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DNOHUMHYECKHE CHHAPOMbI — 00J1€3HH, HA3BAHHbIE 110 MMEHH ONMMCABLINX MX aBTOPOB. B cTaThe 0000II€eHbI NIPEICTABIEHHbIE B MEIH-
HMHCKO¥ JIMTEpaType SNOHUMHYECKHE CHHIPOMBI, IPH KOTOPBIX MOPAXKEHHE JIETKUX SBJIAETCS €IMHCTBEHHbIM WIIH BELYLIMM NPOSIBICHHEM.
IpencrasiieHa KIMHIHYECKAS] CHMIITOMATHKA 9THX CHHIPOMOB, IPUBEIEHA TA0/MIA C AMATHOCTHIECKMMH NPHU3HAKAMH OCHOBHDIX U3 HHX.

Knrouegoie croga: demu, 6one3HU ne2KUX; INOHUMUMECKUE CUHOPOMbL, OUaeHOCMUYecKUe NPUHAKU.

Eponymous syndromes are the diseases named after the authors who have described them. The paper generalizes the eponymous syn-
dromes given in the medical literature, in which lung lesion is the only or leading manifestation. It presents the clinical symptoms of these
syndromes and gives a table with the diagnostic signs of some major syndromes of them.

Key words: children, lung diseases, eponymous syndromes, diagnostic signs.

B COBPEMEHHOW MEIUIIMHCKOMN JIMTepaType IMUPOKO
WCITOJIB3YETCS TTOHSTHE «CUHAPOM», KOTOPBIM 000-
3HAYAIOT JIMOO YCTOWIMBYIO COBOKYITHOCTH CIMIITOMOB,
XapaKTepHbIX MJIs1 KAaKOro-inbo 3adoseBaHusl, b0 3a-
OoJieBaHME KaK TaKOBOE. BOJBITMHCTBO CHHIPOMOB M3-
BECTHO 10 IMEHU OTIMCABIINX WX aBTOPOB (MJIM CTpajia-
IOIUX MU OOJIbHBIX) — TaKWe CHHAPOMBI Ha3bIBAIOTCS
SITOHUMWYECKUMU.

HaubGonee mosiHO 3MOHUMUYECKUE CUHIPOMBI TIpEi-
crapyieHbl B cripaBouHuke WM. P. JlazoBckuca [1]. Cunapo-
MbI, MCIOJIb3yeMbie B neauarpuu, onucdn O. [Tomecky
[2]. IIpencraBisieT HECOMHEHHbII# UHTEPEC MepeBENeH-
Hasl Ha pycckuii si3bIK U n3nanHas B 2011 . MoHorpadus
K. JI>xxoHca 110 HacjeACTBEHHBIM cuHApoMmaM [3]. BDrmo-
HUMHWYECKUE JICTOYHbIC CHHIPOMBI 0000IIEHHI B paboTe
0. Gsell [4] n ynomuHawoTcst B. Landing B my6aukanuu,
TTOCBSIIIIEHHON BPOXIEHHBIM W HACJIEICTBEHHBIM 3a00-
JIeBaHUsIM pecrnupaTopHoro Ttpakrta [5]. OcobeHHOCTH
psoa SIMOHUMUYECKUX OPOHXOJIETOYHBIX CHHIPOMOB
y aereit O6but paccMoTpensl C. FO. KaranoBbsiM U 1p.
Ha CTpaHUIIaX XypHaya «Bormpockl oxpaHbl MaTepUHCTBA
U IeTCTBa» [6].

CrnemyeT 3aMeTHUTBh, YTO C MOMEHTa IIEPBOTO OIMCA-
HMS psiia CHHIPOMOB TIPOIIUIO YK€ HeMaJlo JieT. 3a 3TO
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BpeMsi ObUIM JOCTUTHYTHI yCIieXU B paciiudpoBKE OT-
JEIbHBIX CUHAPOMOB, TOJIyYEHbl HOBbIE JaHHbIE O MPU-
YUHAX WX BO3BHUKHOBEHMSI, O POJIM HACJIEACTBEHHbIX,
BPOXIEHHBIX U IpYyrux pakTopoB B ux GOpMUPOBAHUM.

B Hacrosiiee BpeMsi, Cyzisi 0 UMEIOIIMMCS B JIMTEpa-
Type cBelleHUsIM [7], HacuuThiBaeTcs 34 SIOHUMUYECKUX
CUHAPOMA, MPU KOTOPBIX MOpakeHUe JErKux SIBJsSETCs
€AVMHCTBEHHbIM WJIX OCHOBHBIM KJIMHUYECKUM TMPOSIB-
JleHueM. DMOHUMUYECKUE OpOHXOJIETOYHbIE CUHIPO-
Mbl TIPENCTaBISIIOT, KakK MPaBWIO, PEIKYIO MaTOJIOTUIO.
B ux urcne HacinencTBeHHble W BPOXIEHHBIE MOpaxe-
HUS1, HEKOTOPbIE (POPMBI AIJIEPTUYECKUX U MUHTEPCTULIU -
aJIbHbIX 3200JI€BAHU I JIETKHX.

Cpeau  Hac/leACTBEHHBIX JIETOYHBIX CUHIPOMOB
ocoboe MECTO TIO TSKECTH, CJOXHOCTU IUArHOCTUKU
U JIeYEHMSI 3aHUMaeT cuHApoM XammeHa — Puua (uau-
ornaTu4ecKuii (puOpO3UPYIOIINI albBEOJUT; OCTPBINA
MHTEPCTULIMAIBbHBIA THEBMOHUT). CHUHIPOM BIEPBbIE
onucad B 1935 1. [8]. OnucaHbl cemeitHble ciaydyaun 3a60-
JieBaHMs [9]; ycTaHOBJIEH ayTOCOMHO-TOMWHAHTHBIN THTT
ero HacnenoBanus (OMIM 178500).

DTO upe3BblYAHO peiakas mnarosorus. J1octarouHo
cKazarb, 4TO B Halllell KJIMHMKE, 3aHUMAalolIeiicsi 6osee
MOJyBeKa XPOHUYECKUMU 3a00J€BAHUSIMU JIETKUX Y Jie-
Teil, cuHapoM XammeHa — Puua ObUT IMAarHOCTUPOBAH
JIAILD Y ABYX OOJNbHBIX.

CUHIPOM MMEET XapakKTEePHYIO KIMHUYECKYI0 CUM-
nroMatuky. Ha mepBblil MjaH B KIMHUYECKON KapTUHE
BBICTYIAET TsKeasl JAblxaTesJbHasi HEIOCTATOYHOCTb.
OTMmeuaeTcss pe3KO BbIpaXkeHHasi, Mporpeccupyromias
U Pe3UCTEHTHAsl K Teparuu OJbIIIKA, KallleJb, [IMaHO3.
IIpocaymmBaloTcs KpenuTupylolye, Tak Ha3blBaeMble
«uestodaHoBbie» xpunbl. UMeeT MecTo nedpopmaniust au-
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CTaJIbHBIX (DaJlaHT TMaJIbLEB IO TUITY «0apabaHHbBIX Majlo-
YeK», IOTePsT MACCHI Tesia. XapaKTepHBI PeCTPUKTUBHBIN
TUTT BEHTWISIMOHHBIX HapYyIIEHW, CHWXEHWe Iud-
(by3noHHOI CITOCOGHOCTH, TUIIOKCeMMs. PeHTreHoso-
TMYECKM BBISBIIACTCS TUMDGY3HBIN WHTEPCTUIIMATBHBIN
¢pubpos nerkux. Kaxk rnpaBuio, pa3BuUBaeTCsl JieroyHasi
THTIePTCH3MS.

K cuHIpoMam ¢ ayToCOMHO-TOMUHAHTHBIM THUTIOM Ha-
CITemoBaHUs OTHOCUTCS cHApoM Aifepckl (OMIM 178600)
— WIMONaTIYeCcKast JIeTOYHas TUTIePTEeH3MsT, YePHBII 1T1a-
Ho3. CuH/IpoM BIIepBbIe onucaH aBTopom B 1901 .

D10 peakoe 3abojieBaHUE, XapaKTepu3ylolleecs IMo-
BBIIIIEHWEM JaBJICHUS B JIETOYHOW apTepUH W TUTIEPTPO-
(ueit MuoKapma rmpaBoro XeJrymnoJka 6e3 yCTaHOBJICHHOMN
puIrHBL. KITMHIMYeCcKre CUMIITOMBI: OIBIIIKA, IIMaHO3,
CHHKOTAJIBHBIC COCTOSTHMSI, TaJbIlbI B BUIE «OapabaH-
HBIX Tayiouek». [loATBepKIeHUEM OuarHo3a CHHIpoMa
AlfepchI CITyXaT IToKa3aTe/Iv TaBIeHUs B CUCTEME JIeTOU-
HOM apTepuu.

Hapsiny ¢ curapoMoM Aliepchl MepBUIHOE TOpae-
HWeE JIETOYHBIX COCYIIOB HaOJII0IaeTCsT TAKKE IIPU CHIIPO-
Me Xpio3a — CTOBUMHA (aHEBPU3MBI JIETOYHBIX apTepHi
U UX BeTBeil ¢ TpomOodaeouTom). CHUHAPOM BIIEpBbIC
orucaH B 1959 r. [10]. KnuHuuecku nposiBIsSIETCS OAbIIII-
KoM, 60JIBIO B Ipyan, KpOBOXapKaHbeM, TpoMOodieounTa-
MU pa3IUIHOM JIOKaTU3alnu. JIerouHoe KpoBOTEUCHHUE
— HauboJtee yacTas MpUIMHA CMEPTH ITUX OOJIBHBIX.

B nocneaHue roasl 0codoe BHUMaHUE CIELIUATINCTOB
Pa3TMIHOTO MTPOMWIIS yIeasieTcsT IepBUIHOM IIMTMapHON
TVCKUHE3WH U €€ KIIACCUIECKOMY BapUaHTy — CUHIPOMY
Kaprarenepa. Tpuana, Bkitouatoiasi oopaTHOE pacroio-
XKeHUEe BHYTPEHHUX OPTaHOB, OPOHXO3KTA3bl M CUHYCHT,
BrepBble Obu1a onucaHa A. K. 3useprom B 1902 . B XXyp-
Hane «Pycckuit Bpau» [11]. B nanbHeliem Gosiee mom-
po6Ho marojorus 6bL1a MpeacTapieHa B padbore M. Kap-
TareHepa [12], uMeHeM KOTOpOro 1 Ha3BaHa.

Cunnpom KaprareHepa — HacjieACTBEeHHOE 3a0oJie-
BaHME C ayTOCOMHO-PEIIECCUBHBIM TUTIOM HACJICTOBAHUS
(OMIM 244400). MonexkyjasspHO-T€HETUYECKUMU UC-
CJIEIOBAaHMSIMU Y Pa3HBIX TPYIIT OOJTHHBIX BBISABIICH PSIIT
MyTauuil B Jokycax 9pl13 — p21, 7p2l1, 5p14 — pl5. Pac-
npocTpaHeHHOCTh cuHapoMa 1:50 000. beuto mpoaeMoH-
CTPUPOBAHO, YTO B OCHOBE TATOJIOTUH JIEKUT TeHETHUYe-
CKHU JCTCPMUHUPOBAHHBIA NeMEKT CTPOCHUs PeCHUYEK
MEpIATeIbHOTO 3ITUTENNSI, TPUBOMAIINNA K WX HEITO/I-
BuxHocTH [13].

Hamm coOcTBeHHBIe HAOMIONEHNSI, Kacalolluecs
87 6onbHbIX ¢ cuHapoMoM KaprareHepa, MO3BOJUIU
OTIPEACTNTh KIMHUKO-(QYHKIIMOHAIBHBIC, pPaIdOIOTH-
yeckre W MOP(MOTIOrMIecKre OCOOEHHOCTH TMATOJOTHH,
pa3paboTaTh COBpeMEHHBIE KPUTEPUH €€ TUAaTHOCTHKU.

Cunnpom KaprareHepa XapaKTepW3yeTCs TOTallb-
HOCTBIO TTOPaXeHUS PECIIMPAaTOPHOTO TpaKTa C paHHEH
MaHudecTaleit CMUMITOMOB (OPOHXUT, CUHYCUT, OTUT);
HapylIeHNeM PEeTPOIYKTHUBHOMN (DYHKIIUU, OSCTUTOMUEM.
Y 6opHBIX ¢ cmHIpoMOoM KaprareHepa Hepemko BCTpe-

nysibMOHOJ10rnsi

YaloTCsl MOPOKY Pa3BUTHSI JIETKUX U APYTUX OpraHos [14].
OCHOBHOU AMarHOCTUYECKU I MPU3HAK CUHApOMA — Jie-
(exT ynbTPacTpyKTypbl PECHUYEK CIU3UCTON pecrupa-
TOPHOTO TpakTa W HapyllleHUue UX GYyHKIUU (CUHIPOM
HETMOJBUXXHbBIX PECHUYEK).

B nocieaHue rofpl 1j1st CyXAeHUsI O LIMJIMAPHO DyH-
KLIMU UCIOJIb3YETCSI METOA CBETOBOH MUKPOCKOIUM.
DTOT METO. MO3BOJISIET ONPEAETUTh OTHOCUTEIBHOE UM~
CJI0 SINUTETUATbHBIX KJIETOK C MOJBUXHBIMU PECHUY-
KaMU (B MPOLIEHTax) OT OOLIET0 YMciia KJIETOK, a TaKXke
OLIEHUTb XapaKTep ABMXKEHUS pecHUueK [15].

K nepBuyHO# LMAMApHON AMCKUHE3UWU IO CBOEH
KJIMHUYECKO CHUMIITOMATUKE BecbMa OJU3KU CUHIPOM
Yauapel — Kerapnana u cunapom Aura. st cunmpo-
ma Yanapsl — Kerapnana (Bnepsble onucad R. Chandra
u S. Khetarpal B 1963 1) xapakTepHO HAIMIHE TBYCTOPOH-
HUX OpPOHX03KTA30B, XPOHWYECKOrO raiMopuTa, ariasuu
JIOOHBIX Ma3yX, T.€. TUMMWYHBIX MPU3HAKOB MEPBUYHON
LWJIMAPHOU NUCKWHE3UH, OHAKO B OTJIMYME OT CUHAPOMA
KaprareHepa naHHbI# CUHIPOM HE BKJIIOYaeT 0OpaTHOro
PacCTIONIOXEHUST BHYTPEHHUX OpTraHoB [16].

CuHapoMm flHra Takxke XapakTepu3yeTcsl TOTaslb-
HbIM MOPaXXeHUWEM PECIUPATOPHOIO TpakTa (OPOHXOIK-
Ta3bl, pUHUT, CUHYCUT) U MY>XCKUM Oecruioauem [17].
Kak oguH 13 BapuaHTOB cMHIpoMa fHra paccmaTpuBa-
ercst cunapoM lankepa — Cakcona [18], nmpu KoTopoM
MMEET MECTO PELUIUBUPYIOIIas OpPOHXOJEroyHas MnaTo-
JIOTHSI M a300CTIEPMUSI.

CreayeT OTMETUTb, YTO OIMH U3 OCHOBHBIX MPU3HA-
koB cuHapoma KaprareHepa — oOpaTHOe pacrosoxe-
HUE BHYTPEHHUX OPraHOB — XapaKTepHOE IMPOsIBJIECHUE
U Apyroii maronoruu — cuHapoma Meemapka. [Tomumo
situs viscerum inversus 3TOT CUHAPOM BKJIIOUAET MMOPOKU
pa3BUTHUS JIETKMX, cepaua u acreHuto. Cunapom KMse-
MapkKa HacJIefyeTcsl 10 ayTOCOMHO-PELIECCUBHOMY THUITY
(OMIM 208530) [19].

Kak snoHnMuyeckre CUHAPOMbI U3BECTHBI pas3iny-
Hble TIOPOKM pa3BUTUS Jerkux. K HUM, B4acTHOCTH,
oTHOcuTCsl cuHApoM Bunbsimca — Kemnbesia, BnepBbie
omucaHHbIi B 1960 1. [20]. B ocHOBe 3a60eBaHMs JIEXKUT
OTCYTCTBUE WJIM HENOPA3BUTHE OPOHXUATBbHBIX XPSILEH.
CuHIpOM paccMaTpuBaeTcsl Kak HacjleICTBEHHasl MaTo-
JIOTHSI C ayTOCOMHO-PELIECCUBHBIM TUIIOM HAaCJIEIOBaHMS
(OMIM 211450). KnuHu4ecKy TMpOSIBISIETCS] TTIOCTOSTH-
HOI 2KCIUPATOPHON OJBIIIKONA, PE3KO BbIPaKEHHBIM
0OCTPYKTUBHBIM CUHAPOMOM, HATMINEM «OaJTIOHUPYIO-
IHUX» OPOHXODKTA30B.

IMon HamMM HaOJIOAEHUEM HAXOAWIUCh 5 OOJIbHBIX
¢ cunapomoM Bumbamca — Kammnoenna. KiuHuyeckue
MpU3HaKU 3a00JIeBaHUsI HAOIIONATUCh Y HUX yXXe B Iep-
BbI€ MECSILIbI )KU3HU U HEPEJKO OLIUOOUYHO TPAKTOBAIUCH
Kak OpoHXMaibHAasl acTMa.

K uucny TkaHeBbIX TOPOKOB OTHOCUTCSI TAKXKE CUH-
npoM MyHbe-KyHa (TpaxeoOpoHXxomerayivsi), BIEpBbIe
orucaHHbiii B 1932 . P. Mounier-Kuhn [21]. B ocHoBe
MOpoKa JIEXUT Ae(EeKT d7aCTUUYECKUX BOJOKOH U IIaj-

POCCUNCKWIA BECTHUK NMEPUHATOJIONMN U MNEAVATPUU, 3, 2012




KO MyCKyJIaTyphl CTCHKH OpOHXOB 1 Tpaxen. OCHOBHBIE
KIMHUYECKNE CUMITTOMBI — PEIIUIUBUPYIONINEC OPOHXH-
ThI, ONTOHAJIBHBIN KallleJb. BpoHXoorndeckuit mpu3HaK
— pacluMpeHue MpocBeTa Tpaxeu U OPOHXOB, CIaJeHue
CTEHOK OPOHXOB Ha BBIIIOXE.

Mpbl Habmoaanu 4 GOJIbHBIX C CUHIAPOMOM MyHbe-
Kyna. Bo Bcex aTux ciayyasix TpaxeoOpOHXOMeraiust Co-
yeTajlach C APYTUMU OPOHXOJIETOYHBIMU WU3MEHEHUSIMU
— OpOHX03KTa3aMu, 1eHOPMUPYIOIIUM OPOHXUTOM, KO-
TOpPbIE, MO-CYLIECTBY, ¥ OMPENESIU KIMHUYECKYIO CUM-
TITOMATHUKY.

B cripaBoyHOI TMTEpaType TIPeACTaBIeH PSI STTOHU-
MHUYECKHUX CHHIPOMOB, 0003HAYAIOITNX MHOKECTBEHHBIE
TTOPOKH, TIPU KOTOPKIX JIETOYHbIC aHOMAJIMK COYETAIOTCSI
C BPOXX/IEHHO! MaToj0rueit Apyrux opraHoB. Tak, rumno-
IIa3Us JITKUX B COYCTAHWU C JIMIICBBIMUA aHOMAJTUSIMH,
KOHTpPAKTypaMu, paculeJIMHON TBepAoro Heba 1 MopoKa-
MU CcepIlia onrchiBaeTcst Kak cuHapoM [lensr — [llokeii-
pa[22], a koMOMHaLKsI OPOHXO3KTAa30B C aCTUTMAaTU3MOM
1 TACTPODUUIECKUM KepaTUTOM — Kak cuHIpoM [umepa
[23]. UszBecTHbI Takxke cuHApoM [loTrep (rumnoruiasus
JIETKUX, TIOYEYHBIC | JIUICBbIE aHOMAIWH, aedopMa-
uMsi cron W Kucteit) [24] u cunapom TioprieHa (O6poH-
XOOKTa3bl, TPaXCOMUIIICBOMHBINM CBWII, Mera3s3odaryc,
aHOMaJINM TTO3BOHKOB U peGep, TETepOTONHS TPYIHOTO
aumdbaruueckoro npotoka) [25]. Kak cunapom Kpayse
OMUCHIBAIOT AarlIa3uio WM MMIIOIUIA3UI0 JIETKOTO B CO-
YeTaHWM C IIOPOKaMU Pa3BUTHS TOJIOBHOTO MO3Ta U Ijla3
[26]. HekoTopble M3 3TUX TTOPOKOB HOCAT HACIEIACTBEH-
Hblit xapakTep. Tak, cunapom I[lenst — Illokeiipa Ha-
cjenyeTcsl Mo ayTocoOMHO-pelieccuBHoMy Ttuny (OMIM
208150), a nmpu cuHapome TroprieHa npearosaraercs ay-
TOCOMHO-JJOMWHAHTHOE HaCJIeIOBaHUE.

B nmeqmarpudeckoil MyJbMOHOJOTUYECKOW KITMHU-
K€ JOCTaTOYHO XOPOILO M3BECTEH CUHAPOM Makieo-
Ila, VUIA OMHOCTOPOHHSIS TIOBBIIIEHHAS TPO3PavyHOCTh
snerkoro [27]. TlonararoT, 4TO 3TOT CHUHIPOM SIBJISIETCS
CJIeICTBUEM TMEPEHECEHHOIr0 B paHHEM JIETCKOM BO3pa-
cTe obnurepupytouiero 6ponxuonura. He uckitouaercs,
OIHAKO, BO3MOXHOCTb BPOXAEHHOTO AedeKkTa OpOHXOB
U JIETOYHBIX apTepuii. OCHOBHBIC KIWHUYECKUE TIPOSB-
JICHUsI — OJBIIIKa, OcJabJeHNe MBIXaTeJbHBIX ITYMOB
Ha CTOpOHEe TopaxeHus. JIMarHOCTUYECKUA PeHTTeHO-
JIOTUIECKUI MPU3HAK — ONXHOCTOPOHHSIS TOBBIIICHHAS
MTPO3PAaYHOCTh JIETKOTO TTPU HOPMAJTBHBIX WJIA HECKOJIb-
KO YMEHBIIICHHBIX €TO pa3Mepax.

Cpeny SMOHMMHUYECKUX OPOHXOJIETOYHBIX CHHIPO-
MOB BCTPEYAIOTCSl MOPAXEHUsI ajlIepruuecKoro reHesa.
DT10, npexae Bcero, cuHapom Jleddnepa (303uHOGUIBb-
Hasl TTHEBMOHUSI, 303MHOMWIBHBIN JIETOYHBIN WHOWITb-
Tpar), KOTOpbIii HAaOIIOAaeTCs Y IeTel, CTpagalomnX aj-
JiepruyeckuMu 3adosieBaHusiMu [28]. CuHApPOM BriepBbie
onucaH W. Loffler B 1932 . KnuHuuecku mposiBisieTcst
MIPUCTYTIAaMU OPOHXUAIBHOW aCTMBI, KalllJIeM, ONIBIIIIKOM,
BBICOKOI 203nHOpmmneit (1o 70%), NeTydruMM JIETOYHBI-
MU MHDWIBTpaTaMU.

Posurnosa H.H. u coagm. DNOHUMIYECKIE OPOHXOJIETOYHbBIE CHHIPOMBI

BapwaHT 303MHO(DMIBHOTO JIETOYHOTO MHOWIBTpaTa,
oTMyalolmiics ot cuHapoma Jleddiaepa 6osee TKebI-
MW KIMHUIECKUMU TIPOSIBJICHUSIMU, U3BECTEH KaK CHH-
npom Jlepa — Kunn6epra [29, 30].

K aIoOHMMUYecKUM CHHIpPOMaM OTHOCST TaKXKe TPO-
MUYECKYI0 303MHOMGUINI0 — cuHApoM BeliHraprena [31].
JLJIsI TTIOCITeTHEeTO HapsIay C MPUCTYIaMU OpOHXUATBHOU
aCTMBI XapaKTepHBI JIMXOPaIKa, YBEIUICHUE CEJIe3eHKU
U UM pOy3I10B.

XpoHWJecKast 303MHOMIIbHAS ITHEBMOHMSI, BBI3BaH-
Hasl BO3IEHCTBUEM JIEKapCTB (HECTEPOUTHBIE TTPOTUBOBO-
CITAJTUTETbHBIC CPENCTBA, HUTPO(MYpaHOBBIE TIpeIaparhl,
aMUHOMDWIIMH U 1p.), onucaHa BrepBble C. Carrington
1 coaBT. B 1969 1. [32] u u3BecTHa Kak cuHapoM KappuH-
ITOHA.

B cripaBouHO# nUTEepaType yKazaH TakKe CHHIPOM
Marpaccu — JleoHapan — 303MHOGMIBHAsE MOHOLIMTAp-
Hast THeBMOHUS [33] u cuHapom XapkaBu — ajuiepruye-
CKUII CUMITTOMOKOMIUTEKC, BKJIIOYAIOIIMIA acTMy, 303U-
HOMWIbHBINM BACKYJIUT, MUOKAPAUT, TTOJIUCEPO3UT [34].

CrneayeTr OTMETUTb, YTO «aCIMPUHOBAasi TpHUaIa»,
BKJTIOYAIONIAasl COYETaHWE HEMEePEeHOCUMOCTH acIUpH-
Ha (M ApYTUX HECTEPOMITHBIX MPOTHBOBOCTIAIMTEIBHBIX
TpeTnapaToB), OPOHXUAIBHONW aCTMBI M ITOJIUIIO3a HOCA,
W3BECTHA TI0 UMEHU OTTMCABIIIETO €€ aBTOPa KaK CUHIPOM
Cemrepa [35].

Henb3s He yHOMSIHYTh 0 OPOHXOJICTOYHOM CHHIPO-
Me, CBOMCTBEHHOM WCKJIIOUMTEIIPHO HOBOPOXKIECHHBIM.
D10 cuHapoMm BunbcoHa — Mukutu. 3abosneBaHue npo-
SIBIISIETCST TSDKEJIBIMU PECTTMPATOPHBIMU HapyIICHUSIMH,
TIPOTPECCUPYIOIIEH JTeTOYHO-CePACIHON HEMOCTaTOTHO-
CTBIO Y HEIOHOIIEHHBIX IETei € TecTallMOHHBIM BO3pa-
crtoMm MeHee 30—32 Hen [36].

DIIOHMMUYIECKNE CUHIPOMBI HEPEIKO BBICTYIIAIOT CH-
HOHMMaMH YETKO OYepPUEHHBIX HO30JIOTUIECKUX (opM,
YTO BPSII TN TIpaBOMEpHO. Tak, MIMONATHYeCKUH TeMo-
CHIepO3 JIETKMX U3BECTeH KakK cuHIpoM Llenena—Iemrep-
crenTa. DTO ONHA U3 HauboJiee TSIXKesbIX MaTOJMOTUl AeT-
CKOTO BO3pacTa. 3aboyieBaHUEC MMEET PELMIMBHUPYIOIIEEe
WJIU HETIPEPBIBHO TIpoTpeccupyloliee TeueHre. Bo Bpemst
000CTpeHUsI HaOJIOAAeTCsl XapakTepHasi Tpyuaja Npu3Ha-
KOB: KpOBOXapKaHbe, XKeJie301eUIMTHAS aHEMUS Y WH-
rIETpaTUBHBIC TEHW Ha pEHTTEHOTpaMMaXx JIETKUX. B Mo-
KpoTe oOHapyxkuBawTcs cunepodaru [37, 38].

BapwaHT Temocumepos3a JETKHMX, CBSI3aHHBIN C BBI-
pabOTKO aHTUTENT K KOPOBBEMY MOJIOKY, W3BECTCH
Kak cuHapoM leitHepa [39].

CoyeTtaHrWe JIETOYHOTO TEeMOCHAEPO3a U IIIOMEpYIIo-
HedpuTa XOpOIIO M3BECTHO Kak CMHApoM [ymmacdepa,
BrepBble onucaHHblii E. Goodpasture B 1919 . 3aboue-
BaHWE OTHOCUTCSI K IpYIIIe ayTOMMMYHHBIX. B ocHOBe
€ro JISKNUT BBIPAOOTKA aHTHUTEN K aHTUTEHaM 0a3aibHOM
MeMOpaHBbI TTOYEK U JIETOYHbIX aibBeo [40].

JuarHOCTHYECKHE TTPU3HAKN OCHOBHBIX STTOHUMUYE-
CKMX OpOHXOJIETOYHBIX CUHIPOMOB 0000IIEHbI B TAOJIM-
1ie.
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Taﬁ/luua. ,Z[namocm'iecxne NPU3HAKHA OCHOBHbIX OdNTIOHUMHYECCKHUX GI)OHXOJICI‘O'-!H])IX CHUHAPOMOB

CuHapom

Jlerounnie TIPOSABIICHUSA

Bnenerounnie TIPOSABIICHUA

Tun HacnenoBaHUs

Aliepcol

Bunbcona—
Mukutu

Bunbsimca—
Kemn6enna

ITynmacuepa

MBemapka

Kaprarenepa

Jlebdnepa

Makneona

Mynbe-KyHa

ITunepa

ITotTep

Cemtepa

Tiopniena

XammeHa—
Puua

XapkaBu

Xbro3a—CTo-
BUHA

Lenena—Ien-
JiepcTenTa

Sura

OI[I)IHIKEI, IMaHO3, KPOBOXapKaHbE

ITporpeccupyronias IeroYHO-cepAcYHAas He-
JIOCTATOYHOCTh y HEIOHOIIIEHHBIX HOBOPO-
XKAEHHBIX cpa3y nocjie poxaeHus. Onpiiika,
maHo3. JAnddy3Hble THTEPCTUIIMATbLHBIE
W3MEHEHUS B JIETKUX

Pe3ko BIpaxkeHHBIN 00CTPYKTUBHBINM CUH-
npoM. OMpusema. XpoOHUYECKHUI BOCIIa-
JIMTENBHBIN mpoliece. «bamioHupyomme»

OPOHX0KTa3bl

OpplKa, KPOBOXapKaHbe B MEPUOL KPU3a.
HNnbunbrpatuBHBIE U3BMEHEHUS B JTIETKUX

[Mopoku pa3BUTHS JIETKUX (AHOMAJIMY Jie-
TOYHBIX TOJIEH)

BpoHx03KTa3bl, XpOHUIECKUIT OPOHXUT.
M3meHeHus yIbTpacTpyKTypbl pECHUYEK,
HapylIeHUe UX MOJABUXKHOCTHU (CUHAPOM
HETIOABVXXHBIX PECHUIEK)

[TpucTynbl OpOHXUATBHBIN ACTMBI.
Jletyuue nerouHble MHGUIBTPATHI

OHHOCTOpOHHHS{ TIOBBIIICHHAA
TIPO3PAYHOCTD JIETKOI'O. Oppiika.
HOBTOpHI)Ie 6p0HXI/ITbI 1 ITHEBMOHUU

buroHanpHbIi Kalieab. PenunuBupyromuii
OpoHxuT. TpaxeoOpoHXoMeranus

Karmenrs, MOKpoTa, GpOHX03KTa3bI

Iunonnasus aerkux

BpOHXI/IaJ'ILHaSI acTMa

BpoHxoskTazbl

[Iporpeccupyroliias nbixaTeJbHas HeI0CTa-
TOYHOCTb peCTPUKTUBHOTO THUIIA. Ardy3-
HbBII MHTePCTULINATBHBIN (hUOPO3 JIETKUX

BpouxuanbHast actMa, pelIuBUAPYIOIINE
UHGUIBTPATHI B JIETKUX

AHEBPU3MBI JIETOYHBIX aPTEPUIA U UX BETBEI,
KallleJIb, OABIIIKA, KPOBOXaPKAHbE, JIETOY-
HBIE KPOBOTEUYEHHUS

Opplika, KpOBOXapKaHbe B MEPUOJ KpU3a.
Auddy3Hbie ”HOWIBTPATUBHBIE U3MEHEHUS
B JIETKUX

XpoHnYecKas pecrpaTopHast aTOJIOTHSI.
BponxoskTaszbl

[umepTpodus mpaBoro Xeaymouka.
Jlerounas runepreH3us. CUHKONAIb-
Hble cocTosiHUsI. CUMIITOM «OapabaH-

HBIX ITAJIOYEK»

KuneBunHas necopmaiiust rpyaHoit
K1eTKu. CUMITOM «O0apabaHHBIX
ajioyex»

[nomepynonedpurt, remarypusi, Ipo-
TEUHYpUs

Acruienust. O6paTHOE pacIoIoXeHUe
BHYTPEHHHX OPTaHOB

O6paTHOE PaCTIOIOXEHNE BHYTPEH -
HUX OPTaHOB, CHHYCUT, OTUT, TYTO-
YXOCTb, Oecruionue

JInxopanka. Aprpaiaruu. Do3uHodu-
TSt

AcCTUTMATH3M, TUCTPODUIECKUI Ke-
patut. Hortu B Bujie 4aCOBBIX CTEKOI

MHoXeCcTBEHHbIE TOPOKU Pa3BUTHS:
aHOMaJIAM JINLIa, CTOI, KUCTEH, o~
YyeyHble aHOMAJIUU

Henepenocumocts acimpuna u apy-
TMX HECTEPOUIHBIX MPOTUBOBOCATIM-
TeJBHBIX MpenaparoB. [Tonumno3 Hoca.

AHOMaMy TI0O3BOHKOB U pebep, Tpa-
XEOIMUIIEBOMHBIN cBUIL. Meraszoda-
Tyc, TeTepOTOIMS TPYAHOTO MPOTOKa

HcTtouieHue; nerouyHast TMIepTeH3MsI.
Tuneptpodus nmpaBbIx OTAEIOB cepalla

Do3nHOGWINS. DO3MHODMIBHBIN MO~
JIMCEPO3UT, 303MHOMDUITBHBIN BACKY-
JIT, 303MHOMUITHHBIA MUOKAPIUAT

Penmausupyoniuii pom6odhaeour
Pa3IMYHOMN JTOKATU3aIUN

IunoxpomHast aHemust

XpoHunuyeckuii puHOCUHYCUT. O6-
CTPYKTUBHAsI a300CTIEPMUST

AyTOCOMHO-/10-
MUHAHTHBIA

AyTOCOMHO-pe-
LIECCUBHBIN

AyTOCOMHO-pe-
LIECCUBHBIN

AyTOCOMHO-pe-
LIECCUBHBINA

AyTOCOMHO-pe-
LIECCUBHBIN

AyTOCOMHO-J10-
MMWHAHTHBIN

AyTOCOMHO-/10-
MUWHAHTHBIN

AyTOCOMHO-pe-
LIECCUBHBII
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IToMuMO HMCTMHHO OPOHXOJIETOYHBIX CUHIPOMOB,
0 KOTOPBIX peub UJAET B HACTOSILLIEN CTaThe, pecrupaTop-
Hasl TATOJIOTUSI COMYTCTBYET, a HEPEAKO B 3HAUYMTENb-
HOIi CTeneHU omnpeaessieT KIMHUYECKYI0 CUMIITOMATUKY
JNPYrUuX MOHUMUYECKUX CUHAPOMOB. B yacTHocTH, 3TO
KacaeTcsl TEPBUYHBIX WMMYHONEHUIIMTOB: CUHAPO-
moB bpytoHa, Buckorra — Onapuya (MMMyHOAE(DULIUT
¢ TpoMOoLMTONIeHUe 1 aK3emoit), du Jxxopmku (rep-
BUYHBII MMMYHOIEMUILIUT C BPOXIEHHBIM OTCYTCTBHEM
TUMYyCa U MapaluToBUAHbIX Xkene3), Mosa (runep-IgE-
cunapom), Jlyu-bap (atakcusi, Teneanruskrasusi), Hese-
noda (anumMdoumnTo3s).

[MopaxeHue Jierkux TUMUYHO JIsl cCAapKOU103a (CUH-
npoMm benbe — beka — IllaymaHa), ciyXXUT BaxXHeHmm
KJIMHUYECKUM MPOsIBIEHUEM IIMKoreHosa IV tuna (cuH-
IipoM AHzepceHa), Mykonosnrcaxapuaosa (cuaapom [yp-
Jiepa), 6imactomuko3sa (cuHapom [kpucra).

OOCTpYKTUBHbIE HAapylIeHUs U 9MbU3eMa JeTKUX —
OIHO M3 OCHOBHBIX MpOSIBJIeHUI cuHapoma Jlaypena —
DPpUKCOHA, B OCHOBE KOTOPOTO JIEXUT HENOCTATOUHOCTh
a,-aHTUTPUIICUHA, TIOJAB/ISIIOILETO0 AKTUBHOCThL MPOTEO-
JIUTUYECKUX (DEPMEHTOB, OKa3bIBAIOIIMX MOBPEXIAIOIIEe
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