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B cmambe npedcmasneHo cospemeHHoe rnoHsmue MBI kak eemepoeeHHOU 2pynnbl 3abonesaHull, npu KOmMopbIX nepeuyHo ro-
paxaromesi uHmepcmuyull, le204Hble Kanusnspbl, anbeeorbl U epuanbeeorisipHas mkaHb. [TpedcmaeneHbl cospeMeHHble c8edeHust
06 0cObeHHOCMSIX KITUHUKU, QUa2HOCMUKU U JIeYeHUS pa3nuydHbIX KnuHudyeckux ¢popm MIBJTy Oemel usgecmHoul u HeycmaHo8rneHHou

amuoriocuu.

Knroyeenie crioga: demckasi nyribMOHOIo2UA, UHMmMmepcmuyuasibHble bonesHu reaKkux.
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Interstitial lung diseases in children

This paper presents the modern concept of ILD as a heterogeneous group of diseases in which primarily affects the interstitium,
pulmonary capillaries and alveole and perialveolar tissue. Current information about the features of the clinic, diagnosis and treatment
of various clinical forms of ILD in children known and unknown etiology it was presented.
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3HaunTenbHbI Nporpecc B MyNbMOHOMOMM AETCKOro BO3pacTa,
OOCTUTHYTBI B MocnegHue AecAaTUneTusl, No3Bonvn AMarHocTu-
poBaTb pasnuyHble POPMbl XPOHMYECKOW BPOHXONero4yHonm na-
TOMOrMK, KOTOPbIE paHee NormoLanMch o6LWMM NOHSATUEM «XPO-
HU4eckue Hecneunduyeckne 3abonesaHus nerkux». B Hemanon
CTeneHu Nporpeccy NyrbMOHONOrMU cnocob6CcTBOBaNO NosiBNeHne
HOBbIX METOZ0B ANArHOCTUKN: BPOHXOMEroYHbIX, PYHKLUMOHAMbHbBIX,
PEHTreHONornyecknx, nabopaTopHbIX, B TOM YMCHE MOSIEKYNSIPHO-
reHeTU4Yecknx, MopconorMYeckux 1 UMMyHOBUOXUMUYECKUX.

B peaynbraTte 661110 NOMHOCTLIO NEPECMOTPEHO MOHATUE «XPO-
HMYyeckasi MHEBMOHUSI», YTO HaLLMO CBoe oTpaxeHue B «Knac-
cndurkaumm KNMHMYecknx oopm BpoHXONeroYHbix 3abonesaHnmn
y eten» (2008) B BMAE OBYX HOBbIX Pa3genoB — HacrneaCTBEHHbIX
1 MHTEpCTMUManbHbIX 6onesHen nerkux. PacnosHaBaHue ux npea-
CTaBnsieT Hemarble TPyAHOCTU. OTO OfHa U3 Hanbornee CRoXHbIX

ANarHoOCTUYECKMX, NaToreHeTU4YEeCKUX 1 TepaneBTUYeCcKnxX np06r|eM
COBpeMeHHOFI nynbMOHOMOrnn.

CyLIJ,eCTByeT HEeCOMHEeHHasa CBA3b XPOHUYECKNX 3aboneBaHun
Nerknxy aeten n nuy, 3Ppenoro Bo3pacrta. 3710 eanHas KnnHu4eckas
np06nema Oona neanaTtpoB 1 TepaneBToB, OHAa UMEET He TOJbKO
MeaAUUMHCKOe, HO U couunanbHOe 3Ha4YeHue. XpOHVI‘-IeCKVIe 3a60-
eBaHuA opraHoB AblXaHWA, Ha4aBLUMecda B AETCKOM BO3pacTe,
HepeaKo NpUBOAAT K UHBaNuan3aumn OOmMbHbIX B 3penom BospacrTe,
a nHorga v K gpamatn4eckum ncxoaam.

HacnenctBeHHble 3a6oneBaHus cpeaun AeTen C XpoHuYye-
CKMMU BOCMNanuTenbHbIMM 60Ne3HsMU Nerkux AnarHoCTUpyrTCs
y 5-6% 60nbHbIX. 3TO MOHOreHHO Hacnegyemble 60ne3HN nerkux:
navonartmdeckui anddysHeln prbpos, nepBuyHasn uunmnapHas
OVICKMHE3Us1, reMOCUAEPO3 NErknX, NeroYHbIN NpoTenHo3s, anbBeo-
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NAPHBIN MUKPONUTMA3, CEMENHbIA CMOHTaHHbIA NMHEBMOTOPAKC;
Apyrve HacneacTBeHHble 3abonesaHusi, NPy KOTOPbIX € 6oMbLLMM
MOCTOSIHCTBOM MopaxaeTcst GpoHxoneroyHas cuctema (MyKoBUCL-
03, UMMYHOAE(ULNTHBIE COCTOSIHUS), MOHOTeHHble 3aboneBaHns
coeanHUTENbHOM TKaHn — cuHapoMbl Mapdana n Anepca — [ak-
10 C XPOHWYECKMM NPOLIECCOM B nerkux. PeunansupytoLume n xpo-
HUYeckue, ANUTENbBHO He NoAAarLmMecst nedYeHno 3aboneBaHus,
0COBEHHO B IETCKOM BO3pacTe, YacTo OTHOCATCS K HacneacTBeH-
HbIM dpopmam nartonorum (boukos H.IM. n gp., 1984).

WUHTepcTuumanbHblie 6one3Hun nerkux y geten (UBJ) —
3TO reTeporeHHas rpynna 3aboneBaHuii, Mpu KOTOPbIX NepBUY-
HO NMOPaXarTCst UHTEPCTULIMIA, NEroYHble Kanunmnspbl, anbBeorbl
1 nepuanbBeonsipHas TkaHb. 3aboneBaHns xapakTepuayoTcs ABy-
CTOPOHHEN AnucceMmnHaumnen, NporpeccmpyoLlen AbixaTenbHom He-
[OCTaTO4YHOCTBHO.

B rpynny UBJ1 oTHOCATCA pa3nuyHbie no aTuonorum opmel
3aboneBaHns: anbBeonnTbl (IK30reHHbIN annepruyeckuii, TOKCu-
Yeckuii, prdpo3npyoLLMIn); rpaHynemMaTosbl (capkongos, onccemu-
HUPOBaHHbIV Ty6epKynes n ap.), AMCCEMMHALIMN 3NI0Ka4YeCTBEHHOMN
npupoabl (KapuMHOMaTo3 Nnerkux u Ap.); peakue gopMbl ancce-
MWHaUUK B Nerkux (remocuaepos nerkux, cuHapom lygnacuepa,
anbBeONsiPHbIA NPOTEUHO3, aHTMOMaTo3 Nerknx U Ap.); UHTep-
cTuumanbHble nbposbl NerkMx nNpu cucTemHbIx 3aboneBaHmsax
(konnareHo3bl, KapANOreHHbIN MHEBMOCKIEPO3 MPY XPOHUYECKOM
renatuTte u gp.).

HayanbHbIii naToreHHbIM UMNYMbC 3anyckaeT naTtonornyeckne
VUMMYHHbIE peakuun C y4acTUeM pasfivyHblX TUMOB KMETOK, Bbl-
pabaTbiBaloLLMX NpoTeasbl M OKCUAAHTbI, KOTOPblE NMOBPEXAAT
UHTEpCTULUMArbHbIE N MapeHXMMaTo3Hble CTPYKTYPbl 1ero4yHom
TKaHW. Pa3BuBaloTCsl CTEPEOTUNHbIE M3MEHEHNS NIEFOYHOTO MHTEP-
CTVUVSA B BUAE BOCMANUTENbHON MHAUNBTPaLMKM pasfnyHom cTene-
HUY Bblpa)X€HHOCTW, NPOAYKTUBHOIO anbBeonuTa, B nocreayoLlemM
dopmumpyeTcs pmbpo3 (kapTMHa «COTOBOTO NETKOro» ).

CuuTaloT, YTO MMeeTCs reHeTuyeckas NPeapacrofioKeHHOCTb
K pa3Butnio anddy3Hbeix 3abonesaHnn nerknx BCNeacTBme us-
ObITouHOro hnbpo3oobpaszoBaHNsi B OTBET Ha Hecneunduryeckoe
noBpeXaeHNe NEeroYHoro anuTenus.

HecmoTps Ha 6onbLuoe pasHoobpasune knuHudecknx opm NBJT,
ANS HUX XapakTepHbl 06Lwue KIMHMYecKue CUMNTOMbI, NPU No-
SAIBNEHUMN KOTOPbIX Y Bpaya AOMKHO NOABUTLCA NoAo3peHue
Ha UBJ.

Y peTen pecnupatopHble CUMMATOMbI MOTYT ObITb HEHETKMMMU
W OAnuTenbHOe BpPEMSs pacLEeHMBaTbCSt Kak MpOsiBNEHUS APYruX
3aboneBaHun. bonesHb HaunMHaeTca ncnoasonb. KnuHnyeckune
CUMMTOMbI MOTYT BOBCE OTCYTCTBOBaTb MPW HaNM4UM PEHTreHo-
NOrM4eCcKor CUMMTOMATUKN.

B knuHuuyeckoi kapTuHe 3aboneBaHusi onpeaenstolas ponb
npvHagnexuT abixatensHon HegoctatodHocTu (OH). Oablwka —
rnaBHbIN cMMNTOM npakTudecku Bcex VBT, umeeT mecTo y 6onb-
LUMHCTBA NauueHToB, 0coBeHHO y AeTelt Mnajliero Bo3pacTa,
n aBnseTca Hanbonee paHHUM NpusHakom 3abonesaHuns. [JH BHa-
Yarne BO3HUKAET NN yCUNMBaeTCs Npu on3n4eCKo Harpyske, nme-
€T HeYKITOHHO MPOrpeccupyoLLMii xapakTep. Y HEKOTOPbIX 6OMbHbIX
ofblLLIKa COMPOBOXAAETCS CBUCTSALLMM AblXaHneM. 3TU NposiBNeHnst
3aboneBaHns OLMBOYHO MOryT ObITb NPUHATLI 3@ OPOHXMANBHYO
actmy. Y 6onbHbIX ¢ BJ1, kak npaBuno, oTMeyaeTcsi HenpoayKTUB-
HbIM Kallenb UM CO CKYQHOW CrM3NCTON MOKPOTOMN.

LinaHo3 MeHee NoCTOsHHBIV 1 6onee No3aHu NpusHak GonesHu,
BO3HMWKAET U1 YCUIIMBAETCS NPY (hU3NYECKOI Harpyske, y ManeHb-
KMX OeTel Npy KOPMIEHUN.

Kak npaBuno, B npoLecce 60ne3Hn oTMe4aeTcs 3HauMTenbLHoe
noxyaaHve feTei, oTcTaBaHue B pocTe. YacTbIM U MPOrHOCTUYECKM
HebnaronpuaTHbIM NpuaHakom MBJT, kak y B3pocrbix O0MnbHbIX, Tak
W'y AeTen, SBnsSeTcs yTomnLeHNe KOHLEBbIX danaHr nanbLeB no
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TMny «b6apabaHHbIX Nanoyeky», Horren B popmMe «4acoBbIX CTEKOMN»
(«nanbubl M'nnokparax). C 60nbLUMM NOCTOSAHCTBOM HabnogarTcs
pasnuyHble AeopmaLlumn rpyaHON KIeTKu.

dunankanbHble UBMEHEHUSA CO CTOPOHbLI ferkmux npu MBI go-
CTaToOYHO cneunduyHbl. Y 6omnbHbIX Ha BAOXE NPOCIYLUMBAOTCS
HEeXHble KpenuTupytowme «uennodaHoBbie» xpunbl. OHWM MoryT
GbITb HEMOCTOSIHHBIMM MO CBOEN BbIPAXEHHOCTU U NOKanuaaumu.
HecooTBeTcTBUE BbIpaXX€HHOW OAbIWKUA OTHOCUTENLHO He-
6onbwKUM U3nMKanbHbIM U3MEHEHUAM B Nerkux siBnsieTca
OAHUM 13 BaxkHeNwwmnx auddepeHumnanbLHO-ANarHoCTUYECKUX
Npu3HaKoB, NO3BONAOLMX KNMHU4Yeckun otnnuntb UBJ ot apy-
rMX XPOHMYECKUX 3aboneBaHNn GPOHXONEroYHON CUCTEMBI.

B nosgHue ctaguu 3aboneBaHusi, kak NpaBuio, OTMEYaTCs
nporpeccupoBaHue oAbILLKW, (DOPMMPOBAHNE NErOYHO-CEPAEHHOM
HeJoCTaTO4YHOCTU 3a CHET reMOAMHAMUYECKUX HapyLLEeHUIA B ManomM
Kpyre KpoBoobpalLLleHus.

B pesynbrate cHuXeHns anddy3nmoHHOW crnocobHoCTU ner-
KMX, pas3BUTUS BEHTUNSILMOHHO-Nepdy3noHHoro aucbanaHca
y 6onbHbIX onpedensieTcs apTepuanbHasi rMNoKCeMUs Ha paH-
HUX 3Tanax 3aboneBaHust NULWb Npu uamdeckor Harpyske. Mo
Mepe NporpeccupoBaHuns NpoLiecca rMrnokCemms permcTpmpyeTcst
B MOKOE, COMPOBOXAASACH rMnokanHuen. MinepkanHusi nosiBnsieTcst
B [laneko 3alleaLnx crnydasx 3abonesanus. [Mpu nccnegosaHum
hYHKLMM BHELLHETO AblXaHusi 0BHapyxu1BaeTcs NpenmyLLeCTBEHHO
PECTPUKTMBHBIN TUM HApPYLUEHUst BEHTUMSLMMN, CHKEHNE OCHOBHbIX
NeroyYHbIX 06bEMOB.

BaxHenwmmn guarHoctudecknumn metogamu npu UBJT senatoT-
€S peHTreHonornyeckve MeToapl obcnenoBaHns rpyaHON KNETKU.
Bce 6onbLuee 3HayeHne npuobpeTaeT KoMnbloTepHas Tomorpadust
BbICOKOrO paspelueHusi. Ha paHHux ctagusx 6onesHu onpefe-
NATCS NPEUMYLLECTBEHHO ycuneHve n gecdopmMaumst neroyHo-
ro PUCYHKa, MOHWXEHUE NPO3PaYHOCTM NEroYHbIX MOsen no Ty
«MaToBOro CTeknay, MenkooyaroBble TeHu. 1o mepe nporpeccu-
poBaHusi npoLiecca AedopmMaLnsi Nero4HOro PUCyHKa CTaHOBUTCS
6oree BbIPaXXEHHOW, BbISIBMSOTCA NPU3HAKWM MHTEPCTULMANBHOMO
¢punbposa, NonocTHble 06pa3oBaHns, hopMUpyeTCcs KapTUHa «Co-
TOBOrO N1ErKOro».

Haunbonee TouyHas anarHocTuka 6onblumHcTBa MBS Bo3MOoXHa
npy NomoLLKn oLieHku BuoncuiHoro matepuana nerkux. buoncus
NerkMx cYMTaeTcsl B HacTosiee BpeMsl 30M10TbiIM CTaHAapToOM
B AvarHocTuke VIBJ1, no3BonsowyM He TONMbKO YyCTaHOBUTL Ana-
rHO3, HO ¥ Npeacka3aTb NporHo3 3abonesanus. OgHako 6uoncus
rokasaHa 1 BO3MOXHa faneko He Bo Bcex criydasx UBJT: B Ha-
cTosiLee Bpems NpoBoamTcst Tonbko Y 11-12% 60nbHbIX € MHTEp-
cTUUManbHbIMU BONe3HsMU NErkux.

KnuHnyeckne chopMbl MHTEpCTULMANBbHBLIX Oone3Hemn

Nerkux y geten, NPUHLUNbI AUArHOCTUKM U NeYeHns

Y petei BblAENSOT MHTEPCTULMaNbHbIE BONe3Hn nerknx us-
BECTHOW 1 HeyCTaHOoBMNeHHou aTtmnonorumn (Tatodenko B.K., 2006).
K VIBJ1 ycTaHOBNEHHOW 3TUOMOMMM OTHOCAT 3K30rEHHbIN annepruye-
Ckuin anbBeonuT (J67), ToKcnyecknin chndposnpyroLLMin anbBeonuT
(J70.1-70.8), npu gedmumnte A-1-aHTutpmncuHa (E88.0) nopaxkeHns
nerkux npun anddysHeix 60Ne3HsIX COeQUHNTENBHOM TKaHW 1 paxu-
Te. KBJT Hen3BeCTHOM 3TMONOrmM OTHOCATCA NaMoNaTu4eckuii ou-
OposvpytoLwmnn anbseonut (J84.1), ngnonatmyecknii remocuaepos
nerkmx (J84.8), capkonao3s ([186), anbBeonsipHbI NPOTENHO3 NErknux
(J84.0), neroyHbin anbBeonspHbIn Mukponutmas (J84.0).

WBJ1y petent, nMes MHOrMe CXO4HbIEe KIMHUYECKME CUMNTOMbI
W peHTreHomnormyeckne AaHHble, oTnmMyaloTcs No Mopdonoruye-
CKVMM MpW3HaKaM, MMET PasHbIl MPOrHO3 U CXeMbl NeYEHUS.

3K3O0rEHHbIA ANNEPTMYECKUA ANBbBEOIIUT (3AA)
nmeeT Hambornbluee KnMHn4eckoe 3HadeHune cpean NBJ1y peten,
OTHOCUTCS B TPYNMy MNEPCEeHCUTUBHBIX (TMNepYyBCTBUTENbHBIX)
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[OunarHocTuyeckue npusHakm JAA, 6poHXManbHON acTMbl U MHEBMOHUM

MpusHakm SAA BpoHxuanbHas actma NMHeBMOHMSA

HacnenctBeHHOCTb + -

?:;izza;;”n:;ne KoHTakTa 5-8 yacos 3-10 MUHyT -

O06wue HapyLleHus Yacto Pepnko Yacto

Kawenb Cyxon Mpuctynbl YacTo BnaxHbIN

CaucTslee abixaHue Penko Yacto Penko

Xpuns Menkonysbipyatble, Cyxve, cBuctaLme HeT unu BnaxHsle
pacnpocTpaHeHHble pacnpocTpaHeHHble nokanbHble

PeHTreHonornyeckne OnddysHble, («maToBoe [NoBbiWweHne Npo3payHOCTyH JlokaneHbIM HUNBETPAT UNn

N3MEeHeHs CTEKIO»), pexe NHuneTpat TIErO4HOM TKaHU ovar

HapylweHnusi BeHTUNSILMK PecTpukTuBHbIE OGCTPYKTUBHbIE PecTpukTuBHbIE

KoxHble npobbl OTpuuatenbHble MonoxuTtenbHble -

CbIBOpOTOYHbIV IgE HopmanbHbIii

[MoBbILIEHHbIN HopmanbHbI

MpeunnuTuHb +

NMHEBMOHMUTOB C AN PY3HBIM NOPaKEHWEM anbBeONSPHbIX CTPYK-
TYp, OKpY>atoLLen UX MHTepPCTULManbHOW TKaHU NEerkoro, a Tak-
e TepMuHanbHbIx 6poHxuon. B nocnefHve rogel HabnogaeTcs
3HaYUTENbHOE YBEMUYEHMNE TSHKENbIX XPOHUYECKMX DOPM 3TOro
3aboneBaHus (Jles H.C., Pyxuukas E.A., 2008). dopmmnpoBaHue
OAA BO3MOXHO y AeTell caMoro pasHoro Bo3pacTta, MMeTCs Ha-
6nogeHnst pa3sutust 6onesHn B nNepBble MeCsLbl XU3HW pebeH-
Ka.

Atnonorusa. JAA aBnseTca MMMyHonaTonornyeckum sabonesa-
HMeM, 06yCroBeHHbIM BAbIXaHUeM OpraHN4YecKom Nbinu, coaepa-
LeV pasnunyHble aHTUreHbl. B HacTosiLee BpeMsi U3BECTHO OKOJO
50 aHTUreHoB, KoTopble MOryT Bbi3biBaTb QAA. PopmupoBaHue
OAA'y feTell CBSI3bIBAETCS C NPOXUBAHNEM B CbIPbIX MOMELLEHUSIX,
TECHBIM KOHTaKTOM C JOMALLUHUMW XWBOTHBIMW ¥ MTULLAMM.

Ha cerogHsILHWIA feHb yCTaHOBMeHa aTuonoruyeckas posb
aHTUreHoB rpuboB TepmMounIbHbIX akTMHoMuLeToB, Aspergillus
u Penicillium. Opyrue aHTureHbl ceadaHbl ¢ 6enkamm XMBOTHbIX,
pbIO, NTUL, U HACEKOMBIX (Nerkoe noduTenen BOMHUCTLIX Nonyran-
YMKOB MIK nerkoe ronybeBoaoB).

MaToreHes. BenyLuas ponb NpUHaAneXuT annepruieckum pe-
akumam 3-ro 1 4-ro TmnoB. Mpy NOBTOPHOM BZbIXaHUM OPraHUYeCKUX
aHTUreHoB, nposoumpytowmx DAA, HapacTaeT obpasoBaHue npe-
LMINTUPYOLWNX aHTMTen knacca Ilg G 1 MIMMYHHbLIX KOMMIIEKCOB
B nerkux. OgHako npu SAA, 0cobeHHO y feTeln, MoryT oTMeYaTbCst
conyTcTBytowme IgE-onocpenoBaHHblE peakuun runepYyyBCcTBU-
TENbHOCTN HEMELTEHHOTO TUMa, YTO OBBSCHSIET HEpeaKoe coveTa-
Hue 3aboneBaHus ¢ BpoHXManbHoM actMon (4o 25% cnyyaes).

KnuHuka. B 3aBUCUMOCTM OT TeYEHUs BbIAENSOT OCTPYHO, Mo-
[OCTpYto 1 XpoHnYeckyto hopmbl DAA. KnuHndeckas kapTuHa SAA
He 3aBUCWT OT BMAa annepreHa.

Mpw ocTpoii hopmMe Yepes HECKOSbKO YacoB MOCHE MacCUBHOTO
KOHTaKTa C BUHOBHBIM annepreHoM NosiBMsTCS CUMMNTOMbI, Ha-
nomuHatoLLme rpunn: NoBbILLEHNE TeMNepaTypbl Tena ¢ 03HO6OM,

ronoBHas 6onb, Muanmu. MNosiBnsieTca Cyxol Kallerb, OAbILLKa,
npu aycKynbTaumm paccesiHHble MUTPUPYIOLLIME WU C MOCTOSIHHOM
riokanu3auuein Menko- n cpefHeny3blipyaTble BnaXHble Xpunbl,
KpenuTauusa Ha Baoxe 6e3 npru3HakoB 06CTPYKLUMN.

Mpn npekpaLleHun KoHTakTa C aHTUreHOM BO3MOXHO MOfHoe
BbI3[JOPOBIIEHME Yepe3 HECKOMNbKO AHEeW unv Hegenb. MNpu nosBTop-
HbIX KOHTaKTax pa3BunBaloTCst peLnamBbl 60ne3Hn, koTopble MoryT
HOCUTb MOAOCTPbIV XapaKTep, OCTAKTCS HEPACNO3HAHHbIMM, YTO
Be[EeT HeOXMAaHHO Ans nauveHTa u Bpada k nepexody 6onesHu
B XpOoHU4yeckyto oopmy. OCHOBHBLIM NPU3HAKOM NOJOCTPON hopmbl
SIBNSIETCA OAbILLKA, KOTOpPAsi COXPAHSIETCS! B TEYEHUE HECKOMbKUX
Hefernb UNW MecsLEB.

Mpy xpoHuyeckon hopmMe TUNUYHBIMU B KITMHWUKE SIBMSOTCA
MOCTOsIHHAsA ofblILLKa, KaLlenb C OTAeNeHNEM CIIU3UCTON MOKPOTbI.
Mpu chuamyeckolt Harpyske ofblLiKa yCUNMBAaETCS, pa3BUBaeTCs
umaHo3. MNpu ayckynbTaumm BbICIYLLNBAOTCS MOCTOSIHHbIE Kpenu-
TUpytoLLme Xpunbl. [ocTeneHHo yxyaLwaeTcs camovyBCTBYE, NOSIB-
nsTca cnabocTb, BbICTpast yTOMNSIEMOCTb, CHUXKEHWE anneTuTa,
noTepsi Beca, CHUXeHUe ABUraTenbHON akTuBHOCTU. MNpn ocmMoTpe
onpegensieTcs Aecdopmauusi rpyaHON KNeTku B BUAE ee ynroLle-
HYsl, pa3BMBaOTCA M3MEHeHUsI Mo TUNy «bapabaHHbIX nanoyek»
N «4aCOBbIX CTEKOS».

B knuHn4eckom aHanmae KpoBM BO BpeMsi 060CTPEHUst yMEPEH-
HbIN HEUTPOUIbHbIN NENKoLUTO3. IMMyHOnornyeckue metogpl uc-
cregoBaHus BXOASAT B YMCIO CTaHAAPTHBIX METOA0B MCCreaoBaHus
y 6onbHbIx QAA: onpefeneHne CbIBOPOTOYHbIX MPELMIUTUPYOLLINX
Ig G k Hanbonee pacnpocTpaHeHHbIM aHTUreHam. KoHueHTpaums
LIMPKYNMPYOLLMX MMMYHHBIX KOMMNIIEKCOB B CbIBOPOTKE KPOBW MO-
BbiLLeHa Npu Bcex popmax 3abonesaHusi.

AHanus rasosoro coctasa Kposu 1 KOC sBnseTcs cTaHgapTHbIM
MEeTOAOM MCCreaoBaHus: xapaktepHa riunokcemus, PaCO, ocTa-
eTCsl HopMarbHbIM UMW HE3HAYUTENBHO CHUXEHO. ViccnenoBaHme
hYHKUMMN BHELLUHETO AblXaHUs NO3BOMSIET BbISIBUTb HapylLeHue
BEHTUNSALUN PECTPUKTUBHOMO TUMNA C YMEHbLUEHNEM FeroYHbIX
obbemoB (PKEJI, OBJ). Mpu octport n nogocTtpor copmax DAA
BO3MOXHbI TaKKe HapyLLEeHNs1 BEHTUNSLMM 06CTPYKTMBHOTO TUNa,
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CBS13aHHbIE CO CHVPKEHWEM NPOXOANMOCTY MENKUX 6POHXOB BCrea-
cTBue BpoHxuonuTa.

PeHTreHonornyeckve npusHaku BapbUpyTCs B 3aBUCUMOCTM
oT copmbl 6onesHn. MHorne naumeHTbl ¢ OCTPLIM U MOAOCTPbLIM
OAA VMeIOT HopMarbHY PeHTreHorpaMmy.

KomnbtoTepHas Tomorpacms BbICOKOro pa3peLueHuns ¢ 6onbLUIomn
TOYHOCTbIO BbISIBMISIET PaHHUE U3MEHEHWS NIETOYHOW NapeHXMMBbI.
Ha peHTreHorpamMmmMe opraHoB rpyHoM KneTku oTMeYatTcs n3Me-
HeHVs B BMAE MENKux (MUINMapHbIX) o4aroBbiX TEHEeW, pacrnono-
YKE€HHbIX NPenMyLLIeCTBEHHO B 06nacTu cpegHux oTAenoB nerkux,
MHOrAa MOHMKEHWE MPO3PaYHOCTW NIEFOYHON TKaHW — CUMMTOM
«maToBoro crekna». MoryT 6blITb MHOXECTBEHHbIe MHUNbTpa-
TUBHble 0bnakoBuAHble MU Gonee NMoTHble TEHW C 06paTHbIM
pa3BUTMEM B TeYEHUE Heaenb UNU MecsiueB. XapakTepHo Ans
OAA 1CYE3HOBEHME PEHTIEHONOMMYECKMX N3MEHEHWIA nocrne npe-
KpaLleHWsi KOHTaKTa C annepreHom.

Mpu xpoHuyeckol popmMe peHTreHonornyeckne N3MeHeHus
3HaunTenbHble: Anddy3Hoe ycuneHve n gedopMaums Nero4Horo
pyCyHKa 3a cyeT pubpo3HOro yTOMLLIEHUS NErOYHOro UHTEPCTU-
LS, A4ENCTOCTb, KUCTO3HbIE NPOCBETIIEHUS] — KapThHa «COTOBOIO
Nerkoro».

OnarHoctuyeckue kputepun JAA He sIBNSKOTCA CTPOro ycra-
HOBMeHHbIMW. Cpeaun ycTaHOBMEHHbIX HEOBX0AMMbIX KpUTEpUEB
OAA, onybnunkoBaHHbIX anmnepruiecknmM TopakanbHbiM obLLecTBOM
(1998), BbigenstoT:

OMarHoCTUYECKNE KPUTEPUM: KOHTAKT CO CreLmduyeckum aHTu-
reHoMm, ofblILLKa NpY PU3NYECKON Harpy3ske, Xpunbl Ha BAOXE, M-
dounTapHbIA anbBeONUT (€Cnu BbINOHEH GPOHX0ANbBEONAPHbIN
naeax);

NpuU3HakK1, No3BoNsoLMe NPEeANnONOXUTL ANArHo3: MOBTOPHbIE
anu3ogbl NOBbILLEHWS TemnepaTypbl Tena, MHUINBTPaTUBHbIE N3-
MEHEHWS B NMErkMX No AaHHbIM PeHTreHorpadum, CHKeHne and-
dy3MOHHON CNOCOBHOCTM Nnerkux, obHapy>xeHne B CbIBOPOTKE
KPOBW MPELMNUTUPYIOLLMX aHTUTEN K CNeLnUIECKOMY aHTUTEHY,
rpaHynemsl npy 6uoncum nerkoro (06bI4HO HEOBXOAUMOCTL B HEl
OTCYTCTBYET), ynyylleHWe COCTOSIHUSI MOCcSie MpeKpaLlyeHUsi KOoH-
TakTa C annepreHom.

OnddepeHumanbHbin anardos 3aBucut ot opmbl JAA. OcTpyto
dopmy Heobxoanmo andpepeHumpoBaTb C OCTPbIM BPOHXMONK-
TOM, NMHEBMOHUEN, BPOHXMANbHON acTMON, MUNMapHLIM TyGepKy-
1Ne30M; XPOHMYECKYH0 hopMy — C BoMbLLOW rpynnov 3abonesaHnn,
conpoBoxgarLmxcsa anddysHbim drubposom (0bnutepupyoLnia
BPOHXMONUT, NopaXxeHne NerkMx Npu CUCTEMHbIX 3aboneBaHnsax
COeQVHUTENBbHOM TKaHU 1 ap.).

JleyeHune. OBaA3aTENbHLIM ABNSETCS PEXUM ANUMUHaLMK (Npe-
KpaLleHWe KOHTaKTa ¢ annepreHom). [NaToreHeTn4eckn 060cHOBa-
HO HasHa4eHue rMHKOKOPTUKOCTEPOUAHLIX TOPMOHOB. B ocTpyto
hasy — nNpeaHU30moH A0 2MI/KF B CYyTKM BHYTPb C NOCTEMNEHHbIM
CHWXEHMEM [103bl C Ha4Yana NonoXXUTenbHON AUHAMUKN KNUHUYeC-
KOV KapTWHbI, 3aTeM MoAAepXkusarmLas no3a — 5 Mr B CyTku
B TeyeHune 2-3 mecaueB. AnNbTepHaTUBHbIN METOA;: NyrbCc-Tepanusi
MeTtunnpegHudonoHom 10-30 mr/kr 1-3 cytok, 1 pa3 B mecsy,
B TeyeHne 3-4 MecsLeB.

Mpun xpoHuyeckon chopme SAA nopaepxmBaroLlas 4o3a npea-
HM30r10Ha Ha3Ha4vaeTcs Ha 6-8 mecsiueB 1 6onee. CumntomaTnye-
cKkasi Tepanusi o nokasaHusiM (6POHXONUTUKN, MYKONUTUKN), AbIXa-
TenbHas rumHacTuka, JIOK. B HekoTopbIX criyyasix MCnonb3yeTcs
nnasmadepes, remocopbumsa 1 ummyHocopbuums.

MporHo3. Npu octport popme SAA nporHo3 6naronpuaTHbIM 40
MOJIHOro BbI3gopoBneHust. MNpu nepexone B XPOHUYECKY0 hopMy
CTaHOBUTCS cepbe3HbiM. OQHaKO Npy paHHEN AnarHoCTUKe U CBO-
eBPEMEHHO HayaToln Tepanun y AeTei BO3MOXHa NoMoXuTenbHas
AVMHamuvKka n ctabunusauus npouecca.

NEQUATPUA
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TOKCUYECKUA ®UBEPO3UNPYIOLLUA ANbBEONUT (THA)
006yrnoBneH TOKCUYEeCKNM AeCTBUEM XMMUYECKUX BELLECTB Ha
pecnupaTopHbIi OTAEN NErkux, a Takke NoBpexaarwuv aen-
CTBMEM MMMYHHbIX KomnnekcoB. Y geten TOA uvauwe cBsaAsaH
C NpyemMoM nekapcTB (CynbdaHunammabl, METoTpeKcat, Mepkar-
TOMYPWH, a3aTUoNpuH, unknodocdaH, pypagoHunH, dypasonnaoH,
raHrnMobnokaTopbl, 6EH30reKCoOHNIA, aHanpPUMH, Xropnponamug,).
Y noapocTKOB B aHaMHe3e — KOHTaKT Ha Npou3BoAcTBe (rasbl,
napbl MeTannoBs, repéuumnabl) UM TOKCUKOMaHWsI.

KnuHuka. TOA nmeeT CXOOHYHO KMMHUYECKYK KapTUHY, na-
©opaTopHble U hyHKUMOHanbHble nokasatenu ¢ SAA B OCTpyto
N XpoHMYeckyto a3y 3aboneBaHusi (C pa3BUTMEM NHEBMOCKE-
po3a). B knuHuyeckon kapTuHe npeobnagatoT ofbillka U Cyxomn
Kallenb, HEMHOTOYUCIEHHbIE KPEMUTUPYIOLLIME XPUMbl, PECTPUK-
TMBHble HapyLlleHus, Npu pas3BuTun ubposa — CHUXeHUEe
O dy3MoHHOM CNOoCcOBHOCTM nerkmx, rmnokcemus. Miamene-
HMS Ha CHUMKaX MOTYT NOSIBNATLCS NWLLb NpW pa3BuTum pmbpo-
3a.

INeyeHune. CpoyHasi OTMEHA «MPUYMHHOMO» mpenapaTa, YTo
MOXET MPUBECTM K MOMHOMY BbI34OPOBREHU0. HazHaveHue rmio-
KOKOPTUKOCTEPOMAOB YCKOpsSieT obpaTHoe pasBUTUE NerovHbIX
HapyLweHui. Mpu pas3sutnn pubposa adhdeKTNBHOCTL NeveHnst
1 NPOrHO3 CYLLIECTBEHHO CHMXKaKTCS.

AEOULNT ANNb®A-1-AHTUTPUNCUHA (A-1-AT) Hacneay-
€TCsl M0 ayTOCOMHO-AOMUHAHTHOMY (UM KOAOMUHAHTHOMY) TUNY,
NPOSIBMSIETCS NATONOMMYECKUMU U3MEHEHWUSMM B NErkMx — naH-
nobynsapHon amdpusemon n/unu nopaxeHnem neveHn. Kogomu-
HaHTHOe HacrnegoBaHWe o3HayaeT, YTo 06a annernbHbIX BapuaHTta
reHa aKCrpeccupyoTCsi, COBMECTHO onpeaensisi peHoTMn (ypoBeHb
A-1-AT B kpoBu). Hanbonee yacTbin BapuaHT annens, Ha3BaHHbIN
M-annenem, o6ecneyvBaeT NpoayKLM0 HOpMarbHOro YpoBHS 6en-
ka. lHanBnayymbl, roMO3nroTHble no Z-annento (ZZ), koTopbixX
B nonynsauun 1-2%, nvetot gecmumt A-1-AT.

A-1-AT — 6enok, NnpogyLMpyeMbIin KneTkamu nevyeHu, cogep-
xntca B al- dopakumm 6enkoB CbIBOPOTKN KPOBW, HEUTpanuayeT
AeNCcTBUE NpOoTeonuTUYecknx pepmMeHToB (TpuncuHa, anacTtas
W 4p.), BblAensieMbIX MUKPOOPraHnaMamu u HermTpounbHbIMU
nevikounTamMun Ana yHUYTOXeHnsa mukpobos. MNpu geduunte A-1-
AT un36bITOK NpoTeas Bbi3biBaeT AECTPYKLUUIO NErOYHOW TKaHU
1 pa3BuTUE amMdpr3eMbI.

A-1-AT HakannueaeTcs B renatouuTax, Bbi3biBasi LMPPO3 NeYeHn
B paHHeM Bo3pacTe, B TOM YuCre B Nepuroae HOBOPOXAEHHOCTU
Kak BPOXOEHHbBIN LMPPO3 NeYeHu.

KnuHuka. XoTa naMeHeHus B Nerkmx Ha4mHatTCs paHo, 4acTo
B [eTCTBe, k Bo3pacTy 35-40 neT pasBmBaeTcs ofplLLKa, NoBbILLa-
eTCsl MPO3PayHOCTb NErOYHbIX NoNen BCneacTBue HeobpaTuMbIX
OBCTPYKTUBHBIX U3MEHEHWI, 3MEU3EMbI, XPOHNYECKOTO OPOHXMTA.
Mporpeccupytowias amcursema onucaHa y noapocTKOB, KypeHue
1 MOBTOPHbIE NEroYHble MHAEKUMM YCKOpST npouecc. Y Mma-
neHbKMX geten Het cneundudeckux yept. ObegHeHre KpoBOTOKa
B yyacTkax nerkmx Moxet ObiTb nepBbIM nposisrneHnem 3abone-
BaHUsI, ONMCcaHbl MHEBMOHUM C BbICTPbIM pasBUTMEM OyrnnesHom
amcmsemsl.

[AunarHo3s y pebeHka ¢ guddy3Hon amdpnsemon, CTonkon ob-
CTPYKUMEN 1 HapyLLEeHWeM NEero4YHoro KpoBOTOKa NOATBEPXKAAETCS
HU3KUM ypoBHeEM A-1-AT B CbIBOPOTKE KPOBW, BbIIBMIEHNEM FOMO-
3UroTHoro doeHoTuna (reHotuna ZZ).

INeyeHue. Cneuundpmyeckasn Tepanus BKIOYaET B/B BBeAEHME
A-1-AT, BblAENEHHOIO N3 CbIBOPOTKM YENOBEKa, a Takke a3po30iib
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reHHOUH>XEeHEePHOro npenaparta, ie4eHue Nero4yHbIX MH(beKLl,I/IVI Bak-
LMHaMn NpoTuB rpunna un NMHEBMOKOKKOBOW I/IHCbeKLI,I/IVI.

MOMONATUYECKUA ®UBPO3UPYIOLLUA ANbBEONUT
(MDA) — CUHOHMMBI «MaMONaTUYECKNIA NETrOYHbIN hbPO3», «KpUN-
TOreHHbIN hnbposmpytoLwmin anbseonuT». o 3aknioyeHnto EBpo-
newcKoro pecnupaTopHoro 1 AMepurkaHckoro TopakarnsHoro obiue-
ctBa (1999), UPA 6bin npm3HaH 3aboneBaHNeM C rmcTonornyeckom
KapTMHOW 0BbIYHOM MHTEPCTULMAnbLHOM NHEBMOHUW. B HacToswee
Bpems k UPA He oTHOcUTCA psg 3aboneBaHuin, paHee CHUTaBLLNXCS
€ero BapyMaHTaMu, B YaCTHOCTM OCTpasi UHTEPCTULIMANbHasi MTHEBMO-
HWS (CMHAPOM XammeHa — Puya), obnutepupyoLwmii GpoHXMonuT ¢
opraHu3yioLLecs NTHEBMOHMEN, AeckBaMaTMBHas MHTepCTULManb-
Hasl MHEBMOHWS, Hecreumduyeckas nHTepcTUuLmanbHas NnHeBMO-
HUSI, pecnMpaTopHbIn BPOHXMONKUT, accoummpoBaHHbIv ¢ NBJT.

Y neten N®A BcTpevaeTcs peako.

3Tnonorma HenssecTHa. I'Ipep,nonaraeTCH OOMWHAHTHBIA TUM
HacnepoBaHus. Ha BO3MOXHOCTb reHETUYECKON npenpacnosioxeH-
HOCTU yKa3blBakOT ceMenHble cny4dan 3aboneBaHus.

MaToreHes 3abonesaHus obycnoeneH pnbdpo3npoBaHNEM ne-
FOYHOW TKaHU, OTIIOXKEHMEM MMMYHHbIX KOMMIEKCOB B Kanunnsipax
anbBeos, BNUsiHWEM opraHocneunduyecknx aHTuTen. Bocnane-
HVe B anbBeONsipHOM UHTEPCTULMM MPUBOAMT K ero Andy3HomMy
CKnepoay.

KnuHuka. Hayano 3aboneBaHusi yalle nogocTpoe — C Cyxo-
ro Kaluns, ofbILKN Npu OU3NYECKOW Harpyske, yTOMIISIEMOCTH.
Octpoe Havano (y ¥ 6onbHbIX) conpoBoxaaeTcs hebpunbHomn
TemnepaTtypoii. o mepe nporpeccupoBaHusi 3aboneBaHns Ha-
pacTaeT ofblLKa, FpyAHas KrneTka ynnoLaercsl, yMeHbLIaeTcs ee
3KCKYPCUSI U OKPY>KHOCTb, aMNnMTyaa AblXxaTenbHbIX ABUXEHWN
CHWXaeTcs, Macca Tena 1M pocT OTCTalT OT HOPMbI, MOSIBSAOT-
cs 1 HapacTalT gedopmMaunn AMCTanbHbIX anaHr «nasnbLes
B BUAE» «4aCOBbIX CTEKON» 1 «bapabaHHbIX nanoyek». AKpoLmaHo3
1 UMaHO3 HOCOryBHOro TpeyromnbHMKa NpMobpeTarT NOCTOSHHBbIV
xapakTep. [Mpu ackynbrauum Ha oHe ocnabneHHOro AbIXxaHUs! Bbl-
CNyLUMBAKOTCS MENKOMNY3blpYaThle HEXHbIE KPENUTUPYHOLLIME XPUTbI
B KOHLIe BAOXa, HanoMuHatoLye Tpeck Lennodana (YaLle B HKHUX
oTaenax nerkux).

VDA nmeet HeyKknoHHO nporpeccupytoLlee TedeHune. [laBneHvne
B NErOYHO apTepuUmn NoBbILLAETCs ¢ (hOPMUPOBAHNEM XPOHUHECKO-
ro Nero4yHoro cepaua 1 npaBoXenyao4KoBOM He4OCTaTOYHOCTHIO.
YacTo pa3BrBaloTCs OCNIOXKHEHWS B BUAE apTPUTUHECKOTO CUHAPO-
Ma, CMOHTaHHOro NMHEBMOTOpaKca, aMOonMm Nero4yHon aptepuu.

XapakTepHbl U3MEHEHUs1 B UMMYyHOrpamMmme: NMoBbILLEHHOEe COo-
aepxanue Ig G (go 2000-4000mr/n) n LUKK (go 150 y.e.).

Ha paHHuXx cTagumsix 3aboneBaHus peHTreHONOrMYeckux npu-
3HaKOB MOXeT He OblTb. B ganbHerwem npusHaku auddysHoro
unbpo3a: CHMKEHNE NPO3PAYHOCTUN NETOYHON TKAHWU (CUMMITOM
MaTOBOrO CTEKIa), CETYATO-TSHKUCTBIA PUCYHOK, MeflkooyaroBble
TEHW, Npu GorbLUEN BbIPAKEHHOCTU TSHXKUCTBIE YMNOTHEHUS!, SUen-
CTble NPOCBETIEHWS], CY>KEHWE NEroYHbIX NoMew, BbICOKOE CTOSIHWE
anadparmbl.

JlokanbHoOe CHMKEeHWE NerovYHoro kpoBoToka (Ao 60-80% Jomk-
HOW BENMUYMHbI) 1 uameHeHne ®B[ (peCTPUKTUBHBIN TUN HapyLUe-
HUSA BEHTUNSALMM), CHWXKeHe Ondpy3HON CNOCOBHOCTU NEerkmx
yKa3blBalT Ha cTeneHb pa3BuTus urbposa.

OTkpbITas Guoncus nerkoro No3BonseT NOATBEPAUTL ANArHo3
B 90% cnyyaes. B otnnyve ot apyrnx ansseonutos npn NPA otcyT-
CTBYET CBA3b C anniepreHamu 1 ynopHo nporpeccupyet pubpos.

JleyeHmne manoapdekTmBHO. Mcnonb3yroT rMIoKOKOPTMKOCTE-
povaHble rOPMOHbI NpeaHn3osnoH 1-1,5 mr/kr/cyT. ¢ nepexoqom Ha

noafepKuBatoLLyto 403y B TedeHre 9-12 Mec. unu nynbctepanmio.
[ononHnTenbHO HasHayalT MMMYHOZenpeccaHThl (a3aTUonpuH)
NN NEHNLMNIamMuH (KynpeHun). AnpobrpoBaHo AnuTenbHoe npu-
MeHeHVe aLueTunuMcTenHa B BbICOKMX 4o3ax. [okasaHbl AnuTenb-
HbIV KypC OKCureHoTepanuu, nnasmadepes, numdouuntodepes.

MporHo3 HebnaronpusaTHbIA. CpegHAst NPOAOIMKUTENBHOCTD
XW3HWM — 3-6 neT.

MWONONATUYECKUA TEMOCUOEPO3 NEMKUX (UrM) —
onacHoe Ans xu3Hu 3aborneBaHne, KOTOPOE XxapakTepunsyeTcs no-
BTOPHbIMU KPOBOUSMNUSIHUSIMU B NIETKME M BOITHOOGPAa3HbLIM peuman-
BMPYIOLLMM TeYeHMeM, 06bIYHO Ha4YMHAETCS B IETCKOM Bo3pacTe.
Yacrtota 3aboneBanuna — 0,24-1,23 Ha 1 000 000 HaceneHus.

ATnonorma HenssecTHa. AKTyarnbHOW rMNnoTe3on AaHHOro 3a-
6orneBaHua ocTaeTcs UMMyHoannepruyeckasl, cBsisaHHasi ¢ obpa-
30BaHNEM ayTOAHTUTEM, NOCKOMbKY Tepanusi IMIOKOKOPTUKOMAAMMU
1N MMMYHOCYnpeccopamMu okasbiBaeT addekT. He mcknioyaetcs
porb HacneaCTBEHHOTO chakTopa.

MaToreHes. B ocHOBe NEXWUT NPoOLIECC KPOBOU3MUSIHWSA B arb-
Beonbl C nocreaytoLlei MMnperHaunen consmm xenesa B 30He
KPOBOM3MUSIHUS, YTOMNLLEHWEM UHTEPCTULIMS, pa3BuTuem drnbpoasa,
TIero4Hol rMnepTeH3nn 1 neroyHoro cepgua. B mokpote 6onb-
HbIX OBHapyxuBatTcss Makpodaru (remocugepodparu), carouu-
TUpyloLMe reMOCUAEPUH (COeQNHEHNe TpexXBarieHTHOro xernesa
C NNUAHO-6ENKOBO-YrNEBOAHBIM KOMMIEKCOM).

KnuHuka. Y 6onblunmHcTBa AeTEN HavarnbHble NPOsSiBNeHNs 3a-
BoneBaHusa NpuxoasaTcs Ha 3—4-1 rofbl XN3HW: MOCTENEHHO MOABS-
t0TCA OfplLLKa B MOKOE, aHeMusi. B MOMEHT kpr3a MOXHO BblAenuTb
BEeAYLLYH Tpraay NPU3HaKoB: KPOBOXapkaHbe, xeneaoneduumnTHyo
aHeMuio, Hanuyme NHPUNLTPATUBHBIX TEHEW HA PEHTTEHOrpaMMe.
CocTtosiHne 6onbHbIX B nepuog obocTpeHmns Tsxenoe: hebpunb-
Hasl nMxopazka, MoOKpoTa Mpu Kallne pXaBasi, C KpOBbto, Hapac-
TalT AblxaTenbHas HegocTaTovdHOCTh M aHemus (HeB go 20-30
r/n n Huxe). Mpu nepkyccum oTMeYaloTCst y4acTKu YKOPOUYEHUsI
neprnyToOpHOro 3Byka, Mpu ayckynstauum — anddysHble BRax-
Hble MenKomny3bipyaTble Xpurbl. XapakTepHO yBeNM4eHne neveHu
1 ceneseHku. MNepuoga kpuaa ANMTCS HECKOMbKO AHEN, NOCTeneHHo
nepexoasi B peM1UCCHUIo.

Onsa anemun npu UM xapakTepHbl UI3MEHEHNS B BUAE MUKPO-
LMTO3a M’MNOXpOMUK, PETUKYNOLMTO3a, HN3KOTO YPOBHS CbIBOPOTOY-
Horo >xenesa. B kpoBu onpegensieTcs NOBbILLEHHOE codepX)aHue
LMK, HM3Kkne TUTpbl KOMNneMeHTa, runeprammarnobynnHemums
y 10% 60nbHbIX — CHUXeHWe ypoBHS Ig A.

Ha peHTreHorpamMmMax opraHoB rpyaHOW KINeTKn B MOMEHT Kpraa
onpenensitoTcsl MHOXXECTBEHHbIE O4aroBble TEeHW KPOBOU3MUSIHUN,
MecTaMu CrnvBHble ¢ 06paTHbIM pa3suTneM B TedeHune 10-14 gHei,
B Mepuoie peM1Cccrn — YCUNEHHbI MHTEPCTULMATbHBINA PUCYHOK
B BMAE MENKOW CETKM, MHOTO MENKMX (MUnmMapHbIX TeHen), obpa-
3ylOLWNX «KapTuHY 6aboykmy. Mpu GpoHxockonum B BpoHxoanb-
BEONAPHON XMAKocTU obHapyxusaetcs 6onee 20% cugepodaros,
«MHAeKC xenesa» Bblwe 50 (Hopma — o 25).

CUHOPOM XEWHEPA (TEMHEPA) — pa3HOBWIHOCTb reMocH-
Aepo3a Nnerkunx ¢ rmnepvyBCTBUTENBHOCTbLIO K KOPOBBEMY MOJTOKY,
no KIMHMYECKON KapTuHe He oTnnyaetcs oT UM, Ho y 6onbHbIX
obHapyxuBatoTcst aHTUTena (MPeLUnnUTMHbI) U NONOXUTENbHbIE
KOXHble Npobbl K annepreHam Mosioka. Y HekoTopbix aeten 6o-
Ne3Hb COMpPOBOXAAETCSt OTCTaBaHWEM B (PM3NYECKOM PasBUTUM,
XPOHUYECKMM PUHWUTOM, CPeOHUM OTUTOM, ageHomauTom. B nna-
He o6cnefnoBaHus obs3aTenbHO NPOBOAST onpeaenieHne aHTUTen
K MOIOKY.

NEQUATPUA
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AwnarHo3 Ul TpyaeH ona nocTaHOBKWU, CHMTAIOT, YTO OH SB-
NAeTCa ANarHo30M UCKIIOYEHUS!, @ UIMEHHO Haf0 WUCKIUYUTE MU-
nnapHbln TyGepkynes, apyrine auddysHole 3aboneBaHnsa nerkux,
BTOPUYHbIE (POPMbI reMocKaepo3a (Npu KpOBOTEYEHUSIX, MUTParb-
HOM CTeHO3e, BacKynuTe, konnareHo3ax v aip.). B coMHuTenbHbIX
cryJasix nokasaHa G1oncusi nerkux.

TNeuyeHune U1 3aBucuT OT nepuoga 3abonesanHus. B MomeHT
Kpu3a HasHayarT NpegHu3omnoH 1,5-3 MI/Kr B CyTKW, CTPOroe co-
ontoaeHne 6e3MOoNoYHON AMEThI C UCKITIOYEHNEM NoObIX NPOAYK-
TOB, CoAePXKaLLMX MOMOYHLIN 6enok. B nepuoge pemmccun — nm-
MYHOAENpeccaHTbl B NogaepXuBatoLLe nose: uuknogochamms
(2mr/xr/cyT) nnn azatuonpuH (3mr/kr/cyT).

MporHo3 3aboneBaHns HebnaronpuATHbIA. BonbHble ymypatoT
B Nepuo o4epeHOro Kpusa OT JIerOYHOr0 KPOBOTEYEHUSI UM OT
AbIXaTenbHON 1 cepaeyvHoi HegocTaTtouHocTW. CpeaHsia npodon-
KUTENbHOCTb XMN3HW — 3-5 neT. OgHako Npy OTAENbHbIX BapuaHTax
NeroyHoro remocmaeposa (CMHAPOM XenHepa) BO3MOXHO CMOHTaH-
Hoe npekpaLleHne 060CTPeHUIA U n3neveHue.

BONE3Hb N'YONACHYEPA (runepyyBCTBUTENbHbIA @HTUNT)
AIBNSETCA 04HON M3 hOpM reMocuaepo3a y noapocTKOB, Yalle
ManbynKoB. B naTtoreHese urpatot ponb aHTMTEna, nopaxatoLime
MeMOpaHy NeroYHbIX arbBEON U NOYEYHbIX KIyHOYKOB.

KnuHuka: xapakTepHbl NIEro4HbIE KDOBOTEUYEHMS, aHEMISI, reMa-
Typus v Apyrie Npu3Hakv NponndepaTMBHOro 1M MemopaHo3HOro
rrnomepynoHedpuTa ¢ BbICTPLIM PasBUTMEM apTepuansHON rvnep-
TEH3WUW 1 XPOHUYECKOW NOYEYHON HEAOCTATOYHOCTH.

JleyeHue no obmm nprHumMnam. OnmncaH NONOXUTENbHbIN 3d-
hekT OT NpoBefeHNs nnasmadepesa.

MporHo3 HebnaronpusaTHbIN, 3aboneBaHne MMEET HEYKITOHHO
NMPOrpeccupyroLLnii Xxapaktep.

CAPKOWOO3 — cuctemHoe rpaHynemarto3Hoe 3abonesaHue
C NMopaxxeHneMm Nerkux, BHyTPUrpyaHbIX U neprudepuyeckmx nmm-
haTnyeckmx y3noB, CIM3NCTbIX 0BonoYek AbixaTenbHbIX NyTen,
KOXM, CIIOHHBIX 1 OKOJOYLLUHBIX Xeres3, NeYeHn, ceneseHku, rmas
1 apyrmx opraHoB. 3aboneBaemMocTb CapkoMao30oM COocTaBnsieT
0,1 cnyyasa Ha 100 000 geten B rog n 10 cnyyaeB Ha 100 000
B3pOCIIbIX B rof.

dTuonorus capkongosa Hem3BecTHa.

OCHOBHbIM MOPCOSIOTMYECKUM CYBCTPaTOM SIBMSAETCA 3Mu-
TEeNMoQHO-KNeTouHas (capkomaHasl) rpaHynemMa, cocTosas us
ANUTENMONAHLIX KNETOK U MHUMLTpaLun nuMdgoLuTos. MasHoe
ee oTnnyme ot TybepKynesHbix Gyropkos — B CapkOWOHOW rpaHy-
nemMe OTCYTCTBYET LeHTparbHbI Ka3eo3HbI HEKPO3.

KnuHuka. Mo xapakTepy TeyeHus BbIAEMST OCTPbIA, NOAO-
CTpbI U XpOHMYeckuin capkongos. B 20% cnyyaes capkongos
BbISIBMSAETCS CNy4aliHO NpU peHTreHorpadun rpyaHoM KneTKu.
B 90% cny4aeB BCTpeyaeTcs nopaxeHue nerkvx n numdatnyeckmx
y3nos. B 30% cny4yaeB oTMeyvatoTcs obLine CMMATOMbI, KOTOpble
MOCTENEHHO HapacTalT: Nxopagka, noxyaaHue, noBblleHHas
yTOMIISieMOCTb, HEAOMOraHwve. Y aetel 3abonesaHne 4acto umeeT
reHepanu3oBaHHbI XapakTep, peLmanBmpyoLlee TeYeHmne.

OunarHocTMka capkomaosa crioxHa, Tak Kak KnuHuyeckas
KapTuHa MHoroobpasHa, a creuudguyeckme Npobbl OTCYTCTBYIOT.
[JuarHos cTaBsAT Ha OCHOBaHUN UMEIOLLENCS KIMHUYECKON KapTUHBI
C NOCneayoLWmMM rMCTONOMMYECKUM NOATBEPXKAEHUEM.
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MaTOrHOMOHWYHBIM SIBMISIETCS COYETaHUe Y3r0BaToON apUTEeMbI
Unn apTpuTa ¢ NOMULIMKINYECKU YBENMYEHHBIMWU MEANacTUHarb-
HbIMW NMMaTUYECKUMM y3namu.

B noctaHoBke AmarHo3a uMeeT 3HayeHue obHapyxeHue ru-
nepkanbLMeMuM U U3MEHEHHOTO UMMYHHOTO cTaTtyca. Beayuyto
pornb B naTtoreHe3e capkouzosa urpatoT anfepruyeckve peakuum
3aMefNIeHHOro TUna, NpUYMHa KOTopbIX HEU3BECTHA.

Y 50% 6onbHbIX BbIABNSETCA MOMMKNOHAaNbHaa runepramma-
rnobynuHemusi. M'mnepkanbunypus (runepkanbuuemmnst npu 3ToM
MOXET OTCYyTCTBOBaTb) O0yCrnoBrneHa, BEposTHO, cekpeunen 1,25-
AnruapokcusuTammuHa D, rpaHynemamu.

[ns KNMHWYecKoro aHanusa KpoBu TUMMYHA NeiKoneHusl, aHe-
MUS OTMEeYaeTCs peaKko; B OCTpbIN nepuog — nosbiweHne COD.

PeHTreHorpadua rpyaHon knetku. Y 5-10% 6onbHbIX npu
nepBom obpalleHnn K Bpayy U3MEHEHUs Ha peHTreHorpammve
otcyTcTBytoT (cTagms 0), y 35-45% BbisgBnNsAeTCs ABYCTOPOHHEE
yBenuyeHne nNpuKopHeBbIX NuMdaTniecknx ysnos (ctagus 1),
y 25% — ceTyaTo-y3enkoBoe nopaxeHue, rMHenHbIe TeHW, ABYCTO-
POHHEeE yBenmyeHne NPUKOPHEBBIX MMMAaTUYECKUX Y3MO0B (CTaaus
1), y 25% — orpaHuyeHHble 3aTeMHeHuns B nerkux (ctagus ).
KoHeuHas ctagus 3aboneBanusa (ctagmsa IV) nposiensietcs Heob-
paTVMbIMU M3MEHEHWUAMU B NErKUX — MHEBMOCKEPO30M, CMe-
LLIeHNeM KOpHEeN nerkunx, 6poHxoakTazamm, amdusemon. Mspeaka
MOryT HabnoaaTbCs €AUHUYHBIE UMM MHOXECTBEHHbIE MOSIOCTH,
ovaroBble TE€HW, MHEBMOTOPAKC, OAHOCTOPOHHWI NeBpanbHbIi
BbINOT, 06bI3BECTBIEHNE NMUMEATUHECKUX Y3OB.

Ana ncknroveHusa Tybepkynesa n rpndkoBon MHAEKLMN Npo-
BOOAT (He MeHee 3 0OpasL0B) UccrneaoBaHNe MOKPOTbI, NaBaXKHOM
XXMOKOCTU 1 NonyyeHHoro npu 6uoncmuu matepuana.

Buoncus nossonsieT 6onee TOYHO NOATBEPAUTL AMArHo3 cap-
kompgosa: 6buoncus nerkoro — 85-90%, NuMdaTNYHeCcKnx ysnos —
80%, neyenn — 70%, ceneseHkn — 50%. MpaHynembl B 6uon-
TaTax Nerkoro BbISIBMSIOTCS AaXe MpU OTCYTCTBUM KMUHUYECKUX
1 PEHTTEHONOMMYECKMX NMPU3HAKOB NOPaXeHWs nerkux. MpaHynembl
MOXHO TaKKe 0BHapYXUTb B KOXe, CIIN3NCTON 06orno4vke GpoHXOB,
CNe3HbIX U CMIOHHBIX XXene3ax, CKeNeTHbIX MblLLLAX, KOHbIOHKTUBE,
CMU3UCTOM HOCa, laXke B OTCYTCTBME NMPU3HAKOB MOPaXEHUst 3TUX
OpraHoB.

Mpwn HanM4KMM rpaHynemMbl HeO6xoAMMO NPOBOANTL AnddepeH-
uManbHylo ANarHoCTuKy Mexay crnegylolmmmn 3abonesaHuamu:
capkoungos, Tybepkynes, rpubkoBble MHEKLUN, MMMAOMbI, Apyrue
3r10Kka4YeCTBEHHbIE HOBOOOPa3oBaHUsl (B permoHapHbIX numdaTuye-
CKUX y3nax), 6epunnmnos, ak30reHHbIN annepruieckuin anbBeonuT,
nepBUYHbIA OMMMapHbIN LUMPPO3 neveHun, npokasa, bpyuennes,
TPETUYHBIA CUUNNC, TMTAHTOKNETOYHbIN apTepunT.

IledyeHue capkonposa HecneLmdmyeckoe, NOCKOMbKY ero Teye-
HWe oTnuyaeTcsa 6onblIMM pasHoobpasrem M BbICOKON YacTOTON
CaMOrpoun3BOSIbHbIX peMuccuii. CxeMbl Tepanuv NoaduparoT WH-
AaveuayanbHo. OCHOBHbIM METOAOM Tepanuu SIBMSIETCA UCMOoMb-
30BaHuWe MOKOKOPTUKOMAOB. MOKOKOPTUKOMALI Ha3HavalTcs
AeTAM 1 NoAPOCTKaM NpakTUYecky Bcerda npu niobbix opmax
1 KMMHUYECKMX BapuaHTax B CBSI3W C ONAacHOCTbIO reHepanusauum
1 peLuuamBUpoBaHnUs naTonornyeckoro npouecca. MNpeaHn3onoH
Ha3Hayaetcs B fo3e 1 Mr/Kr B CyTku, HO He 6onee 30-40 Mr B CyTKM.
3arem [03y NOCTENEHHO CHMXatOT B TeveHne 6-12 mec. MNoagaep-
XuBatoLas fo3a 06bl4HO COCTaBnNseET 5 Mr B AeHb.

MpY HEBO3MOXHOCTM NPUMEHUTb FOPMOHaNbHYIO TEpanuio Unm
npu ee HegoOCTaTOMHON 3MEKTUBHOCTU UCMOSMb3YHOT XITOPOXUH
(xvHramwuH, genarvn) no 0,25 r 1-2 pasa B cyTku, BuTaMuH E — no
300 mr/cyT, a Takke HecTepouaHble NPOTMBOBOCMNANMUTENbHbIE Npe-
napartbl (MHOOMEeTaLWH, PEONNPYH, aLeTUICanvLUMIOBYIO KUCIOTY).
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MpuMeHsitoT Takke nnasmadepes, dusmotepanesTUyeckre npo-
Leaypbl, HasHavatoT guetotepanuio. [letu, KoTopble nepeHecnu
capkouzo3, OOMKHbI COCTOSATb Ha AUCNAHCEPHOM y4eTe HE MeHee
2 neT.

MNporHo3 B nogasnstoLLeM 6onbLUMHCTBE cryyYaes bnaronpusiT-
HbIl. Mo BNUsiIHWEM neveHust, a B OTAEMbHbIX Cryyasix 1 6e3 Hero,
cumnToMmbl 6onesHu ncyesatoT. [NpumepHo y 60% BornbHbIX Yepes
2 roga HacTynaeT camonpoun3sonbHas pemucens, 20% 60onbHbIX
BbI34OPaBNMNBAIOT B pe3ynbTaTe NpoBeAeHHOro neyenus. Y 10-
20% BOnbHbIX peMuccun AoCTuYb He yaaeTcs.

AIbBEONSAPHbIN NPOTEUHO3 NEMKUX — peakoe gucce-
MWHUpOBaHHoOe 3aboneBaHne HEW3BECTHOW 3TMOMOMMK, ONMCaHo
B 1958 rogy. B anbBeonspHoOM 1 MHTEPCTULMANBHOM TKaHW NErkoro
NPONCXOANT HakonneHre ochonUnonpoTenaHbIX COeaUHEHNA —
npoun3BoaHbIx cypdaktaHTa B Buae LMK — nonoxumTensHbIX rpa-
Hyn 6e3 BocnanutenbHon peakuun. KnuHuyeckasi kapTuHa Bapua-
6enbHa 1 HecneunduyHa, YTO NPUBOAUT K NO3AHEW ANarHoCTUKe
3aboneBaHus. NMpu BpOXAEHHON (NeTanbHON, NoO KNMHUKE He OT-
JIMYUMOW OT pecnmnpaTopHOro AUCTPeCcc-cuHApoMa) opme umeet
MecTo aeduumnt 6enka cypdakraHTa B.

[MepBrYHbBIN (BPOXOEHHbIN) NEroYHbIN anbBEONsiPHbIN NpoTen-
HO3 06bEeANHSET reTeporeHHyo rpynny 3aboneBaHuin, BbI3BaHHbIX
MyTauuen reHoB, kogupyrowmx 6enkn cypdaktaHTa. YacrtoTa He-
[OCTaTO4YHOCTU cypdakTaHTa cocTaBnseT 1 Ha 5 MIH HOBOPOX-
AeHHbIX. 3aboneBaHne HacnegyeTcs No ayTOCOMHO-PELECCUBHOMY
Tany.

Mpun opmax ¢ Gonee NO3QHUM HaYarNoM B KPOBU BbISIBISIHOTCS
aHTuTena knacca Ig G k rpaHynouuTapHoMy KONOHUECTUMYNUpPYIo-
wemy daktopy. Npu aTon hopme ofbllka, HAaBA3YMBbLIN Kallenb
MOFYT MOSIBUTBLCS YK€ BO 2-M NOMYrogmu XW3Hu, nuxopagka —
MeHee YeM y nonosuHbl Aeter. Mansymku 6onetoT B 3 pasa valle
Aesodek. Hanbonee yactbiMy cumnTomamm 3aboneBaHus SBAsOT-
cs ofblwka, Kalenb, 605b B rpyau, KpoBoxapkaHbe, «bapabaHHble
nanoykn», Xpunbl B Nerkmx, umaHos. duavkanbHble U3MeHeHUs
CKydHble, MOCTENEHHO pa3BMBaEeTCs AblxaTenbHasi HefocTaTou-
HoCTb. [Indpdy3sHble Menkue, CrMBHbIE CUMMETPUYHBIE O4aXKW,
6oree ryctble B HMXHUX [OMNsX, CO3AAI0T HA CHUMKaxX KapTUHY
6aboukn. inarHo3 ob6ocHoBbIBaOT Groncuen nerkoro. BaxxHo aud-
hepeHUMpoBaThb NPOTENHO3 C MHEBMOLIMCTO30M, AAOLLMM CXOAHYHO
KapTUHy.

INeyeHue. FOPMOHbI He BNMSAIOT Ha TeYeHue 3a6oneBaHus, aspo-
30711 C aLETUILMCTEMHOM AaloT BPeMEHHOE ynyJlueHne. dddek-
TUBEH NEPUOANYECKUI NaBax.

MporHo3s. TeueHne NporpeccupyoLLee, neTanbHbIN UCXOZ, BO3-
MOXeH yepes 1-2 roga nocrne nosiBneHus NepsbIX CYUMMNTOMOB.

NErO4YHbIV ANbBEONAPHbLIA MUKPOJTIUTUA3 — penkoe
N CrNoXHOE AN AnarHocTukn 3abonesaHue, BNepBble ON1caHo
B 1933 roay, HacnegyeTca Mo ayTOCOMHO-PeLEeCCMBHOMY TUNY.
OTuonorns Hem3BecTHa.

B anbBeonax hopmupytoTcs kpuctannsl Tpudgocdara u kapbo-
HaTa KanbLmsa ¢ NpMMeCho conen xenesa paamepomM 50-200 MKM,
MMELLMX KOHLEHTPUYECKYIo CTPYKTypy. OnncaHo okono 400 cny-
Yaes, Yalle y nuL TypeLIKoro npoucxoxaenust. MporpeccmposaHve
npouecca BegeT k prubpo3HbIM U3MEHEHMSIM B MeXarbBeONSIPHbIX
neperopogkax 1 AblxaTenbHON HEAOCTAaTOYHOCTU B CpeAHEM BO3-
pacTe. B 6onbLlumMHCTBE criyqaes 3aboneBaHune npotekaeT 6eccum-
NTOMHO, y AeTel YalLle AMarHoCTMpyeTCsi CryvanHo: CUMMETPUYHbIE
Merkue KanbuuHaTbl Ha dooHe Anddy3HO yCUNeHHoro pucyHka. Ha
peHTreHorpaMmMe rpyaHoN KNeTKW BbISIBMSETCS NaTOrHOMOHWYHBbIV
CUMMTOM «necyaHon Bypu». TedyeHne 3aboneBaHns onuTenbHoe.

Buoncus nerkoro gns noaTBepXaeHna amarHosa Hy>kHa B COMHU-
TeINnbHbIX Cny4vasax.

JleyeHune. 3aboneBaHne pe3nCTEHTHO K NOOON Tepanuu; no-
CKONnbKy €CTb CeMelHble cryyan, pekomeHayetcst obcnenoBaHve
pPOOCTBEHHVKOB.

3aknyeHue

WHTepcTuumansHble 60Me3Hn Nerknx y AeTe xapakTepusyroTcst
MHOroo6pasnemM HO30MorM4Yeckmx hopM 1 NPEACTaBNSOT B HACTOS-
Liee BpeMs BaxHyto npobrnemy. OcobeHHO akTyanbHON SBnseTcs
amarHocTmka pas3nuyHbeix MIBJT Ha paHHuKX, ele obpaTMmblix cTa-
Onsix 6onesHn, MONCK HOBbLIX COBPEMEHHLIX NMOAXOAO0B K Tepanuu
3TUX YrPOXAOLLMX XKU3HW pebeHka 3aboneBaHnii, paumoHanbHbIX
METOL0B KOHCEPBATUBHOMW Tepanuu, cnocobHbIX NpegoTBpaTuTb
nporpeccupoBaHne NaTonornYeckoro NpoLecca B Nerkmx.
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