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PE3IOME BbisiBneHa TecHasi CBA3b TSXECTU KITMHUYECKOTOo TeYEHUSI GPOHXMaribHOM acTMbl U CTEMEHU BbIpaXeH-
HOCTW NPOSIBNIEHUA OUCNIIa3UM COEAUHUTENbLHOW TKaHU. [nNuUTenbHOCTL GPOHXMaNbLHOW OGCTPYKUUM Y AETEN C
OpoHxuanbHOMW acTMOM U pa3nuU4YHbIMU cheHOTUNAMK JuUcnnasum B 2,2-2,4 pa3a yBenvumBaeTcs Ha dooHe annep-
rMYecKoro puHMTa U BHEGONbLHUYHOW MHEBMOHWUU U 3aBUCUT OT CTEMEHU BbIpaXXeHHOCTU Aaucnnasnu. ®opmupo-
BaHMWe JIero4Hon runepTeH3nMm u nHeBModunbposa y aeter ¢ 6poHXManbHoOn acTMon Ha ¢hoHe anepconofo6Horo
c¢eHOTUNA OTMeYeHO Gonee YeM B 2 pa3a yalle, YeMm Ha hoHe Heknaccuduumpyemoro dpeHoTuna.

KntoueBble crioBa: Avcnasnsa coeauHUTENbHOMN TKaHWU, OpoHXuanbHasi actMa, heHOTUM, KNMMHUYECKOEe TeYeHue.

* OmeemcmeeHHbIl 3a nepernucky (corresponding author): zovas@mail.ru.

BpoHxmanbHas actmMa oCTaeTcs OfHUM U3 CaMblX
pacnpoCTpPaHEHHbIX XPOHUYECKnx 3aboneBaHuin op-
raHoB AblXaHuWs B AEeTCKOM BospacTe. Pacnpoctpa-
HEHHOCTb OpPOHXManbHOW acTMbl CPeAau LEeTCKOro
HaceneHusa coctaensiet 5-10% [4-6]. Mo gaHHbIM
BO3, okono 30% HaceneHust 3eMHOro Lapa MmeeT
pasnuyHble annepruyeckne 3abonesanus [4, 6, 7, 9].

HecMoTpsi Ha MHOrOYUCNEHHbIE YCMeLUHble Uccne-
[0BaHus, NpobnemMbl AWMArHOCTUKM BGpPOHXManbHOW
acTMbl B [ETCKOM BO3pacTe OCTalTCA HepeLLeH-
HbIMW. B HacTosLee BpeMsi akTUBHO 06CyaatoTcs
BOMPOCHI NOMU3TUONOMMYHOCTY aCTMbl, @ TaKXKe 0CO-
GEHHOCTE KNUHUYECKOrO TEYEHNUS B 3aBMCUMOCTM
oT Bo3pacTa peGeHka, MI3MEHeHUI Ha reHHOM ypPOB-

He, oByCrnoBnNUBaKLNX peakuuno Ha BO3LENCTBUE
HebnaronpuATHbIX aKkTOpPOB PECNUPATOPHON, Hel-
PO3HOOKPUHHO-UMMYHHOI CUCTEM, YTO onpegenseT
TshKeCcTb OonesHn n npegnonaraet nepcoHndnum-
pPOBaHHbIN NOAXOM, K OUarHOCTMKE U feveHuto [4, 5,
7, 9]

lMnogmarHocTuka GPOHXManbHOW acTMbl CBsi3aHa ¢
Heckonbkumu dpaktopamn. Bo-nepebix, npakTuye-
Ckne Bpauu He Bcerga obnapaloT 3HaHWeMm coBpe-
MEHHbIX KMMHUYECKMX 0COBEHHOCTEN acTMbl, a WHO-
raa He XOTAT yBENUUMBATb YMCIO Taknx GOMbHbLIX B
oTyeTax. Bo-BTOpbIX, poAnTeN YacTo BbickasbiBatoT
CBOE Hecornacue ¢ AuarHosom, Tpebylwum Tlia-
TenbHoro obcrnepoBaHusi pebeHka, MOCTOSIHHOO

Nesterenko Z. V., lvanina E. Yu.

BRONCHIAL ASTHMA IN CHILDREN WITH VARIOUS PHENOTYPES OF CONNECTIVE TISSUE DYSPLASIA: THE
PECULIARITIES OF CLINICAL COURSE

ABSTRACT The close interrelation between the severity of bronchial asthma clinical course and the degree of
connective tissue dysplasia manifestations was revealed. The duration of bronchial obstruction in children with
bronchial asthma and various phenotypes of connective tissue dysplasia increased 2,2-2,4 times more on the
background of allergic rhinitis and extrahospital pneumonia and depended on the degree of connective tissue dys-
plasia manifestations. The development of pulmonary hypertension and pneumofibrosis in children with bronchial
asthma on the background of ehlerslike phenotype was marked two times more often than on the background of
unclassified phenotype.

Key words: connective tissue dysplasia, bronchial asthma, phenotype, clinical course.
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HabnogeHusa, perynapHoro nevyeHus. Ns-3a TpygHo-
CTel OWarHOCTUKM HarnpaBneHHoe neveHne acTmbl
3anasgbiBaeT, POPMUPYIOTCA OCNOXHEHUS, YXyaLLa-
eTcs NporHo3 6onesHu [4-7].

OcoBeHHO BakHa paHHAS AUarHOCTUKa BpoHXMarnb-
HOW acTMbl y AeTell nepBbiX 5 NET XU3HW B CBA3M
C pacnpoCTPaHEHHOCTbIO CUHAPOMa BpPOHXUanNbHOW
oBCcTpyKUMK, conpoBoxgaroLero Lenbii pag 3abo-
neBaHMin (BPOXOEHHbIE MOPOKM BPOHXOB, OCTPblE
BUPYCHblEe UHGEKLMMN, BPOXAEHHbBIE NOPOKN cepaua,
NHOpPOAHbIE Tena Tpaxen n BPOHXOB, TUMOMEranum,
MYKOBMCLIMA03, AMChnacTudeckne OpoHxonatun u
Aap.) Ha boHe He3penocT GPOHXONErOYHON TKaHN U
perynaTopHblx cuctem [4, 5, 7-9].

HecmoTps Ha cosgaHne MexayHapoaHbIX Nporpamm
Mo AMAarHOCTUKE M NeyvYeHuto 3Toro 3abonesaHus u
3HauyuTenbHbIE ycnexu, AOCTUTHYTble B U3yYeHUu
MeXaHU3MOB ero (oopMupoBaHns, OCTaeTcsa BeCbMa
HW3KOW YacToTa paHHEro BbISIBNEHWUS acTMbl U afek-
BaTHOW Tepanuu, 4YTO MPUBOAUT K (POPMUPOBAHUIO
TSXKENOro TeYeHus, CTAaHOBUTCS MPUYMHOWA MHBaNUA-
HOCTW, cMepTy [4].

YuutbiBasg MHOroobpasHble KIMHUYecKMe nposiene-
HMSA BPOHXMAmNbHOW acTMbl, B COBPEMEHHbIX MeXIy-
HapoAHbIX MporpamMmmax no AMarHoCTWKe npeanara-
eTCH BbleNeHne KMMHUYECKUX OEeHOTUNOB acTMbl,
He SABNAKLWNXCA OTAENbHbIMK 3aboneBaHUAMU.
PeHoTUN — 3TO HAbop NPKU3HAKOB, KOTOpble PopMU-
PYIOTCHA Ha OCHOBE reHoTuna nauneHTa nog Bo3geii-
CTBMEM OKpyxatoLlein cpeabl [4, 5, 9-12].

deHoTUNbl OPOHXMANbHOW acTMbl BbIAENSIOT B COOT-

BETCTBUN C:

— nonom pebeHka;

— BO3pacToM Havana 6onesHu;

— KOMOPOVAHLIMK COCTOSIHMAMM (aTOMMYECKUIA Aep-
MaTWUT, annepruyeckuin puHUT, nuLlesas annep-
rms);

— nposouupyOLLUMKN hakTopamu;

— reHHbIM NOAUMOPPU3MOM,;

— TpuUrrepHbiMn akrtopamu (BMpPYChbl, annepreHsbl,
dusnyeckasn Harpyska);

— rMNeppeakTNBHOCTLI0 BPOHXOB;

— TSXKECTbIO TEYEHUS,

— OTBETOM Ha feYeHue.

Ho cywectByeT M 3SHAOTUNMYECKOE pasfeneHve

OpoHxmnanbHOW acTMbl. Ha noHATWM sHAoTMNa acT-

Mbl OCHOBAHO HOBOE HarpaBfeHue B U3y4YeHUN KOM-

MMEKCHOW OCHOBbI NAaTOreHeTUYEeCKoro MexaHu3ma

3TOro reTteporeHHoro 3abonesaHus. PasgensioT

SHAOTUMbI:

— Mo Xapaktepy BocnaneHus (303MHOPUNbHbINA, HEN-
TPOUMbHbLIN BapuaHThbl);

— pemogenupoBaHunio BPOHXOB;

— cbapMaKkoreHeTuke;

— 3MUreHeTUKe;

— UHAEKLUNOHHOMY areHTy;
— Helpo3HAOTUNY (CBA3b NCMXOMNATONOMMYECKUX CO-
CTOSHWIA C TSXXECTbIO acTMbl) [9-12].

[MepeuncneHHoe ycnoBHoe pasgeneHne CcBA3aHO
C HEOAHO3HAYHOCTbK CUMMNTOMOB OpOHXManbHON
aCTMbl, MHOTOYUCIIEHHBIMU OCOBEHHOCTSAMMW KMUHK-
YECKUX, UMMYHHbIX, LIMTONOMMYECKNX, FEHETUYECKNX
NPOSABNEHUN.

BblgeneHune deHoTunoB/aHAOTUNOB cnocobcTByeT
nyywemMy NOHMMaHMIO CyLLIHOCTM 3aboneBaHud, no-
3ToMy ero uenecoobpasHo MCnonbL3oBaTh ANd pas-
paboTkn WMHOUBMAYanbHOrO MOAXOAa K Tepanuu,
MOCKOSbKY HEKOTOpble BapuaHTbl TEYEHUA acTMbl
MOTYT XapaKTepun3oBaTbCA PE3NCTEHTHOCTbIO K CTaH-
OapTHOMY NeYeHuto.

LLinpokas pacnpocTpaHeHHOCTb U FPOMafHoOe 3Have-
HVWe COeAVHWUTENbHON TKaHW B NogaepXKaHuu rome-
OCTasa BbI3blBalOT HEOOXOQUMOCTb U3YyYEeHUS OCo-
OeHHOCTEN KIMHUYECKOro TeyvyeHusi BpoHXManbHOW
acTMbl y AeTel C NPOABMAEHNAMU AUCNNA3nMn Coeam-
HuTenbHomn TkaHu (OCT).

OCT npuBoaWT K CyLeCTBEHHbIM Mopdorormye-
CKUM W YHKUMOHamNbHLIM U3MEHEHUSM OpraHoB
ObIXaHUSA: UMEET MECTO HapyLUeHUe opMUPOBaHUSA
3MacTUYeCcKoro Kapkaca nerkmx, 4to obycnosnueaeT
N3MEHEHNe apXUTEKTOHUKN NIErOYHON TKaHW B BUAE
OEeCTPYKLUN MeXarnbBeOonsApHbIX NEPeropofok n He-
AOpPa3BUTUSA 3MaCTUYECKUX U MbILLEYHbIX BOMOKOH
B Menkux BpoHxax, bpoHxmonax, BeayLime K nosbl-
LUEHHOW PaCTSXKMMOCTU U CHUXEHUIO 3NaCTUYHOCTM
NeroyHom TKaHW. Takue U3MEHeHUss OopMUpYyOT
KrnanaHHbI MexaHn3m BpoHX1anbHON 0BCTPYKLUK 1
obpasoBaHme amMpun3emMaTo3HbIX Bynr, MNOMUKNCTO-
3a, NOCMNeAcTBMEM KOTOpbIX, Npu cybnnespansHown
nokanuaauun 6ynn, MoXeT ObITb CMOHTaHHbIA NHEB-
MOTOpaKc.

Y nauueHToB ¢ OPOHXManbHOW acTMOW U C MpPOosiB-
nexnnamn OCT ObICTpo dopMUpyeTCs nerovyHas ru-
NepTeH3uns, NHeBMOMOPO3, NeroyHele Bynnbl, 4YTO
oBycnoBnmnBaeT TaAXenoe TeyeHne actmel [2, 3, 5].

BoBneyeHne B naTtomorMyeckuii npouecc Apyrux
OpraHoB W CUCTEM (KOCTHO-MbILLEYHOW, CepaeyHo-
COCYAWUCTON, racTPOMHTECTUHANBHOW — racTpo33o-
dareanbHbIl pedritoke U Ap.) CYLEeCTBEHHO U3Me-
HSIET KIUHWYECKOE TeYeHue OpOHXManbHOW acTMmbl,
cnocobCTBYET HE TONbKO (POPMUPOBAHUIO NEFOYHON
rmnepTeHsun, nHeBmModubposa, neroyHbix Oynn,
CMOHTAHHOrO MHEBMOTOPAKCA, paHHelh WHBaNWAu-
3auun; HO W OMNpepenseT nonumopduam xanod, a
crnepoBaTtenbHO — HasHaveHwe Bonblioro obbema
MeOUKaMEHTOB, Co3fatoLLee yrpo3y BO3HUKHOBEHNS
nonuMnparmMasun, NeKapcTBEHHOW WHTEpakumu. Bbl-
saBneHne mnameHeHnin npu OCT, HanpaBneHHas ux
KOppeKUuMs 1 MnpoBefeHne HeobXxooumon Tepanuu
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yny4lUaeT NPOrHo3 acTMbl U B LLENIOM Ka4eCTBO XN3-
Hu BonbHoro [2, 5, 9].

Llenbto Hawero nccnegoBaHns SBUNOCH U3yYeHue
0COBEHHOCTEN KMMHUYECKOro TevyeHust BpoHxnanb-
HOW acTMmbl y AeTeil C pasnuyHbIMU eHoTMnamm
AVNCNNasnum COeANHUTENBbHON TKaHWU.

MATEPUAN U METObI

O6cneposaHo 37 geTten B Bo3pacTe 7—18 neT, ume-
OLLMX XPpOHUYECKne OBCTPYKTUBHbIE 3aboneBaHus
BpoHxoneroyHom cuctemsl n npossnenns OCT. Qua-
rHo3 [1CT yCcTaHOBMEH COrNacHO POCCUNACKUM PEKO-
MeHdaumam [3]. Y Bonblien yactn geten (32 nauu-
eHTa — 86,5%) npuynHomn GpoHxmnanbHOM 06CTpyKUMK
Obina 6poHxuansHas actma; y 5 GonbHbIxX (13,5%)
OblNn XpoHu4Yeckne OBCTPYKTUBHbIE 3aboneBaHus
OpraHoB AblXxaHud. Y nocrnegHux nocne KnuHUKO-nH-
CTpyMeHTanbHoro o6crnefoBaHns BbISIBNEHbl BPOX-
AEHHbIE NOPOKN BPOHXOB MO NPOKCMMAaNbHOMY TUMy,
OpOHX03KTa3bl Ha (hoHe TpaxeodpoHXOManALuK.

CpegHeTskenoe nepcuctupyroLlee TeyeHue 3abo-
nesaHus nmenn 27 6onbHbIX (84,4%) ¢ GpoHxmanb-
HOM acTMOW, Nerkoe nepcucTupylollee TeyeHue —
6 peten (15,6%). Bce naumeHTbl nonydvanu 6asuc-
HYIO Tepanuio COrnacHoO NpPoTOKOny.

MaumeHTbl pasgeneHbl Ha rpynnbl B COOTBETCTBUM
¢ ceHotunom OCT [2, 3] 1-a rpynna — 20 geTew
(54,1%) c HeknaccudpUUMpyembiM  HEHOTUMOM,
2-g rpynna — 15 yenosek (40,5%) ¢ anepconogob-
HbIM beHoTunom; 3-a rpynna — 2 pebeHka (5,4%)
¢ mapdaHonogobHbIM peHOTMNOM.

PE3YJNIbTATbI U OBCYXOEHUE

AHanua nonyyYeHHbIX AaHHbIX MO3BONUN Onpee-
nuTb y BCEX AeTer C HeknaccuduumpyemsiM de-
HOTUMNOM BPOHXManbHY acTMy, acCoLMUPOBAHHYO
y 10 GonbHbiX (50%) C annepruyeckum PUHUTOM,;
y 5 — ¢ BHeBonbHNYHOW NHEBMOHMEN (25%). [IBa na-
umenTa (10%) umenun NposiBNEHNs anneprnyeckoro
pyHMTa Ha oHe BPOHXManbLHON acTMbl U BHEDOMNb-
HUYHOW NHEBMOHUW.

B rpynne 60nbHbIX C anepconofobHbIM heHOTUMOM
OpoHxmnanbHas actMma gumarHocTupoBaHa y 12 naum-
eHToB (80%); npuuem y 4 (33,3%) oHa npoTekana ¢
CYMMTOMaMM anneprnyeckoro puHuta; y 5 (41,7%) -
C BHEBOMNbHUYHOW MHEBMOHMER; y 3 (25%) umeno
MECTO COYETaHWE anfepruyeckoro puHMTa U BHe-
©0MbHUYHON NHEBMOHMN. BpoXXaeHHbI nopok BpoH-
XOB ycTaHoBneH y 3 (20%).

Y Bcex 6onbHbIX ¢ MapdaHonogo6HbIM (hEHOTUMOM
ANarHOCTUPOBaH BPOXAEHHbIA MOPOK OPOHXOB.

OnnTenbsHOCTb PECNMPATOPHbIX NPOSBIEHUI B NEpW-
of, obocTpeHusa 6poHXManbHON acTMbl Y NaLUUEHTOB

C HeknaccupuumpyembiM 1 anepconofobHeiM de-
HOTMMNaMu CTaTUCTUYECKN 3HAYMMO HE OTrMYyanach u
coctaBuna 5,2 + 1,5 gHA. Y pgeTteit ¢ GpoHXuansHowm
acTMOon Ha poHe BHEOOMbHUYHON MHEBMOHUU C He-
knaccuduumpyemsiM 1 anepconofobHbiM PeHoTH-
namMmu Takxe He Merna CTaTUCTUYECKN 3HaYUMbIX pas-
nuuun (11, 7+ 1,8 aHga). STnonorns BHEOONbHUYHON
MHEBMOHMMN npeacTaeneHa mukonnasmon B 100%
crny4yaeB; coyeTaHMeM MUKOMMa3MeHHON MHeKLnn
C uMTOoMeranoBupycHom — B 8 criyyasix (25%).

Y BonbHbIX C HeknaccudumumpyembiM U 3nepco-
NoAoGHbIM  PeHOTUNaMKn, KMEBLUMX COYeTaHue
OpOoHXManbHOW acTMbl C anneprnyeckuM PUHUTOM,
BpoHxunanbHas obcTpyKkuns npoTekana 6,5 + 2,2 gHs.
Mpwn codeTaHmm GpoHXManNbHON acTMbl, BHEGONbHNY-
HOW NHEBMOHWM U annepruyeckoro puHnTay 5 geten
(15,6%) oNMTENBHOCTL PECNUPATOPHO MaHudecTa-
umn coctasuna 12,2 + 1,7 gHs.

TaxecTb TevyeHus OpoHXManbHOW acTMmbl B rpyn-
nax c pasHbimn eHotunamu OCT 6bina cnegyto-
LLUen: cpedHeTsIKenoe NnepcucTmpytoLlee TevyeHne —
y 13 nauveHToB C HeknaccuduumpyembiMm geHo-
TUnom (65%); nerkoe nepcucTupyroLiee TeyeHne —
y 7 (35%). NMpr3sHaku NeroYyHom runepTeHsnn BbiSB-
neHbl y 5 (25%) 6onbHbIX ¢ BPOHXMANbHOW acTMON
N npu3Hakamu Heknaccudpuumpyemoro deHoTuna.
Y 3 geten (15%) ¢ acTmoi, Heknaccupuumpyembim
eHOTUMOM M NpU3HaKaMu FEroYHOW rmnepTeH3nm
nmern MecTto NHeBMounbpos.

Y Bcex BonbHbIX C 3nepconogobHbiM PEHOTUNOM
OTMEYEHO CpefHeTAXenoe TeyeHue acTMmbl, dop-
MUpPOBaHWE NEro9YHON rMnepTeH3un y 7 naumeHToB
(58,3%) 1 nHeBMmocpmbposa y 4 (33,3%), T. €. B 2,3—
2,2 pasa valle, YeM y AeTeln C Heknaccugpuumpye-
MbIM (PEHOTUNOM ¥ BPOHXManbHOW acTMoi. Jlerou-
Hble Oynbl BbIABNEHbI HA PEHTreHorpaMmme OpraHoB
rpyaHon knetkm n KTl y 3 geteit (25%) c actmon
1 anepconofobHbIM (PEHOTUMNOM Ha (hOHE NIEro4HOM
rmnepTeHsun n nHeemocunbposa.

KnuHnyeckne cuMNTOMbI  BPOXAEHHOrO MOpPOKa
BpoHx0B y BOnbHLIX C anepco- u MapdaHononob-
HbIM (PeHOTUNaMK NpoTeKanu Kak C NPosBIEHNSIMM
NEeroYHON rmnepTeH3nn, Tak n ¢ NHEBMoUOpPO30M Y
BCEX AieTel, a Takke ¢ PopMUpoBaHMEM BO3AYLLUHbIX
Oynn y Bcex nauMeHToB C MapdaHo- 1 anepcono-
AOBHbIM heHoTunamm, y OQHOro U3 Hux (c Mapda-
HONOAOGHBIM PEHOTMNOM) Pa3BUICA MHEBMOTOPAKC.

YuntbiBas OCOBEHHOCTU KIUHUYECKUX MPOSBNEHUN
OpOoHXManbHOM acTMbl Ha ¢OOHe annepruyeckoro
puHuTa, BHeGOMNbHUYHOW nNHeBMoHun u OCT, Tpe-
Oyolwpne KBanuUUUPOBaAHHOIO ANArHOCTUYECKOro
noaxona, HanpaBrEHHOro NevyeHnsa Ansa npegynpex-
OEHNS BEPOSATHbIX OCMNOXHEHW, LenecoobpasHo
paccmaTtpuBaTbh KMMHUMYECKUE BapuaHTbl OpPOHXM-
arnbHOW acTMbl, acCOLMMpPOBaAHHbIE C YKa3aHHOW na-



T. 19, Ne 3, 2014

BecTHMK MIBaHOBCKOI MEAULIMHCKO akageMum 57

Tonornen. KnvHuyeckne cumntomMbl BpOHXMansHoOM
acTMbl y AeTe C anepconofobHbiM PeHOTUNoM
Obinn Bonee BbipaXeHbl, YEM Yy AETel C Heknaccu-
duumpyembiM PEHOTUMOM.

Mpwn anepco- n mapdaHonogobHom peHoTunax ACT
CYLLIECTBEHHYIO POSib Urpanv BblPaXXEHHbIE W3Me-
HEHNSA CO CTOPOHbI MHOrOYUCIEHHbIX BOBMIEYEHHbIX
B NaTONIOrMYeCcKnii NpoLecc opraHoB U cUCTEM (ge-
dopmMauma rpyaHON KMeTKU, KUGOCKoNnos, manble
aHomanuu cepgua, apuTMuu, nguonatmyeckas ap-
TepuanbHasi rMNOTOHUSA), XapakKTepHbIX AN 3TUX
deHoTnnos [CT.
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Hotunamu [CT B 2,2-2,4 pa3a yBenuynBaeTcs
Ha hoHE annepruyeckoro puHNTa U BHEGOMbHNY-
HOW MHEBMOHUM N 3aBUCUT OT CTEMNEHU BblpaXeH-
HocTtu [CT.

3. dopmnpoBaHME NErOYHOW FMMNEPTEH3UN U MHEB-
mMocpnbpo3sa y getein ¢ OpoHxXmnanbHOW acTMON Ha
doHe anepconogobHOro ¢eHoTuna OTMEYEHO
fonee 4yem B 2 pasa valle, Yem Ha boHe Heknac-
cudmumpyemoro oeHoTuna.

4. Heobxogumo paccmaTpumBaTb KIMHWYECKUE Ba-
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