckue 3aboneBaHus u Ap. K coxaneHuio, HU3Kas HaCTOPOXEH-
HocTb Bpayeit o nosoay [T/l y B3pocibIx npuBoauia K TOMy, 4YTO B
TeYEHUE MHOTHUX JIET MALMEHThl HE TOJyYaiu KU3HEHHO HEOOXOaM-
MOW Tepanuy U MOABEPrajuch CEPbe3HOMY PUCKY, TOJydast Kypchl
MMMYHOCYIIPECCUBHBIX TIperaparos [2, 5].

YCI10BHO U3MEHEHUST OPOHXOJIETOYHOM CUCTEMBbI Y TTALIUEHTOB C
nedeKToM ryMopasibHOTO 3B€Ha UMMYHMTETA MOTYT OBITh Pa3/1eeHbl
Ha MHGOEKITMOHHbIE U HeMH(peKInoHHbIe (puc. 2) [5, 10].

PecniuparopHeie UHGMEKUMU Y TAUUEHTOB ¢ Ae(hEKTOM IyMO-
PaJIbHOTO 3B€HA UMMYHUTETA OOBIYHO UMEIOT TSKEJI0€ MEPCUCTUPY-
[olllee peuUIMBUpPYIOLee TeUeHUE, TOPIUIHOE K CTAaHJAPTHBIM CXe-
MaM aHTUOMOTHKOTepanuu. Ha HauaiabHBIX 3Tanax BELYLIYIO pPoJib
WUrpaloT MHKAICyJIMpoBaHHble Oaktepuu (Streptococcus pneumonia,
Haemophilus influenzae, Staphylococcus spp.). Ilpu nporpeccupoBa-
HUU 3a00JieBaHUS OOJIblllee KIMHUYECKOE 3HaYeHue IMpuoOpeTaroT
Pseudomonas w Staphylococcus aureus. COriacHO TaHHBIM JIUTEPATY-
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[MyAbmoronornqeckue npossaerms [MTAA

Aeduupur MHC |l Tuna
YacTuuHblil aederT ceAsbiBaloWen uenu peuentopa MH®-y
PKCK

Cungpom Ou [Mxopaxm
Cuugpom TRAPS

CuHppom LWTopmopreHa
Cunapom Omen

Cunppom MN'yna

KWH

Manep-lgM-cuHapom
Curgpom Buckotra—Ongpuya
lanep-lgE-cunapom
Cungpom Huiimerena

XI'B

AHFMCIEIKTEIZMH;TEHEEIHFH 0O3KTA3IMWTA

XPOHWYECKWIA KOMHO-CNMZMCTBIA KaHOMAO03
AYTOMMMYHHBIA "MmbonponndepaTMBHbIA CHHAPOM
X-CA

CenexTHBHbIA geduumT IgA

HAO

OBWH

Puc. 1. AaHHble peructpa MHCTUTYTa MMMYHOAOTHMM O pacripeAeAeHnn HabAloAalowmxcs 450 naumenTos no opmam MUA.

MHC — rnaBHblif KoMIuTeKe ructocoBMectumoctu; MPH-y — untepdepon-y; PKCK — pacnpocTpaHeHHbBIN KOXHO-CIM3UCTBIN KaHIUI03;
XI'b — xpoHuyeckas rpaHyjiemMarosHasi 6ojie3Hb; HAO — HaclieIcTBEeHHbII aHTMOHEBPOTUYECKUI OTEK.

BpoHxonero4Hble ocnoxHeHua Mg

HeuHdeKunoHHbIe

3n0KavecTBeHHbIe
BocnanutenbHble

CTPYKTYpHbIE Nopa*keHUA Nerknx

Puc. 2. Kaaccudpmkaumsi GpoHXOAEroUYHbIX OCAOXKHEHHH Y NaUMeHTOB C AeheKTOM N'yMOpaAbHOro 3BeHa ummyHuteta [5, 10].
WBJI — unTtepcTunmanbHas 60J1€3Hb JETKUX.

Tabanua 1. AabopatopHas anarHoctuka OBUH u X-CA [6]

ITokazarenb HopmMa fu1st B3pocibix OBUWH X-CA
IgA, mr/mn 100—350 CHUXeHUe UM HopMa <20
1gM, Mr/mn 80—250 CHMXeHUe WK HopMa <20
1gG, Mr/on 900—1800 <450 <200
B-numbouutsi, % 5—19 M3meHeHust BapuabesbHbI (OT HOPMBI 10 pe3Koro cHykeHust <1%) <1
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T.B. AaTtbieBa m coaBtT.

Puc. 3. YnAaoTHeHMe AeroYHO# TKaHM BepXHero cermeHta
NpaBoOro A€rkoro u BepxHei AOAM NPaBoOro Aerkoro (4epHas
CTpeAka) M OpoHx03KTa3bl (Oerast cTpeaka) y 35-AeTHero na-
LMeHTa ¢ runorammaraodyautemueii [10].

PBI, Y 9TUX MMALIUEHTOB TaKKe MOBbIIIEHA BOCIIPUUMUYNBOCTD K PECTTU-
PATOPHBIM BUPYCHBIM WHGMEKIMSIM: OMUCAHBI TSKeJble WHMEKInH,
BBI3BaHHBIE BUPYCOM BETPSTHOI OCIThI, BUPYCOM IIPOCTOTO Teprieca,
LIUTOMETATIOBUPYCOM. XapaKTepHBI MHOEKITNOHHBIE TIOPAKESHMSI, BBI-
3BaHHBIE ATUMUYHBIMU BO30OymuTensimMu. Hampumep, Mycoplasma
MOXET BbI3BaTh XPOHUYECKHUII MTHEBMOHUT y ManueHToB ¢ X-CA |5,
11].

Havano dopmsi. Ocoboe BHUMaHUE TIPU cOOpe aHAMHE3a CIIeIy-
eT obpaliaTh Ha OTCYTCTBHME (haKTOPOB (HArpuMep, KypeHUsl, po-
(beccnoHaTBPHBIX BpPETHOCTEI), TPEAPACTIONATAIONINX K Pa3BUTHUIO
TaKUX TSKEJIBIX MH(PEKIIMOHHBIX TTpotieccoB [5, 10, 11]. Peuuausupy-
o1e OPOHXUTHI U ITHEBMOHUU — OIWMH U3 CAMBIX BaXKHBIX U TIATO-
THOMOHWYHBIX Tipu3HakoB [1W/] ¢ medekTom ryMopasbHOTO 3BeHa
MMMYHUTETa, OOJNBIIMHCTBO OOJBHBIX TMEPEXNBAIOT XOTSI OBl OMHY
TTHEBMOHMUIO JI0 IOCTAHOBKU TUATHO3a. Y 9TUX MAllUEHTOB KaK OPOH-
XWT, TaK W TTHEBMOHUS MMEET PSI OTIMIUTENBbHBIX KIMHUYECKUX
TIPU3HAKOB: OTCYTCTBUE d(pdeKTa OT afeKBaTHON aHTUOMOTUKOTEpa-
MUY, HEOOXOAMMOCTb TIPOBENCHMSI HECKOTBKUX KYPCOB aHTUOUOTH-
KOTepanuy ¢ BKITIOUCHUEM TIPEeTiapaToB «3amaca», B TOM YUCIe IS
MApEeHTePATIbHOTO BBeleHUsI. XapaKTepHO HaJW4Khe MHOTOKDPATHBIX
MMHEeBMOHMIT B aHaMHe3e. Ocoboe 3HaUeHUe B TIOCTAHOBKE TMArHO3a
nMeeT kommbiotepHast Tomorpadust (KT) opraHoB rpyqHOIT KIETKH,
TTO3BOJISIIONIAST OMPEAETUTh HEe TOJIBKO OCOOEHHOCTU TTHEBMOHMYE-
CKOTO ovara (3a4acTyio mmMeeTcsl MyabTu(OoKaabHask THEBMOHUS), HO
U BBISIBUTH HE BCETNa 3aMETHBIE MPU OOBIYHOI peHTTeHorpaduu
6poHx03KTa3bl (puc. 3). CouetaHre OPOHXO3KTA30B U THEBMOHUMU SIB-
JISIeTCS BaXXHBIM AuarHoctuyeckuM Kputepuem [TW]L [11]. TTo Ha-
UM TaHHBIM, 115 TanueHToB ¢ [TW]] xapakTepHO HalW4rie MHOTO-
YUCIIEHHBIX 04aroB (hrbpo3a OT MepeHeCEeHHBIX B MPOIILIOM ITHEBMO-
HU.

K HenmHGbeKIIMOHHBIM OPOHXOJETOYHBIM OCIOXHEHUSIM OTHO-
CSTCSI BOCTIAJIUTEIbHBIE U3MEHEHMUsI JISTOYHON TKaHW U OITyXOJIEBbIE
niporieccsl (em. puc. 2) [5, 10].

OpHuUM 13 HanboIIee TSHKETbIX HeMH(MEKIIMOHHBIX BOCTIAIUTETb-
HBIX OpOHXOJIeTouHOM ocnoxHeHuit sipnsgercs: UBJI. PacripoctpaneH-
Hoctb MBJI cpenu manneHToB ¢ 1eheKTOM TyMOPaTbHOTO 3BeHA M-
MyHuTteTta B 240 pa3 Bblllle, yeM B oO1eii nmonyssuuu [10, 12]. B mu-
pokom nonuManuu MBJI BkitouaeT 1enyio rpyriy pa3HOoOOpa3HbIX
peCTIMPaTOPHBIX 3a00JI€BaHUIA, XapaKTePU3YIOIIUXCSI BOCTIAJIEHUEM U
(ubpo3oM MHTEPCTUIIMATBHOM TKAHM JIETKUX. Boigenstor 6onee 200
TIOATUTIOB 3TOro 3aboneBanusi. Cpenn HauboJee YacTo BCTpedaro-
mwmxcst UBJI — capkounos, MBJI, accounupoBaHHas ¢ CUCTEMHBIMU
3a0oneBaHussMu; M BJ1, BbI3BaHHAs MprEeMOM JIEKapCTBEHHBIX MTpena-
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Puc. 4. MHOXXecCTBeHHbIe o4aru (B TOM YMCAe OPOHXOTeHHbIe),
nepubpPOHXMaAbHbIE YNIAOTHeHUs! (YepHble CTPEAKHM) U yHacTKu
YNAOTHEHUSI AETOYHON TKaHU MH(UABTPATUBHOIO XapakTepa
(6enas ctpeaka) Ha hoHe BbIpakeHHbIX (pMOPO3HBIX U3MeHe-
Huii y naumenTkn 37 Aet c OBUH.

paToB; nHeBMOKOHMO3HI [13]. UBJI B kontekcre [MU/ — omHo u3
HanboJIee TPO3HBIX OCIOXHEHUN, OTHOCSIIIMXCS K TTO3MHUM TTOCTIe-
CTBUSIM 3200JICBAHMSI U ACCOLMUPYIOMIUXCS C XYAIIUM TTPOTHO30M.
Cpenu manureHToB ¢ neheKTOM TYMOPaTbHOTO 3BeHAa NUMMYHUTETA B
GosbiuHCeTBe cydaeB MBJI HaGmonaercs y mauuenToB ¢ OBMH. 1o
CHUX ITOP MPUYUHBI 3TOTO OCIOXHEHUS OCTAIOTCS HESICHBIMMU, TIPEIITO-
JIaraeTcsl, YTO HAMOOJBIIYIO POJIb B MATOT€HE3e ITOTO OCIOXHEHUS
WUTpaeT UMMYHHAsT TU3PETyJISIus, a He UH(MEKIIMOHHBIE TTPOLIECCHI |5,
12]. AMMyHOIJIOOYIMHBI UTPAOT BaXXHYIO POJIb B OCYLIECTBICHUM
darouurapHoit dyHkuu. M3-3a HapylieHns] UX CUHTe3a Yy TalueH-
TOB C Ie(heKTaMU TYMOPAIbHOTO 3BeHA UMMYHUTETA CO30AI0TCST YCII0-
BUSI IUTST IOIepXKaHUs UHGEKIIMOHHOTO TIpoliecca BCAeICTBUE He3a-
BEPILIEHHOTO (haroinTo3a, HeCMOTPSI HA MHOTOKPATHBIE KypChl aHTH-
OuoTuKoTepanuu. B cBoio ouepens HezaBepIIeHHBIN (HaromTo3 Bbl-
3bIBACT MPUBJICUCHUE B OYAT HOBBIX MMMYHOKOMIIETEHTHBIX KJIETOK
13 KPOBEHOCHOTO pyciia. B KOHEeUHOM HUTOTe BOCTIATIEHNE B JIETOYHOM
TKAHU TOJIEPXKUBAETCS YK€ HE MH(MDEKIMOHHBIM areHTOM, a MUTpa-
1Mel U TIEPCUCTUPOBAHNEM KIIETOK UMMYHHOI CHCTEMBI U X ITUTO-
KWHOB B JIETOYHOI TTapeHXxuMe, puBos K passututo MBJI u o6paso-
BaHUIO TpaHynem [12, 13].

Ha nauvanbHbIx 3Tanax pazsutus UBJI MoxXeT He UMETh KIIMHU-
yecKuX MposiBieHunit. [loaTomy Uis mpenoTBpanieHus mporpeccupo-
BaHUSs1 3TOTO TsKesnoro ocioxHeHus [TWJ] Heo6XoaMMoro CKpUHUH-
roBoe o0cnenoBaHue MaueHToB ¢ momoiibio KT, Tak Kak peHTreHo-
JIOTUYECKOE B OOJIBIIMHCTBE ClIydaeB MaJToMHGOPMaTUBHO [ 14].

ITposisnenust UBJI ouens BapuabenbHbl. [log 3TuM TepMUHOM
00BETMHEHBI TAKKE TTATOTUCTOIOTUYECKNE SIMHUIIBI, KaK TUMGbOIIH-
TapHasi THTEPCTUIIMAIbHAST TTHEBMOHUSI, (hOJUTUKYIISIPHBIN OPOHXMO-
JIAT, TpaHyJemaTto3Hasi 0oje3Hb jerkux (I'BJI), opranusyromiascs
mHeBMOHUS U 1p. [5]. VI xoTd ms moarBepxkaeHus nuarnosa MBJI ve-
00XOIMMO MATOTUCTOIOTUIECKOe UCCIIeIOBaHNE OUONTATOB, TAHHBIE,
noryaeHnblie ipu KT opraHoB rpynHoi#t KJIETKH, TAKKEe UMEIO OTPOM-
HYIO0 TUATHOCTUYECKYIO0 IEHHOCTh. OTIMYUTENbHON YepToit TuMbo-
LIMTApHOI MHTepCTULINATbHON MHeBMOHUY Ha KT siBsieTcst Hamuaue
YYaCTKOB B BUJIE MAaTOBOTO CTEKJIA, KOTOPBIE JIOKATU3YIOTCS] WA OU-
n06apHO a1hhY3HO, WU MTPEUMYIIECTBEHHO B HIKHEl noe [10].

Wamenenus, BoisiBisiemble Ha KT mpu opranusyioneiicst THeB-
MOHUU, BAPbUPYIOT OT U3MEHEHU B BU/IE MATOBOTO CTEKJIa 1O KOHCO-
mupauuii (puc. 4). DT U3MEHEHUsT PACTIPENesIsTIOTCsST TIEPUOPOHXH -
aTbHO WM Ha Tlepudepuu 1 Hanbosiee YacTo MopaxkaloT HUXKHUE 10-
. OHU MOTYT UMETh Pa3Mepbl OT HECKOJIbKUX CAHTUMETPOB IO 1ie-
JIO IO ¥ MOTYT MUTPUPOBaTh. B Halleil KMIMHUYECKO! MpaKTUKe
MBI CTOJKHYJIUCH C TPYAHOCTbIO AuddepeHIINaTbHON AMarHOCTUKI

TEPAMEBTUYECKUIA APXVIB 8, 2016



[MyAbmororornqeckue npossaerms [MAA

Puc. 5. MHOXecCTBeHHble ymepeHHO yBeAndeHHble AY (a, 6)
nepeAHero U CpeAHero CpeAoCTeHus y nauventa M., 46 aet ¢
OBUH.

MeX1y TUMOOLUTAPHON MHTEPCTULIMATBLHON TTHEBMOHMEH U 0ObIY-
HOI MHTEPCTULIMAIBHOM MHEBMOHUMEN, Tak Kak pe3ynbraThl KT He
JIAI0T MpeacTaBieHusl 0 Xapakrtepe uHduIbTpauuu. [1pu BbisiBISHUN
noao0HbIX u3MeHeHUit Ha KT nepBbIM 3TanoM Beeraa siBisieTcst po-
BeleHHe Kypca aHTMOMOTUKOTEepanuu B KOMILIEKCE C 3aMEeCTUTEb-
HOI MMMYHOTEpaIrueil UMMYHOTIJIOOYJIMHAMU C MOCJENYIOIUM KOH-
TpoJieM u3MeHeHuid. OTcyTcTBUEe oxuaaeMoro addekra, a Takxke
JIMCCOLMALMSl PEHTTEHOJIOTMYECKUX M KIMHUYECKUX MPOsIBICHUIA
(HaJIM4YKMe 04aroBbIX U UHMUIBTPATUBHBIX U3MEHEHUI B OTCYTCTBUE
KJIMHUYECKUX MPU3HAKOB aKTUBHOIO MHQEKLIMOHHOrO Ipolecca)
MO3BOJISIET NMPEanoJoXuTh auarHo3 MBJI. JlonoJHUTeIbHbIM TpU-
3HAKOM, HacTOpaxXuBaroluM oTHocutenbHo MBJI, sBisitoTcst reHe-
payim3oBaHHas uMdaneHonaTus U crieHoMeraausi. C Leiblo OKOH-
yaTteJbHOU BepudUKaUMy IUarHo3a B OTCYTCTBME MPOTMBOIOKA3a-
HMI{ XKeJaTeJIbHO BbIMOJIHEHUE MYHKLIMOHHOI OMOIICHU C MOCIIeayI0-
LM MUKPOCKOITMYECKUM UCCIeJOBAHUEM MTYHKTaTa U GeHOTUITUPO-
BaHUeEM KJIeToK |5, 10, 15].

I'BJI — eie onuH Mopdosornyeckuit Bapuant MBJI, noapasy-
MeBawIlMil hopMUpoBaHUEe HEMH(MEKUMOHHBIX IpaHysieM. [Tpeno-
JIaraeTcsl, YToO HU3KUI ypoBeHb T-KJIeTOK MOXET BbI3BaTh (hOPMUPO-
BaHMe TpaHyJeM B BHUIY HEIOJHOIO CEKBEeHUPOBAHMSI aHTUIECHOB.
I'panynemaTo3Hble U3MEHEHMUSI BBISIBJISIIOTCS] 1O TOCTAHOBKU JMarHo-
3a OBUH B40% cnyuaes [ 14].

JIumcaneHonaTust BHyTpUIpyIHbIX JUMbaTruecKux y3ioB (J1Y)
yactast Haxoznka Ha KT opraHoB rpyaHoil KJIETKM Yy MALUEHTOB C
OBUWH (puc. 5). [To pa3HbIM JaHHBIM, YBeJIMUeHHbIE JIY 0OHapyXu-
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Batotcs y 30—65% GonbHBIX [5, 10]. [To Hamm HaOIIOIEHUSIM, Hak-
OoJiee xapakTepHbIM siBisieTcsl yBenuueHue JIY cpenocteHust (mpe-
MMYILIECTBEHHO MEPEAHET0 U CpeHero otaesoB). Pexe HabmonaeTcs
yBeJIMYeHUEe PUKOPHEBBIX JIY U, Kak MpaBuio, yBeJMYeHUEe HOCUT
OIHOCTOPOHHMUI XapakTep 1100 60Jiee BBIPAXEHO C ONHON U3 CTOPOH.
Kpome Toro, yacto BbISIBIISIIOTCS yBeAWYeHHbIE JIY MOAMBILIEYHBIX 1
MOAKJTIOUMYHBIX 00JIaCTEi.

Coueranue I'BJI y nauuenros ¢ OBUH ¢ numdbounnHoii runep-
riasueit, GoJMKYISIpHBIM OPOHXUOJIUTOM W JTUMQOLUTAPHON WMH-
TEPCTULIMAIBHON MTHEBMOHMEH 00beNMHSETCS MOHITUEM IpaHyJieMa-
TO3HO-IMMGOLMTAPHAs MHTEPCTULIMANIbHA O0JIe3Hb Jierkux [5, 14,
15]. Hannuue Heka3eo3HbIX TpaHyJieM B Jierkux rnaureHtos ¢ OBMH,
a TakKe HEKOTOPBIX APYTMX U3MEHEHUH, BbIsiBIsieMbix nipu KT opra-
HOB I'PYIHOM KJIETKHU (30HbI KOHCOJUAALIMU, yYACTKA MaTOBOI'O CTEK-
J1a, TuMdaneHonaTus CpeloCTeHus ), 3a4acTyi0 CTAHOBUTCS TIPUYM-
Hoit BeneHus nauueHToB ¢ OBUH mox nuarHo3om capkouaosa ¢ Ha-
3HAUEHUEM HEBEPHOTO JICUEHMS!, BKJIIOYAIOIIETO BBICOKUE T03bl UM-
MYHOCYTIPECCUBHBIX IpernaparoB. CieAcTBUEM Ha3HAYEHUS] UMMYHO-
CyINpeccopoB (HarpuMep, CUCTEMHBIX INIIOKOKOPTUKOCTEPOUTHBIX
MpernaparoB) B OTCYTCTBUE 3aMECTUTEIbHOM Tepanuu UMMYHOTJIO0Y-
JIMHAMU SBJISIETCS aKTUBU3aLUs MH(GEKIIMOHHBIX OYaroB C pa3BUTHEM
TSKEJIBIX BUPYCHBIX U OaKTepUAIbHbIX OCJIOKHEHU, TPUBOISILINX K
yrpo3se Xu3Hu 0osbHOro. HecMoTpst Ha To 4To 3TH 1Ba 3a00JIeBaHUS
JIEMCTBUTEIBHO UMEIOT DS/l TTOXOXMX MOPGhOoIOrnyeckux 4yept (Ha-
MpUMep, Psili aBTOPOB Ha3bIBatoT rpaHyieMbl Tpu OBUH — «capkou-
TTOTIONOOHBIMU» ), OHU TaKKe UMEIOT BBIPaXKCHHBIE OTIIMIUS (Ta0.1. 2).
B otnnume ot capkounosa mis OBUH xapakrepHsl yactble nHGbEK-
1IMU, TUTTIOTaMMarJIo0yJIMHEMUST, TeNaTo- W/WJI CTUICHOMETaJIHs, ay-
TOMMMYHHas MATOJIOTUSI, PYU 3TOM HEXapaKTEPHO IMOBBIILIEHUE UH-
nekca CD4*/CD8" B OpOHX0aIbBEOJISIPHOM JIAaBaXKHOM KUIKOCTH ¥
pa3BUTHUE CIIOHTAHHOW PEMUCCUU, YTO YaCTO MOXKET HaOIoaaTbCs
npu capkounose [5, 16]. BoJbliyio MOMOIIb ITPU MPOBEACHUU AU~
depenumanbHoli tuarHoctuku Mexny OBUH u capkonnozom umeror
TakXe u3MeHeHus:, Habmonaemble Ha KT opraHoB rpyaHoii KjieTku
(tada. 3). I[Tpu OBUH uaiie mopaxaioTcs HUXHUE JOJIH JIETKHUX,
Y3€JIKW 3aMETHbIE, O0JIbLINE, B OOJIBLIMHCTBE CJIYYaeB JOKAIU3YIOTCS
XaOTUYHO, XapaKTepHO Halmyue OpoHX03kTa30B. [lpu capkounose
y3€JIKA HEeOOJIbIINX Pa3MepOoB, JOKATU3YIOTCS NepuinM@aTUuecKu,
TUMUYHA JTUMbaneHonaTus nmpukopHeBbix JIY [16].

310KaueCTBEHHbIE HOBOOOPA30BaHUS — 3TO €llle OJlHA Ipyrina
HeMHOEKIMOHHBIX OCIOXHEHUI Y MAlIMEHTOB C 1e(HEKTOM ryMOpaib-
Horo 3BeHa uMMyHuTeTa. [launentst c OBUH u MBJI umetor nosei-
LIEHHBIN PUCK pa3BUTUS JTUMGoMbL: TpuMepHO B 300 pa3 BbllIe, YeM
B 00bIYHOU momynsuuu. Yauie BCTpeyaeTcsl HEXOIKCKUHCKAS JIUM-
doma. Ilpu KT rpynHoit KieTku JUM@OMBI MOTYT ONPENesIThCS B
BUIE 00pa30BaHUs MEPEIHErO CPENOCTEHUS! WIM B BUIE pacIIMpPEH-
HBIX IPUKOPHEBBIX U MEIUACTUHAIBbHBIX JIY, KOTOpbIE OOBIYHO aCUM-
METPUYHBI U CAABJIMBAIOT COCEAHUE CTPYKTYPHI |5, 17].

E1ie onHO 3510KayecTBEHHOE HOBOOOPA30BaHKE, aCCOLIMMPOBAH-
Hoe ¢ [TN]1, 1 B yacTHOCTH € AeheKTaMy TYMOPATbHOTO 3BeHa UMMY-
HUTETa, — TUMOMBI (couyetaHue ool Gopmbl [T 1 TUMOMBI U3-
BecTHO Kak cuHapom I'yaa). [pu KT Tumoma nogsisieTcs Kak Xopo-
IO OTrpaHUYEHHAs Macca B nepeaiHeM cpenocteHuu. Cunapom I'yna
ACCOLMUPOBAH C HEOJArOMPUSATHBIM MPOTHO30M [18].

Pa3BuTHe CTPYKTYpHBIX OPOHXOJIETOYHBIX OCIOXHEHUI SIBIISIET-
CsI UTOTOM KaK MHGMEKIIMOHHBIX, TaK ¥ HEMH(MEKIIMOHHBIX TPOIEeC-
coB. HanboJiee BEpOSTHO, UTO Yy 3TUX MALUEHTOB CTPYKTYPHBIE U3ME-
HEHUS JIETKUX SBJISIIOTCS CJIEICTBUEM HEKOHTPOJIUPYEMOTO MH(pEK-
LIMOHHOTO TMpoLecca U MEePCUCTUPYIOLIET0 BOCTIAJIEHUS B HUXHUX
OTJIeJIaX PeCIMPATOPHOTO TpakTa (CM. puc. 2). Mx Haimmuue mpencraB-
JIsieT co0oit HeoOpaTUMYIO CTaauio 3a00JeBaHUS U OOYCJIOBIMBAET
HeOJaronpusITHLIN mporHos [5, 10].

K cTpyKTypHBIM M3MEHEHUSM OPOHXOB OTHOCSITCSl YTOJIICHUE
CTEHKU OPOHXOB M OPOHXO03KTa3bl — MATOJOTMYECcKas IuIaTalus ofi-
HOTO WM HecKOJIbKUX OpoHxoB. [TN]L ABISIOTCS OMHON M3 CaMbIX
YACThIX MPUYUH PA3BUTUSI OPOHXOIKTA30B KaK y JeTeil, TaK U Y B3pOC-
Jbix [19, 20]. CreneHb pa3BUTHSI OPOHXOIKTA30B UMEET YETKYIO KOp-
PEJISIUIO C TSKECThIO KIMHUYECKUX MPOSIBJICHUN U CHUKEHMEM Ka-
yecTBa XU3HU. B psine rccienoBaHmii mokazaHo, YTO CBOEBPEMEHHOE
HavaJio ajekBaTHO# Tepanuu y nauueHToB ¢ [THM]I yame Bcero mo-
3BOJISIET OCTAHOBUTB MPOrPECCUPOBAHKE JAHHOTO OCIOXHEeHU [2, 4,
5, 10]. ITo pesynsratam KT opraHoB rpyaHoi KJIETKH MOXHO BbIfie-
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Tabanua 2. Kannnueckue M AabopaTopHble pasAnums
1 capkonaosom [16]

rpaHyAaemarto3Ho-aumcoumtapHoit MBA y naunentos ¢ OBUH

[TokazaTenb OBUH Capkonnos
PexkypeHTHbIe MHGMEKIINT F++ +
AyTOMMMYHHas TTaTOJIOTUS +4+ +
CruteHomeranus +++ +
T'enmaromeranus 4t +
Huskwuii yposens IgG bt _
JIumbonmTapHast MUHTepCTUIIMATIbHASI THEBMOHUS +4+++ ++
DoJUTUKYISPHBII OPOHXUOIUT 4+ 4
I'panynema ++++ ++++
CrioHTaHHas1 peMUCCUST + R
[MTowimenHbli nHIEKC CD4*/CD8" B 6pOHX0aIBBEOJISIPHON JIAaBAKHOM XKUITKOCTH + +++

TabAnua 3. Paauorornueckue mapkepbl rpaHyAeMaTo3HO-uHTepcTMuMabHoi MBA y naumentoB ¢ OBUH 1 capkonaozom [16]

IMokasarenb OBUH

Capkounnos

M3MeHeHMs TapeHXUMBbI
TTpukopHeBas 1umbaneHonaTus

V3enku

BpoHxosKTasbl RN

HvxHue momm Jierkux
+ (yale OHOCTOPOHHSISI MM OoJiee BbIpaXKeHHas C OTHOM U3
CTOPOH)
Pazin4HbIX pa3MepoB, B OOJIBIIMHCTBE CIIydaeB JIOKATU3YIOTCS
XaOTHUYHO, BO3MOXHO HAJIMYME BOKPYT 30HBI MATOBOTO CTEKJIA

BCpXHI/IG JIOJIN JIETKUX
4+

Menkue, TIOKQIU3YIOTCS B JIESTOUHOM
WHTEPCTUIIMATLHON TKAaHU
+

JIUTh HECKOJIBKO XapaKTEPHBIX OCOOEHHOCTE OPOHXOKTA30B Yy Ma-
LIMEHTOB ¢ 1e(EKTOM r'yMOPaJIbHOTO 3B€Ha UMMYHUTETA. BpOHX09K-
Ta3bl, Kak MpaBuiIo, HWIMHAPUYECKUE, OunatepaibHble, TUdby3HbIE.
OHM HauboJIee YacTo JIOKAJM3YIOTCS B CPEIHUX M HUXKHUX OTAeIax
JIETKUX. XapaKTepHO MOPaXXeHUE CErMEHTapHbIX OPOHXOB U OPOHXOB
OoJiee Mesikoro kanuodpa [21, 22].

[To HamMM HaGMIONEHUSIM, K TUITMIHBIM CTPYKTYPHBIM U3MEHE-
HUSIM JIETOYHOM TKaHU, HAOJII0aeMbIM Y TTALIMEHTOB C Ne(EKTOM Ty-
MODAJIbHOTO 3B€HAa UMMYHUTETa, OTHOCATCS (hUOPO3HbIE UBMEHEHUS,
sMmbu3emMa, HepaBHOMEPHask BO3AYIIHOCTb JIETOYHOM TKaHU, IIBAPThI
(puc. 6).

YcTaHOBIEHME BEPHOTO IMarHo3a M Ha3HaYeHue aleKBaTHOM Te-
panuu KapaIMHaJbHO MEHSET TeUeHHE U MTPOrHo3 3a00yieBaHUS. «30-
JIOTBIM CTAHAAPTOM» TEPAINUU SIBJSETCS 3aMECTUTEIbHAs UMMYHOTE-
panus rnpenaparaMy HOpMaJIbHOTO UMMYHOTIJIOOY/IMHA YesloBeKa ISt
BHyTpuBeHHOTO BBeneHust (BBUT) [2, 4, 6,9]. BBUT — ato mpomykT
KPOBM, TMPEUMYILIECTBEHHO COCTOSIIMI M3 MMMyHoriooyiuHa G
(IgG), nosnyyaemblii U3 TIa3Mbl OOJIBILIOTO YMCIIA 3[I0POBBIX JOHOPOB.
Ha dapmakonornyeckom pbIHKe MpeicTaBieH MPOKUiA BBIOOP Mpe-
napatoB BBUT. HecMoTps Ha TO YTO CYIIECTBYIOT YETKME KPUTEPUU
115t usrotosieHuss BBUT, kaxblit U3 npenapaToB SIBJISIETCS OPUTH-
HaJIbHBIM B BUJly OCOO€HHOCTE! MPOM3BOICTBA: MOMYJISALNS JOHOPOB,
crabunusarop, KoHcepsaHT, pH, conepxanue IgA, IgG u ux nox-
KJIaCCOB, OCMOJISPHOCTb, CTETNIEHb OUUCTKH, a TAKXKE IMPOLIEHT OeJKa B
pactBope (5% wim 10%) [23, 24]. He Tak gaBHO B apceHalie pOCCHii-
cKuX Bpadeit mosiBuiicss HoBblid 10% BBUT — Tlpusumxken (CSL
Behring), apeKTMBHOCTh KOTOPOTO YCTIEIIHO JI0Ka3aHa 3a pyoexkoM
B JICYEHUU MALMEHTOB C Ae(EKTOM I'yMOPaJIbHOTO 3B€HAa UMMYHUTE-
Ta. [IpUBUIXEH HE TOJIBKO COOTBETCTBYET BCEM KPUTEPUSIM, TMPEIb-
SABJISIEMBIM K coBpeMeHHbIM BBUT', HO 1 nMeeT psii MpenMyI11ecTs 1o
CPaBHEHMIO APYrUMU TpernapaTamu. HemanoBaXHbIM TTIOCOM, Oe3-
YCJIOBHO, SIBJISIETCSI BOBMOXHOCTb XPaHUTh TIperapar B TeueHue 3-X
JIET TIPU KOMHATHOU TeMriepatype 6e3 notepu 3(pHOeKTUBHOCTH 1 63
YXYALICHUs TIEPeHOCUMOCTH, B oTiamuue ot apyrux BBUT, tpedyro-
X COOJTIONEHUST «XOJIOIOBOM eTW». Psii MHHOBAIIMOHHBIX TEXHO-
JIOTUIA MPOU3BOACTBA (OTOOP TOHOPOB C HU3KUM YPOBHEM TreMarriio-
TUHUHOB, BBeleHUEe MMMYHoadbUHHOM XpoMaTtorpaduu) 1 cocras
IMpusumkena (L-nipoirH B KauecTBe cTabMIIM3aTOpa, HU3KOE COIep-
JKaHWe HaTpus, GU3NOIOTMYECKUI YPOBEHb OCMOJISIPHOCTH) TTO3BO-
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Puc. 6. ®ubpo3HbIe U3MEeHeHUsi Aerkux, napacentaAbHas
OyAre3Hasi smdm3ema (benast cTpeaka), OPOHXOIKTa3bl Yy na-
uneHTa A., 42 roaa, c X-CA.

JISIIOT 3HAYUTEBHO TIOBBICUTH CKOPOCTh BBEIEHUSI, CHU3UTh PUCK
BO3HUKHOBEHUSI MOOOYHBIX 9(PHEKTOB U IeaI0T MPEATOYTUTETbHBIM
Ha3HaueHWe IperapaTa MalMeHTaM C COYETAHHOU MAaToJoTHel, B
YACTHOCTHU C DOJIE3HSIMU TI0YEK, CAXapHBIM THMa0ETOM, TUIIEPTOHIYE-
cKoil 0osie3Hbto. [Ipu 3TOM camoe HU3KOE Cpeiu BCEeX IMPerapaTroB
MMMYHOIJIOOYJIMHOB, JIOCTYITHBIX B Halllell cTpaHe, coiepxkanue IgA
(ue 6omee 0,025 Mr/MJT) CBOTUT K MUHUMYMY PUCK Pa3BUTHUS aHADU-
JIAKCUM Yy TIAIIMEeHTOB, TONYYAIONINX 3aMECTUTENbHYIO TEParuio
BBUT [25].
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Kpome 3amecrurenbHoit ummyHotepanuu BBUT B koMriekc-
HOU Teparuy MaueHToB ¢ 1e(heKTOM I'yMOPAILHOTO 3BeHa UMMYHM-
TeTa OrPOMHOE 3HAUEHUE MMEET afeKBaTHas IO MPOIOJIKUTEIbHOCTH
¥ BBIOODY Tperiapata Teparusi COMyTCTBYIoNMX MHbekimit. Kypcs
AHTUOMOTUKOTEPAITUH IO JTUTEIbHOCTU JOJIKHBI B 2—3 pa3a MpeBbI-
maTh Kypchl Ui IMMYHOKOMIIETEHTHBIX TMalueHToB. Kpome Toro,
TPU HEOOXOIMMOCTU aHTUOAKTEpHUATbHBIC TIPEMapaThl MOTYT Ha3Ha-
YaThCsl Ha MECAIIBI U Taxe Tonsl [2, 4, 6, 9]. M3-3a HEBO3MOXHOCTH
TPOBEICHUST MHOTOILIEHTPOBBIX PAHIOMU3UPOBAHHBIX IJIAIIe00-KOH-
TPOJIMPYEMBIX UCCIENOBaHMIA Ha GOJBIINX BHIOOPKAX MAIIUCHTOB HE
pa3paboTaHbl CTAHAAPTHI TEPAITUUA U KOHTPOJISI 3(HEKTUBHOCTH IO
noBony MBJI, accounupoBanHoit ¢ OBMH. B kauecTBe mnpemnapara
TePBOTO Psifia, KaK MPaBUIIo, UCTIONb3yIoTest cucteMubie ['KC, Takxke
ONMUCaHBl CIydyal W CepUU KIMHWYECKUX CIIy9aeB MCITOJb30BAHUS
azaTuoripuHa, uukiodocdana, putykcumadba. JIioboii U3 mepeunc-
JIEHHBIX TIPETIapaToB MOXET MPUMEHSIThes Y TarmeHToB ¢ [T 1 Tob-
KO Ha (hOoHE PEeryIsIpHON 3aMECTUTEIIbHON MMMYHOTEPAIUA U TIPU
HEoOXOAMMOCTU 0a3UCHOI aHTUOUOTUKOTEPANUU. [4]

Takum obpaszom, [TU]I ¢ HapylueHUEM TYMOPAIbHOTO 3BeHA M-
MYHUTeTa sIBJIsieTcsl Hanbosee yactoil opmoit [TU]I ¢ nedioToM B
J1I060M Bo3pacTe (B KOropTe HalllMX MalueHTOB 72% umenn 1eGI0T OT
10 no 40 net) (puc. 7).

OCHOBHBIM TIPOSIBJICHHEM TaHHOTO 3a00JIEBAHUS CITYXaT PeIly-
TUBUPYIOIINUE TSDKETble MHMEKIIUN pecTMpaTopHOro Tpakra. Ociox-
HeHMsI THOEKITMOHHBIX M HeMH()EKITMOHHBIX TIPOIIECCOB B OPOHXOJIE-
TOYHOU CUCTeMe HaOJIIOMAIOTCsI KaK y AETei, TaK My B3POCITBIX U SIBJISI-
FOTCSI TJIABHBIM TPOTHOCTUYECKUM KPUTEPUEM ITPOIOJIKUTEIEHOCTH
¥ KauecTBa XXMU3HM OOJbHBIX. boJiee TOro, TepMUHaIbHAsT CTAIUS TT0-
pakeHUsT JIETKUX C Pa3BUTHEM JIETOYHON HETOCTATOUHOCTU U JIETOU-
HOTO cep/La CIYXXUT CaMO YaCTOI MPUUMHON CMEPTH ITUX IMALMEH-
ToB. CBOEBpEeMEHHOE YCTAHOBJICHUE TUArHO3a U afeKBaTHasi, BOBPe-
MsI HavaTasi Teparusi o3BoJisieT CoXpaHUTh 00bHbIX [TU ] ¢ Hapy1e-
HMEM CHHTE3a aHTHUTEJ] TPYAOCIOCOOHBIMU YJEHAMU OOILIeCTBa C
TMPONOJIKUTEbHOCTBIO KU3HU OJU3KON K OOLIETIONYISLIMOHHON [2,
4—6, 9, 10]. HeManoBaxkHYI0 pOJib B CBOEBPEMEHHOI IMOCTAHOBKE
MaTHO3a UTPAIOT ITyJIbMOHOJIOT, TepareBT U peHTreHosor. Hanbonee
YYBCTBUTEILHBIM METOIOM JUISI OOHAPYXKEHUs, OLICHKU U XapaKTepH-
CTUKM TIOpaxkeHUsl Jierkux sipsiercsi KT opraHoB TpymaHOU KIIETKU.
DTOT MeTOJ MOJIKeH OBITh BKIIOUYEH B CTAHAAPT 00SI3aTEILHOTO 00-
CJIeIOBaHUS MALMEHTOB C Ie(heKTOM I'yMOPAIBHOTO 3BeHA MMMYHHTE -
ta [10, 15]. Takum 00pa3om, HaAJIMYKME PEUUIUBUPYIOLINX TSIKETBIX
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