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Cunnpom /layna — HanOosiee 4acTasi XpOMOCOMHASI AHOMAJIHS CPEZIN JKMBOPOXKIEHHBIX. V3-32 NONHOM WM YaCTHYHON TPUCOMUH
xpomocombl 21 npu cuHapome JlayHa BO3HUKAIOT KOTHUTHBHBIE HAPYLIeHHs, JUcMOpduyecKue 0COOEHHOCTH U BPOXK/IeHHbIE IOPOKH
passutus. Jlerounble 3a00JieBanus SBISIOTCSA HanOosiee 4ACTOi MPUYNHON CMEPTHOCTH OOJBbHBIX cuHapomom Jlayna. B crartbe
OCBelleHbI MyIbMOHOJIOTHYECKHE MP00JIeMbl, KOTOPbIe HAOIIOAAIOTCA Y NALMEHTOB, A TAKXKe MPUBeJeHO KJINHNYECKOe HA0II0IeH e
pedGenka ¢ cuHapomMoM Jlayna, UMeIOLIEro NaToI0rHIO JIerKHuX.
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Down’s syndrome is the most common chromosomal abnormality in live births. Due to the complete or partial trisomy of chromosome
21 the Down’s syndrome causes cognitive impairment, dysmorphic features and congenital malformations. Pulmonary disease is the
most common cause of death in patients with Down’s syndrome. The article highlights the pulmonological problems of the patients,

and it also describes a clinical case of a child with Down’s syndrome with pulmonary pathology.
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CVIHZ[DOM JlayHa B HacTosIIiee BpeMsl caMoOe M3BECT-
HOEe XpOMOCOMHOe 3abojieBaHue y Jwonein [1].
Ero pacrmpocTpaHeHHOCTh COCTaBJsIeT OKoJio | ciydast
Ha 800 xuBopoxneHuii. ExxeromHo ¢ cunapomom JlayHa
poxnarotcst okosio 6000 metei.

3abosieBaHue OOYCIOBJICHO HapyIIeHWEeM B XpPOMO-
come 21. Bo3MOXXHEI 3 cienyIonix BapuaHTa:

—TpucoMusi (3 TIONHBIE KOMUU XPOMOCOMBI 21) —
pe3yJbTaT HepacXOXISCHUS XPOMOCOM BO BpeMsl Meii-
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032 y OTHOTO U3 POAUTENeil. DTO sBIICHUE KOPPEITUPYeT
¢ TIPEKJIOHHBIM BO3pacToM MaTepu 1 oTiia. [Toatomy pac-
MPOCTPaHEHHOCTh CUHApoMa JlayHa BO BCEM MUpPE yBe-
JITIUIIACH 32 TIOCIICTHIE HECKOJIBKO IECATUICTUI;

— XpOMOCOMHAsI TPaHCIOKAIIUsI, TIPU KOTOPOIl TeHe-
TUYECKUI MaTepua U3 XpOMOCOMBI 21 TIprucoenuHsIeTCS
K Jpyroii Xxpomocome. DTO MOXET MPOU3OUTU de novo
WJIU TIepeaBaThCs OT OJTHOTO M3 POIUTEIICH;

— MO3aWIIM3M CUUTAETCS TMOCT3UTOTUYECKUM COOBI-
THeM (T.e. TIPOUCXOISIINM TIOC/Ie OTUIOIOTBOPEHUS).
B pesynbrare oOHapyXMBalOTCS ABE KJIETOUHBIC JIMHUU:
OolHa — C TPUCOMMEH, a npyrasg — C HOPMAJIbHBIM
KapuOTHUIIOM.

VY 94% mammeHToB ¢ cuHApoMoM JlayHa oGHapyXu-
BaeTCs TIONHAsE TPUCOMUS XpoMocoMbl 21. OcTaibHBIE
cJIydau COCTaBIISIOT TpaHcaokauuu (3,3%) u Mo3anim3m
(2,4%). BapmaHTBI TIAaTOJIOTMM XPOMOCOMBI 21 co3maroT
(EHOTUNMUYECKYIO M3MEHYMBOCTb OT MUHHUMAJbHBIX
HapylIeHu 10 KIacCHMUYecKOoro (eHOTUIa CUHApOMa
HayHa. I1pu TprcoMu# XpoMocOMEBI 21 cTpagaioT ToYTH
BCE CCTEMBI I OpTaHbI MallMeHTa, YTO TIPUBOIUT K IITUPO-
KOMY CTIeKTpY (DEHOTUTTMIECKUX TIOCTIEACTBHIA; B TIEPBYIO
odepeb K HUM OTHOCSTCS YMCTBEHHAsT OTCTaJIOCTh, JIVC-
Mopduyeckre 0COOEHHOCTH W MOpPOKM pa3Butus [1, 2].
JI1st 0OBSICHEHUST TIATOJIOTMYECKUX M3MEHEHUI TIpU CUH-
npome JlayHa TIpe/UTOKeHBI IBa MEXaHW3Ma: HeCTaOWTb-
HOCTb pa3BUTHS (T.e. TIOTepss XPOMOCOMHOTro OajiaHca)
¥ TaK Ha3bIBaeMbIll 3(pPeKT 103MpoBKY TeHa |3, 4].
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CunnpoM JlayHa HEM3MEHHO CBSI3aH CO CIIEKTPOM
YeperHO-TUIIEBbIX aHOMAJIMi, HO YacTO BCTPEYalOTCS
JIpyTie MEIULIMHCKUE TIPOOJIeMBbl: TIOPOKU DPa3BUTHS
SKETYIOUYHO-KUIIIEUHOTO TpaKTa, HapylIeHUusT WMMY-
HUTeTa W ayTOMMMYHHBIE 3a0osieBaHUs, IUCHYHKIIUS
IIUTOBUIHON XeJe3bl M TeMaTOJIOrMYecKre paccTpoii-
crBa [1]. TlpumepHo 45—50% Bcex HOBOPOXKIEHHBIX
¢ cuHapomoM JlayHa WMEIOT BpOXIEHHBIE TTOPOKHU
cepilia, daiie Bcero aedeKT aTPUOBEHTPUKYJISIPHOM
neperoponaku [5]. OOmiast TUMOTOHMS, 3amepxkKa pas-
BUTHSI, YEPEIHO-JIMIIEBbIE aHOMaJuu, OOCTPYKTUBHOE
aIrrtHO® BO CHE, MMMYHOAE(UIIUT, CEpAEYHO-COCYIUCThIC
HapylIeHMsI, a TakXke ractpolasodareanbHblii pediiokc,
CBOICTBEHHBIE MallMeHTaM ¢ cUHApoMoM JlayHa — Bce
9TO CHOCOOCTBYET TOBBIIIEHHOMY PHUCKY aciupanuu
U WHGEKIWA IbIXaTedbHbIX IyTel, (OPMUPOBAHUIO
JIEroYHoro cepaua [6].

[IpoGneMbl ¢ AbIXaHWEM U pecrupaTopHbBIe 3a00Ie-
BaHUS CIIy>XKaT OJHOM M3 HanboJiee YacThIX MPUIUH TOC-
MUTAJIU3ALUA U CaMOU 4acTOW MTPUIMHON CMEPTH Tallu-
eHTOB ¢ cuHApoMoM [layHa B mo0oM BospacTe [5, 7, §].
PecriupatopHble 3abosieBaHus TIpu cuHApoMme JlayHa
MOXHO pa3le/UTh Ha COCTOSIHMS, MOopaxkaroliue BepX-
HUE ObIXaTebHbIe TyTH, HWKHUE AbIXaTelTbHbIE TyTH,
JIETOYHYIO COCYIMCTYIO CETh, a TaKXKe HEeTOCPEACTBEHHO
JIETOYHBIE CTPYKTYPBI: MHTEPCTULIMA W  aJIbBEOJIBI.
CTpyKTypHbIe aHOMAJIUHA OPATbHO-HOCOBBIX XOJIOB CITO-
COOCTBYIOT XPOHUYECKOW acrupaldy, TMPOSBISIIOTCS
MMOCTOSTHHBIM KalllJIeM, XpUIIaMid W TTOBTOPHBIMM TTHEB-
MoHMsIMH. CykeHHe W Ie(EeKThl BEPXHUX JBIXaTeIbHBIX
MyTel B BUJE JApUHTOMAJISILIMY ITPOBOLUPYIOT 0OCTPYK-
10 W amHo? BO cHe y 39—79% neteil ¢ CHHIPOMOM
Hayna [9, 10]. YacTo Habm01a10TCsI yKOPOUECHUE U CyXKe-
HUE TpaxeMu, TpaxeoMaJsALMs, a TakKe TpaxeaJbHbIi
oponx [11].

IMpu cuanpome JlayHa MOBBILIEHA YaCTOTa Pa3BUTHSI
MHOEKLUI AbIXaTebHBIX TyTeil. Ha pecrimpatopHbIe
3a00yIeBaHUs y 3TUX aeTeid mpuxonutest 43—78% rocmu-
TaJu3aluii B OTAEJIEHUsT MHTeHCUBHOM Teparuu u 50%
c/TydyaeB MCKYCCTBEHHOW BEHTWJISILMU JieTKux [5, §].
OnHy 13 HanboJiee YacThIX M TSKEJTBIX MHMEKINI HIK-
HUX JBIXaTeJIbHBIX MyTeM BBI3BIBAET PECITUPATOPHO-CUH-
uuthanbHblii BUpyc (RSV). Cungpom [dayHa ciayxurt
¢dakTopom pucka pazsutusi RSV-o6ponxuonura [5].

CKJIOHHOCTh TMAIlMEHTOB K PEUUAMBY WHMEKIUIA
HVDKHUX TBIXaTeJbHBIX TTYyTel MOXET ObITh 00YCIOBJIeHA
B TOM 4YHCJIe HEJOCTATOUHOCTHIO BPOXIEHHOTO W TIPU-
0o0peTeHHOTO MMMyHHTeTa. [loka3aHO, UTO CHUKEHUE
WMMYHHOM (PYHKILIMY BTOPUYHO IO OTHOILIEHHIO K U30bI-
TOYHOI 3KCIPECCUN CBI3aHHBIX ¢ UMMYHUTETOM TE€HOB,
JIOKaJM30BaHHBIX Ha Xpomocome 21 [12]. ¥V GonabHBIX
oTMeueHbl nedbuutT uMmmyHornobyiuHa (Ig) A, nedu-
uut noakiaccoB IgG, mioxoil oTBET Ha BaKIMHAIIUIO,
CHIDKEeHUE KOJMYEeCTBA M (DYHKIIMOHATBLHOW aKTUBHOCTH
B-xnerok [5]. PeuunuBy nHMEKIIMIT TaKKe MOXET CITO-
coOCTBOBaTh U3MEHEHUE (DYHKIIMU PECHUTYATOTO SIU-
TeJIUST IbIXaTeJbHBIX MyTei, CHIKeHUE YacTOThl OMeHUIA

KJINMHUYECKUE CJ1YHAU

pecHUYeK, oOHapyXXeHHOoe Tpu cuHapoMe [layHa, XOTs
VIBTPACTPYKTypa PeCHUYEK MO JAHHBIM HMCCIIECIOBAHUS
He Obuta HapyueHa [13].

Ilatomormueckue m3MeHeHus Tpu cuHApome JlayHa
MOTYT COIPOBOXAAThCS Pa3HOOOPA3HBIMU  TTOpake-
HUSIMU  KPOBEHOCHBIX COCYIOB JIETKHMX, BEIYIIUMU
K (HopMHpOBAaHUIO WHTEPCTULIMATBHBIX HM3MEHEHUIA
JIETOYHOM TKaHW, JETOUYHOM TUTEPTeH3MH, OTEKY JIer-
KMX, O9MOOJINU JIeToOYHOM apTtepui [14]. DmMOonust u oTeK
JIETKMX, KaK MPaBUJIO, BTOPUYHBI IO OTHOIIEHUIO K BPO-
JKIEHHOW TITaTOJIOTMU JIEBBIX OTIEJOB cepama. DTomy
y MalMeHTOB ¢ CMHApoMoM JlayHa crocoOCTBYIOT Oosiee
TOHKas CTeHKa JIETOUYHBIX apTepHOJI, U3MEHEHMS TIPO-
HUIIAEMOCTH SHIOTEIUS COCYIOB, CBSI3aHHBIE C Hapyllle-
HUSIMU KaJIUEBBIX W KAJIbIIMEBBIX KaHAJIOB [5].

TucTonormyeckast KapTUHA COCYIOB JIETKUX MPU CUH-
npome JlayHa XapaKTepu3yeTcs TKaHEBOM He3PeOCThIO,
JNBOWHBIMU KaTWJUIAPHBIMU CETSIMU W BHYTPUJIETOY-
HBIMM OpOHXOJIETOUYHBIMHM aHactomo3aMu [15]. Tucro-
XUMUYECKH B COCYIUCTOM CETH JIETKUX y TAllMeHTOB
0OHaApYXKMBaeTCs Mepen30bITOK aHTUAHTUOTEHHBIX (haK-
TOPOB, TAKWX KaK dHIOCTaTUH, KoJutareH-4A3, mpeiie-
CTBEHHUK aMUJIOMIHOTO OeJIKa U TKaHEBBII WHTHOUTOP
MaTPUKCHOM MeTaJIONpPOTeNHA3bI-3, YTO BO MHOTOM
00BSICHSIET CHIKEHUE KPOBOCHAOXKEHUSI M TIPeIpacrio-
JIOKEHHOCTbD K JIETOYHOM rurepreH3uu [16].

CoueTaHre TIOPOKOB Pa3BUTHUST BEPXHUX IbIXaTelTb-
HBIX TIyTel, IUCIIA3WU aJlbBEOJISIPHBIX KamuJUISIpOB,
OCOOEHHOCTE CTpOEHUS JIETOYHOW TKAHW Y TalMeH-
TOB ¢ CHUHIpOMOM JlayHa, TMIOKCUU W TUTEPKATHUKN
B COBOKYITHOCTH CITOCOOCTBYIOT Pa3BUTHUIO JIETOYHOM
runiepreHsun [17]. Hetn ¢ cuHapomom JlayHa, ymep-
1€ OT CepAeYHO-JIETOYHBIX 3a00JIeBaHUI, YaCTO UMENTH
TUCTOJIOTUYECKHE J0KA3aTeIbCTBA HAPYIIECHUST allbBEO-
JISPHOTO M COCYAMCTOTO pa3BUTHUS JIETKMX, BKITIOYAst
YMEHBIIEHNE TIIOIAAN TTOBEPXHOCTH JIETKUX M OPOHXO-
aJIbBEOJISIPHBIE AHACTOMO3BI, YTO TPUBOIMIO K CYIIe-
CTBEHHOMY YXYIIIEHUIO Ta3000MeHa U CepAeUHO-JIEroU-
HOI HemocTaToyHOCTH [15].

Oco00oro BHUMaHUS TPEOYET BOIIPOC 00 aHOMAJIMSIX
JIETOYHOM TKaHU TIpu cuHapoMe JlayHa. Jlerkue manyeH-
TOB MUMEIOT OCOOEHHOCTU CTPOCHMUSI, pOCTa U Pa3BUTHSI.
K HUM OTHOCSTCSI TUTIOTUTAa3UsI JIESTOYHOM TKaHU, YMEHb-
IIeHWe KOJIMYeCTBa ajibBeo (10 58—83%), yBennueHHbIe
aJTbBEOJISIPHBIE BO3AYIIHBbIE TMPOCTPAHCTBA U CYOIIeB-
paibHble KUCTHI [5, 18]. YMeHbllIeHue o01Iel rIonanm
aJTbBEOJISIPHOM TTOBEPXHOCTH MOXET MPUBOIUTH K KOM-
MEHCATOPHOW KMCTO3HOU OWjaTaliv ajbBEON W, BO3-
MOXHO, CITOCOOCTBYET (DOPMUPOBAHUIO KHCT.

O xuctax B JeTrKUX Yy JeTel ¢ CUHIPOMOM
Jlayna BnepBble coobOmwmiu  V.V. Joshi u coaBT.
(1986) [19]. Hebonbime 1Mo pa3Mepy KUCTHI OOHAPYXKH-
BaroTcs y 20—36% neteit ¢ cuHapoMoM [layHa. JluameTp
KHCT cocTaBiisgeT oT 1 1o 4 mM. [lpu rucronornyeckomM
HCCIIeIOBAaHUM OOHApYXXeHO, YTO OHU COOOIIAIOTCS
¢ cyOruieBpaJibHBIMM —ajbBeojaMM. BbicTHMIKA KHUCT
COCTOWT M3 TIJIOCKMX M KYOOBMIHBIX STUTETUATBHBIX
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Jlee H.C. u coaem. MHOXeCTBEHHBIE CYOTIIeBpaIbHbIE KUCTHI B JIETKKMX Y peOeHKa ¢ cuHapoMoM JlayHa

KJIeToK. MeXny COCeHMMM KHUCTaMU TPOCIeKUBACTCS
BOJIOKHUCTAs COeIMHUTEbHAsI TKaHb, JUM@aTUIecKre
1 KpoBeHOCHBIe cocybl. Coo0IIaIOCh TaKXKe, YTO Y 3TUX
MalMeHTOB MOXET OIpPEeAe/SIThCS HEI0CTaTOK 3IacTUy-
HOM TKaHM B CTeHKaX KHWCTBI M HeCTelM(pUIeCKU
MHTEePCTULNAILHBIN THEBMOHUT [20].

HekoTopble aBTOpbI paccMaTpMBalOT KHUCTO3HbIE
U3MEHEHUsI KakK MpuoOpeTeHHble MocTHaTanbHO. [1pen-
MoJjlaraeTcsl, YTO B KaKOW-TO MOMEHT KM3HU Y TallueH-
TOB C cHHApoMOM JlayHa MPOMCXOMUT arorTo3 ajibBeo-
JIIPHOTO 3TUTENINSI, KOTOPBI MPUBOAUT K 00pa30BaHUIO
kuct. Tak, 3amMedyeHO, 4TO y OOJIbHBIX HaOIOmaeTCs
MOBBIIIEHHAsT TUOEb BCJIEICTBUE aronTo3a ajlbBeoJIsip-
HBIX 3MUTENABHBIX KJIETOK P OCTPOM TTOBPEXICHUN
JIETKUX BCJIEACTBHUE OCTPOTO PECIIMPATOPHOTO JUCTPECcC-
cuHapoma. [locmegHuit pa3BuBaeTcsl y TallMEHTOB
¢ cunapomom JlayHa B 10 pa3 uvaie, yeM B CpelHEM
B nionyssitiuy [21]. ApryMeHTOM B TIOJIb3Yy 3TOTO TIpei-
MOJIOXKEHMST CJIY>KAaT OTCYTCTBUE CYOIUIeBPaJIbHBIX KUCT
Y MEPTBOPOXIEHHBIX MJIAJIEHIIEB U TIJIONOB C CHUHJAPO-
MoM /JlayHa, a TakkKe 4acToe pacroyioKeHUe KUCT B CyO-
TUIeBPAJIBHBIX OTHEJIaX, TAe JIerouHasi TKaHb MTPOI0JKaeT
¢dopMUpOBaTHCSI B TEYEHUE PAHHETO IMOCTHATAJIbHOIO
nepuoja [22].

PenTreHoamarnoctruka CyOTIeBpaTbHBIX KUCT
npu cuHapome JlayHa numeeT ocooeHHOCTU. Meskre Bo3-
NyIITHbIE CYOTJIeBpajibHbIe KUCTHI Y JIeTeil peaKo BU3ya-
JIMBUPYIOTCST Ha OO30pPHOI pPEHTreHorpamMme TpyIHOM
kietku. [1o nannbeiM D.M. Biko u coaBr. [18, 22], nuib
npu KomrbiotepHoi ToMorpacdun (KT) rpynHoii KieTku
U TUCTOJIOTMYECKOM MCCJIeIOBAHUM BO3MOXKHO OOHapy-
JKeHure riepudepruueckux CyorieBpaabHbIX KHCT, a TAaKXKe
KHCT, PacCIOJIOXEHHBIX BIOJb MEXIOJEBBIX el
1 OPOHXOCOCYIMCTHIX TTyYKOB.

KnuHudeckye TpOSIBIEHUST CyOTUIEBPAIbHBIX KUCT
3aBUCST OT CTETICHU MX BBIPA)KEHHOCTH,, COYETAHUSI C BPOXK-
JNEHHbIMUA TIopokaMu cepia. CyOruieBpajibHble KUCTbI
4acTo TMPOTeKalT OECCUMITTOMHO U SIBJISIIOTCSI PEHTIEHO-
JIOTMYEeCKMMU Haxoakamu. B nutepatype mmerorcst onu-
caHust cyoruieBpaibHbiX KucT Ha KT rpymaHoit kieTtku
y TalUMEeHTOB C cuHApoMmoM [layHa 0e3 pecrupaToOpHBIX
cumntomMoB [23]. OnmHako oOHapykeHUe CyOruieBpaib-
HBIX KMCT UMeeT OO0JIbllIoe KIMHUYECKOe 3HaUeHUE U3-3a
BBICOKOTO pUCKa pa3BUTHS TTHEBMOTOpakca [24, 25].

B Harmreit k1mHUKe Mbl HaOIO1AIM TTAlIMEHTa C CUH-
npoMm JlayHa M MHOXKECTBEHHBIMM CYOILIEBpabHBIMU
Kuctamu B Jjierkux. [IpuBoauM KinHUYecKoe HaOJio-
NieHUe.

PebGeHok 3 jier mocTynuil B OTAEJIEHUE IMyJIbMOHO-
JIOTWU BITepBble U3 XaHTbI- MaHCUIICKOTO aBTOHOMHOTO
OKpyra ¢ aMarHo3oM: cuHapom JlayHa. MHoOXecTBeH-
Hble MOpOoKU pa3BuTUs. CyOKIMHUYECKUI TUTIOTUPEO3.
HacnenctBeHHOCTb IO ajyIepru4ecKuM U OpOHXOJIeTOu-
HBIM 3a00JIeBaHUSIM OTSTOIlleHa — 0alyIlKka Io JMHUU
OTLIa CTpamaeT OpOHXMAIBLHOI aCTMOIA.

Bospact wmartepm pebenka 38 ger. Manpunk
oT 2-it 6epemeHHOCTH (1-51 6epeMeHHOCTh — 3amMepliasi),

npoTrekaBlieir Ha (poHe aHEeMUH, TecTo3a BTOPOil TOJI0-
BUHBI C TpU3HAKAMM BHYTPUYTPOOHOW TUITOKCUU
miona. Ponopaspetienue oneparuBHoe B 40 Hen. Macca
npu poxaeHuun 2850 1, pocT 51 cM, OlieHKa IO IIKaie
Anrap 7/8 ©OannoB. Ilocine poxaeHMsT TIPEAIIONOXeH
cuHApoM JlayHa, MUarHo3 ObLT TTOATBEPKIEH TMPU aHa-
JI3¢ KapMOTHUIIA — BBISBIEHA TPUCOMMST XPOMOCOMBI 21.
B meprone HOBOPOXIEHHOCTH PeOEHOK TIepeHec ore-
paTMBHOE BMEIIATENILCTBO TIO TMOBOAY aTpPe3Wy TIHIIE-
Boma. Poc m pasBuBasics ¢ oTctaBaHMeM. BakiuHarus
MpoBeieHa 10 WHIWBUAYaJbHOMY KajleHmapio. B Bo3-
pacte 6 Mec OB BBIABICH CYOKIMHUYECKUN DYTHPEO3.
KoHcynbTrpoBaH TeHeTUKOM: XPOMOCOMHas MaTOJIOTHS,
TprcoMust XxpoMocoMbl 21, cuHnpom JlayHa.

B Bo3pacre 2,6 rona Ha 0030pHOI PEHTrEHOrpaMMe
TPyOIHOM KJIETKM TalleHTa, BBHITIOJHEHHOM Ha (oHe
pecnupaTopHOi WH(MEKLWHU 11 UCKITIOYEHUST THEBMO-
HUW, OBIJIW BBISIBJICHBI U3MEHEHUST: Te(opMaIiust Jerod-
HOTO pHMCYHKa CIpaBa B 00JacTH BepXHeW HoJu (BIOIb
MEXIOJIEBOI TIIEBPHI); CrylIeHWEe JETOUYHOTOo PUCYHKA
B TIpoeKMU |1 cerMeHTa crpaBa. bbll ycTaHOBJIEH nMa-
THO3 THeBMOHHMU. [IpemiokeHa TOCTUTAIM3ALINS,
OT KOTOpOI pOAMTENIM TallMeHTa OTKa3aJiuch. AMOY-
JIATOPHO peOeHOK ToTyyaj aHTHOAaKTepUadbHYyI0 Tepa-
MU0  aMOKCULIMJUTMHOM, OPOHXOJUTUYECKHUE, OTXap-
KuBatonie TmpernapaTbl. CHMIOTOMBI PECITUPATOPHOIM
vHbeKMn KynupoBanuchk. Karenab, oaplika pedeHKa
He OECITOKOWMIIM, XPUIIbI B JIETKUX HE BBICITYIINBAIKCD.
Yepe3 2 Hem B OTCYTCTBUE KIIMHWYECKUX TPOSIBIICHMIA
pecrupaTOpHO TaTOJIOTMM Ha O030pHON PEHTTeHO-
rpaMMe BBISIBIEHHbIE paHee M3MEHEHUsI COXPaHSIIUCH,
B CBsI3U ¢ 4yeM Oblia BoinmojgHeHa KT rpymHoit KieTku.
Ha KT Ha ypoBHE BepXHMX T10JI€i1 ObLITN BbISIBJICHBI MHO-
JKECTBEHHBbIE MeEJKHME TTOJOCTH, PACIOJIOKEHHBIE CyO-
TJIEBpaIbHO B JIaTepaJbHbIX OTAEIaX W 10 XOIy MeXIO0-
JIeBBIX Ooposn. Yepes 6 Mec malleHTy Oblla BHITIOJIHEHA
noBropHast KT rpynHoii KiIeTKM, Ha KOTOPOIl BBISIBJIEH-
Hble paHee M3MEHEHMSI COXPaHSUTUCh. [TyJIbMOHOIOTOM
MPEATIONIOXKEH MOPOK Pa3BUTHS JIETKUX.

IIpy mocTymjieHUn B OTHENEeHUE TMYJIbMOHOJOTUN
B BO3pacTe 3 JIET COCTOsSTHUE peOeHKa CpellHel cTerneHu
TSDKECTU TI0 OCHOBHOMY 3a00JIeBaHUIO, CaMOYYBCTBHE
He cTpajgaeT. Macca 14 kr, poct 104 cMm. deHorun cuH-
npoma Hayna. Kamuist, ogpimiku B rokoe HeT. Co3Ha-
HUE sICHOE, MOJIOKeHUe akKTUBHOe. KOoXXHBIe MOKPOBBI
OJleHbIe, CyxHWe, YUCTble. Bummmble CIM3UCThiE 000-
JIOYKHU PO30BBIE, YUCThIE, BiIaxkHbIe. HocoBOe abIxaHue
He 3arpyaHeHo. Dopma TpyaHON KIIETKU LWIMHApUYE-
ckag. Yucno neixanmii 24 B 1 MuH. B nerkux npixanne
MPOBOANTCS BO BCE OTIEIbI, XPUIIOB HET, pABHOMEPHO
ocnabneHo. Yacrora cepaeunsix cokpaiieHuit (HCC)
114 B 1 muH. ToHbI cep/lia 3By4Hble, pUTMUYHbBIE. ZKUBOT
MSITKUI, 0e3001e3HeHHbIN. [leueHb, cene3eHKa He yBe-
suueHbl. CTyn peryasipHblii, oopmiaeHHbI. Moueuc-
nyckaHue 6e3001e3HEHHOE.

ITo maHHBIM IMyJbCOKCUMETPUU TPU3HAKOB TUITOK-
CeMHM B TIOKO€ He BbIsBIeHO0: SpO, 98% mpm YCC 114
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B 1 MuH. [TokazaTenn KIMHUYECKOTO U OMOXUMUIECKOTO
aHaJiM3a KpoBM, aHAJIM3a MOYM 0Oe3 MaToJIoTUM. YPOBEHb
nmMmyHornooynuHoB Jg A, M, G, E B kpoBu, cyomnonyJisi-
mun T-KJIeToK B HopMe. YpOBeHb KOPTHU30J1a, TOPMOHOB
IIUTOBUIHOW KeJie3bl, aHTUTEJ K THUPEOoTepoKCcuaase
U TUPEOTJIOOYIMHY, abda-1-aHTUTPUTICMHA B TIpe/eiax
pedepeHCHBIX 3HAYeHU T HOPMBI

Ha »snektpokapauorpamme: ymepeHHasl CHUHYcCOBast
aputmusi, YCC 125—113 B 1 muH. HenonHast Giokana
npaBoil Hoxku mydyka [uca. [lo gaHHBIM 3x0Kapauo-
rpauu: HeOOJIbIIINEe aHEeBPU3Mbl MeMOpPAHO3HOI YacTu
MEXCKETyIOYKOBOM U IIEHTPAJbHOW YacTH MEXIIPe.-
CepIHOM TTeperopoaK, OTKPBITOE OBAJIbHOE OKHO 1,5 MM
C HETMOCTOSTHHBIM MWHUMAaJIbHBIM COpOCOM. JIaHHBIX,
MTOATBEPKAAIOIINX OTKPBITHI a0pPTaIbHBIN MPOTOK, HET.
IMonoctn cepauia He paciMpeHsbl. PacueTHoe cuCTONMMYE-
CKOe JIaBJieHUE B TIPaBOM KeJIyaouke 28 MM pT.CT. (HopMa
1o 36 MM pr.cT.). KoHCcynbTammst KapamoJora: OTKPBITOe
oBajibHOe OKHO (1,5 MM). Masble aHOMaIuKU Pa3BUTUSI
cepniia (aHeBpU3Ma MEXIIPEICePAHOM Meperopoiku, aHe-
BprU3Ma MEMOpPAHO3HOI YacTh MEXCOKETylT0YKOBOM Tepe-
roponku). HeromHas 6y1o0kana mpaBoit HOXXKM mmydka [iica.

ITo nanHbIM ynbrpasBykoBoro uccienoBanust (Y3UN)
OPIOIIHON TIOJIOCTM M TI0YeK BBISIBIIEHBI PEaKTUBHBIC
M3MEHEHUs TTIeYeHU TIPU COXpaHEeHUN HOPMAaJIbHBIX pa3-
MEpOB; YBeJIMYEHHbIE JTUM@aTUIeCKHe y3JIbl B BOPOTaxX
MEeYeHN; YBEJIMYEHUE KETUYHOTO TMY3bIpsi, YTOJILECHUE
€r0 CTeHKH; PEeaKTUBHBbIE M3MEHEHWS TOIKETyI0YHOM
JKeJIe3bl; yBeIMYeHe o0beMa JIEBOM TOYKU; YTOMIICHUE
1 U3MEHEHNE CTEHKU JIOXaHKU JIEBOI IMMOYKU; TBYCTOPOH -
Huii HedponTos. [1pu Y3U mutoBuaHOI Xee3bl BbISIB-
JIEeHbl MWHUMAJIbHO BbIpaXeHHbIe Iudh@y3Hble H3Me-
HeHUsI, 00bEeM XKeJie3bl B MpejiesiaX BO3PACTHON HOPMBI.
Ha peHTreHorpamMMme TIpMAAaTOYHBIX Ma3yX HOca IaTo-
JIOTUYECKUX U3MEHEHMI He OOHAapyXeHO, Ma3yXu BO3-
JIYIITHBI, JIOOHBIE MMa3yXy He pa3BUTHI.

Ha peHTreHorpamMme TpymHON KJIETKM B TIPSIMON
MPOEeKIIMK CIpaBa B 00JIaCTM BEpPXHEW 10U, BIOJb

KJINMHUYECKUE CJ1YHAU

MEXI0JIEBON TUIEBPHI 1e(hOPMUPOBAH JIETOUHBIN PUCY-
HOK. OmpenensitoTcsl JoKaJlbHbIe, BO3AYIIHBIE TMOJOCT-
Hble 00pa3oBaHUs BIOJb MEXIOJIEBON TIJIEBPbl BEepXHEN
JI0JIA TIpaBoro Jierkoro. OTMeYeHOo CryuieHre JErouHoro
pucyHka B mpoekuun | cermenTta cmnpasa. [lpu3zHakoB
00CTpyKTUBHOTO cuHIpoMa He BoisiBiieHo. Ha KT opra-
HOB TPYJHON KJIETKU IMTHEeBMAaTHU3a11sl JIETOYHBIX CETMEH-
TOB 0€3 CYIIECTBEHHbIX U3MeHeHUli. Bnonb KocTaabHOM
TUIEBPHI, TIPEUMYIIIECTBEHHO HAa YPOBHE BEPXHUX J0Jei
JIETKHX, a TaKXKe BIO0JIb MEX/I0JIEBBIX TJIEBPATbHBIX JTIUCT-
KOB C 00€rX CTOPOH OIpeAesIIoTCSl MHOXKECTBEHHbIC
BO3AYIIHbIE KUCTBI, pazMepamMu 1—15 MM, OOJIBIIMHCTBO
C IUIOTHBIMY CTeHKaMu. B BepxHeit noJjie cripaBa ompene-
JISIIOTCS HEMHOTOYMCJICHHBIE YYaCTKU BHYTPUIOJIbKOBOM
aMmpuzemMbl. OuaroBbie 1 MHGUIBTPATUBHBIE U3MEHEHMUSI

2 A |

Puc. 1. O030pHast peHTreHOrpaMMa TPYIAHON KJIeTKH 0O0JIbHO-
ro K.: Bo3/ylHble noJiocTH B/10J1b MEXK/I0J1€BOI TLJIEBPBI, CIIPABA.
Fig. 1. Plain chest X-ray of patient K.: air cavities along the in-
terlobar pleura, on the right.

P A

N7

Puc. 2. KoMnbloTepHasi TOMOTpaMMa rpyaHoii KJeTKH 00J6HOr0 K.: akcHa/ibHbIe cpe3bl — MHOXKECTBEHHbIE CYOIIeBpaIbHbIe KHCTHI
¢ 00eHux CTOPOH, BJ0JIb MEXK/I0JIeBOIi (2) M KOCTAIbHO¥ (0) meBpbl.

Fig. 2. Computed tomography of the patient K.: axial slices — multiple subpleural cysts on both sides, along the interlobar (a) and
costal (0) pleura.
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Jlee H.C. u coaem. MHOXeCTBEHHBIE CYOTIIeBpaIbHbIE KUCTHI B JIETKKMX Y peOeHKa ¢ cuHapoMoM JlayHa

Puc. 3. KomnbioTepHas TomorpaMma rpyaHoii KjieTku 001pHOro K.: KopoHaphbie cpe3bl — MHOKeCTBEHHbIE KHCTBI BIOJIb MEXKII0-

JIeBoii (a) M KOCTAIbHOI (0) MIeBpbI ¢ 00eUX CTOPOH.

Fig. 3. Computed tomography of the patient K.: coronary section — multiple cysts along the interlobar (a) and costal (0) pleura.

B JIETKUX He BBIABISIOTCSA. KopHU MHTAKTHBI. CHHYCHI
cBoOOmHBI. CpeocTeHNE He CMEIIeHO, He PacITupeHo.
Takum oOpazom, y pebeHKa ¢ cuHapomoM JlayHa
MPU  PEHTreHOJIOTUYECKOM 00CJieJOBaHUM Ha 0030p-
HOM pEeHTreHOrpaMMe TPYIHON KJIETKM BBISBICHBI
JINIIG JIOKAJTbHBIE, BO3MYIIHBIE TOJOCTHBIE 00pa3oBa-
HUST BIOJIb MEXIOJEBON TIIEBPHI BEpXHEN MONIM TIpa-
Boro jierkoro (puc. 1). KT rpymHoil KjneTku okazajiach
ropasno mHpopmaTrBHee. Ha akcMambHBIX M KOpOHAp-
HBIX Cpe3ax YeTKO OIpenessiiIuCh MHOXECTBEHHbBIE,
pa3HOKaIMOepHble, ¢ TOHKUMU CTEHKAMU BO3IYIIHBIE
KHCTBI C 00EMX CTOPOH BJI0JIb KOCTAIbHOI 1 MEXII0JIEBOM
ruieBpbl (puc. 2, 3). BoisiBIeHHbIE UBMEHEHUSI MOTYT pac-
LIEHUBATbCSA KaK TOPOK pa3BUTHUS JIETKUX: ABYCTOPOH-
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