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DISORDERS: CLINICAL FEATURES, COMPLICATIONS
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M3y4eHbl 0COBEHHOCTU KITMHMYECKOr0 TeHeHUs 1 GOPMUPOBAHNS OCNOXHEHWI BpoHXManbHol acTmel (BA) y ne-
Tern ¢ NPosSBAEHNAMN AMCNNa3numM coeanHmnTenbHom Tkanm (OCT).

Mon HabnoaeHnem Haxoounock 118 peteri ¢ BA B Bo3pacTe oT 1 roga oo 18 net. Ancnnasmsa coeguHUTENbHOMN
TkaHu BbisiBneHa y 80 % naumneHToB; 68,1 % 60NbHbIX UMENn MPU3HaKn Heknaccupuumpyemoro ¢eHoTrna aucnna-
3umn, 20,8 % — anepconogobHoro deHoTtmna, 11,1 % — mapdpaHonogobHoro deHoTmna. Y 29,7 % neteint ¢ OPOHXU-
aNlbHOW aCTMOW BbisiBfieHa BHEOOIbHUYHAA MHEBMOHUS, 3HAYUTENBHO YAJIMHMBLLASA PECNUPaTOPHbLIE CUMNTOMbI acT-
Mbl, CBAA3b YAaCTOTbl €6 BO3HUKHOBEHUS C 31epconoao0HbiM 1 MapdaHonogobHbIM peHoTUNamm oLleHeHa Kak 04eHb
cuibHas (ryy>0,9). CamMbIM 4aCTbIM OCNOXHEHVEM aCTMbI Y [IETEN C NPOSBIEHNUAMN ANCTIa3Mn COEANHUTENBHON TKa-
HM onpefeneHa NneroyHas rmnepTeH3uns, y NosIoBUHbI N3 HUX OTMEeYeH NMHEBMO(PUNOPO3, Y TPETN — NEeroyHbie 6ynnbl.
YCTaHOB/EH BbICOKUI KOBSDDULIMEHT KOPPensaumm (ry>0,9) mexay KonnmiecTsomMm cpopMMPOBaBLLMXCHA OCIIOXHEHUN
y OeTelt ¢ 6poHXMaNIbHOM aCTMO U BbIPaXXEHHOCTbIO NPOSIBAIEHNI ANCNNa3nn coeanMHNUTENbHOM TkaH. BoBneyeHne
HECKOJIbKMX OPraHHbIX CUCTEM B NMaTONOrMYeCKNIA MPOoLLEece y NaLmMeHToB ¢ OpOHXManbHOW acTMOM 1 aucnnasueni co-
€OVHUTENbHOW TKaHM 3HAYNTENTbHO 3aTPYOHSET PAHHIO ANArHOCTUKY aCTMbI, YXyALLIAET MPOrHo3. BoisBNeHHbIE 0CO-
OEHHOCTU KJIMHMYeckoro TedeHns BA y geteil ¢ npusHakaMmn aucnnas3mm CoeauHUTENbHOM TKaHM NO3BONSAT YMEHb-
LUNTb YNCNO ANArHOCTUYECKMX OLLNOOK.

KnoyeBble cnosa: getu, 6pOHXMaJ'IbHaFI acrtma, aucrnaasnsi COeaNHUTEIbHOM TKaH

The aim was to study clinical course and complications of bronchial asthma in children with connective tissue dys-
plasias (CTD).

Objects were 118 children with asthma aged 1-18 years. CTD was recognized in 80% of patients: unclassified
CTD phenotype - in 68.1%, Ehlers-Danlos-like CTD phenotype — in 20.8% and Marfan-like phenotype —in 11.1% of
children. Community-acquired pneumonia (CAP), diagnosed in 29.7% of asthmatic patients, significantly prolonged
respiratory symptoms of asthma. Strong positive correlation between the CAP and Ehlers-Danlos-like and Marfan-like
CTD phenotypes frequency was found (ry,>0,9). Pulmonary hypertension was determined as the most common asth-
ma complication in children with CTD manifestations. Pulmonary fibrosis identified in 50% and bullae emphysema-
tous — in 30% of these patients. Strong positive correlation (r,,>0,9) of the asthma complications and severity of CTD
manifestations (Ehlers-Danlos-like and Marfan-like CTD phenotypes) was revealed. The involvement of several sys-
tems of organs in the pathological process in patients with asthma and CTD significantly complicates early diagnosis
of asthma and worsens the prognosis. The revealed clinical features of asthma in children with CTD signs can reduce
diagnostic errors.

Key words: children, bronchial asthma, connective tissue dysplasia

actmbl (BA) octaetca akTyanbHOW, no3gHee eé
BbISIBJIEHME, OTCYTCTBME afAEeKBATHOrO Jie4eHus
BeAeT K pPa3BMTUIO OCJIOXKHEHUWA, CHUXEHUIO TPyAo-
cnoco6GHOCTU, UHBaNUAU3aLUMmu NauueHTos [2, 3, 5, 8].
BosHunkHOBeHne BA nmeeTt reHeTn4eckyio OCHOBY B
coyeTaHUM C BO3OENCTBMEM HebnaronpusaTHbIX dakTo-
poB okpyxatower cpeabl [1, 11, 12]. K popmmnpoBaHnmio
v, B anbHenwem, K o6ocTpeHuam BA y netei nmetoT oT-

np06nema paHHel AMarHoCTUKU OpoHXuanbHOM
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HOLLEHMEe OCTpble pecnupaTopHble nHdekunn. BonbLion
WHTEPEC BbI3bIBAET M3y4YeHNEe OCOOEHHOCTEN KnHUYe-
CKMX cuMnToMoB BA y getein, "HOULMPOBAHHbLIX BUPYC-
HbIMU 1 BHYTPUKNETOYHbIMY NaToreHamu [5, 7, 9, 10].
CoBpeMEHHOE KJIMHNYEeCKOe TedyeHne OpoHXMab-
HOM aCTMbl COMPOBOXAAETCH BOBJIEYEHNEM HECKOJb-
KX OPraHoOB M CUCTEM B NATONOrMYECKUN NPOLLECC, YTO
3HAYNTENIbHO U3MEHSIET KJTACCUYEeCKMe CUMMNTOMbI BPOH-
XNanbHOW acCTMbl, 3aTPYOHAS AuarHoCTuky. OgHum U3
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dakTopoB, BAUGIOLLMX HA NATODU3NONOTMYECKUA MNpo-
Lecc dopmMupoBaHus 6one3Helt OpraHoB AblXaHWsl, B TOM
yucne BA, aBnaeTca HapylleHne CTPYKTYpbl U OYHKUMN
COEOVHUTENbHOW TKaHU, YTO, BEPOSTHO, UMEET NpsiMoe
OTHOLLEHME N K UBMEHEHUNIO KITMHUYECKMX CUMMTOMOB [6].

B paboTax no n3y4yeHuto BAUSHUS AUCNIasnum coeam-
HUTenbHO TkaHu (OCT) Ha cTpoeHne u yHKLUNIO GPOH-
XONEero4yHom CUCTEMbI OTMeYaeTcs HapylieHne GopmMu-
pOBaHMA 31aCTMYECKOro Kapkaca Nerkux: U3MeHeHue
APXUTEKTOHWKN JIEFOYHOM TKaHW B BUAE OECTPYKUUM Me-
XanbBeOJISIPHbIX MepPeropoaok U HeJopPa3BUTUS 31acTu-
YECKMX U MbILLEYHbIX BOJIOKOH B MEJIKMX BPOHXax 1 6pOH-
Xnonax, BeAyLMX K CHUXEHHOM 3N1aCTUYHOCTU NTIErO4HOM
TKaHK ¢ obpasoBaHneM amMmdur3emMaTo3dHbix Bynn; nonun-
KMCTO3a Ha HoHe BPOHXMabHOW 06CTPYKLMN 1N POopMU-
poOBaHMS CMOHTAHHOrO MHEeBMOTOpakca. BpoXaeHHbIn
nedekT XpaLeBoro n cCoeaMHNTENbHOTKAHHOro Kapkaca
Tpaxen 1 GPOHXOB MPUBOANUT K HAPYLLUEHUIO UX MNOOBUX-
HOCTM (OANCKMHE3MN), BOSHUKHOBEHMIO OPOHX03KTa30B,
nHEBMOCkNepo3a. TpaxeobpoHxuanbHas [AUCKUHE3US
crnocob6cTBYEeT pa3suTuio 6poHxocnaama [3, 4, 6, 7].

BoBne4veHrnem B naTtonorM4eckuini Nnpouecc y neten
¢ OCT oaHOBPEMEHHO HECKOJIbKMX OPraHoB N CUCTEM
MOXHO O0ObACHUTL 6oJlee TAXENoe, HEKIAaCCUYecKoe
NPOSIBNIEHNE KINHUYECKMX CUMMTOMOB MNpu 6ONe3Hsx
OpraHoB AblXxaHus, B TOM ynucne npu BA [3, 6, 7].

Llenbto Hawel paboTbl 6bIJI0 N3YYNUTb COBPEMEHHbIE
0COBEHHOCTU KIIMHNYECKOrO TeYeHUS 1 GOPMUPOBAHMIS
ocnoxHeHuin BA 'y peteii ¢ nposisneHnamn ACT.

Martepuan n metoabl. lNog HabngeHnemM Haxoou-
nocb 118 peteli c 6poHxmnanbHo actmol (BA) B Bo3pac-
Te oT 1rona no 18 net. Bce 60nbHbIE OblIM pa3aeneHbl Ha
BO3pAaCTHbIE Fpynnbl: 1-9 rpynna — 4eTn NepBbIX TPex neT
XU3HU — 28 yen. (23,7 %); 2-9 — o1 4 o 7 net — 51 yen.
(43,2 %); 3-a—8-12 net — 27 ven. (22,9 %); 4-a rpynna —
ctapwe 12 net — 12 4en. (10,2 %).

OnarHo3 BA yctaHaBnvBanu COrnacHO MPUHATOMY
MPOTOKOJY: OblIM MPOaHaNN3UPOBaHbl Xanobbl, aHaM-
He3, MPOBEMEHO KIMHUYEeckoe, nabopaTopHOe (remo-
rpamma, onpepeneHve ypoBHs IgE), MHCTpymMeHTanb-
HOe obcnepoBaHme (pPeHTreHorpadus OpraHoB rPyaHOMN
knetkn, IKI, Oxo-KI, no nokaszaHMaM — KOMMbIOTEPHAA
ToMorpadus, peonynbmMoHorpadusa, cnuporpadus).

OCT, cornacHo CyllecTBYyLWMM pekoMeHaaum-
aMm, Obilna BbisBieHa y 72 nauueHtoB 13 90 60sbHbIX
2-4 rpynn (80 %). Mbl counm KOPPEKTHbIM KBaNN@PULUM-
poBaTb M3MeEHeHUs, xapakTepHble ana O CT, Tonbko y ae-
Ten ctapwe 3 neT, TO eCTb CO 2-i BO3PACTHOM rpynnbl,
KOTZla O BbISIBJIEHHbIX AMCMNNACTUKO3aBMCUMbIX U3MEHE-
HUSIX MOXHO CyauTb 60nee onpeaenieHHo.

CraTtucTtuyeckyto o6paboTky NpoBOAVIIN C UCMOSb30-
BaHMeM KoadppuumeHTa koppensauun NupcoHa n onpe-
heNeHVeM Cuiibl JIMHENHOW 3aBUCUMOCTU MexXay Benu-
YUHAMMU.

Pe3ynbratbl U 06cyxaeHue. Y BCex MNaLMEHTOB
amnarHoctmpoBaHa atonunydeckasa dopma BA. Jlerkoe mH-
TEPMUTTUPYIOLLLEE TEYEHNE UMENO MecTo y 21 naumeHTa
(17,8 %), nerkoe nepcuctupytowiee —y 39 (33 %); noutn
Yy NOnoBuHbI 60NbHBIX (58) — cpenHeTsXenoe NnepcucTun-
pytowee (49,2 %).

Pacnpenenenne no ¢geHotunam LACT Obino npen-
CTaBJIeHO cnenyLmmMm 06pa3om: HeknaccuduLnpyemsbii
deHoTmn (HK®D) y 49 6onbHbIX (68,1 %), anepcononob-
HbIn peHoTun (AND) y 15 (20,8 %), mapdaHonogobHbIN
deHotnn (MMN®) —y 8 (11,1 %). AnarHo3d OCT un deHo-
TUNMYECKNE BapPWaHTbl ANCMNA3UN YCTAHOBMEHbI CO-
rMacHO KpUTEPUSM, MPUHATBIM B pekoMeHgauunsax [3], ¢
MCMONb30BaHNEM aHanmM3a KIWHUKO-aHAMHECTUYECKUX,
nabopaTopHbIX AaHHbIX, MHCTPYMEHTaNIbHOrO 06cneno-
BaHus. Bo 2-i rpynne 60nbHbIX ¢ BA 3MNd yctaHOBNEH Y

5 petein (9,8 %); HK® -y 30 (90,2 %). B 3-1i rpynne HK®D
nmen mecto y 18 (72 %), 3Nd - y 7 naumeHToB (28 %).
B crapwein rpynne 9MN® 6bin onpeneneH y 3 peten
(25 %), MN®d - y 8 (66,7 %), HKD - y 1 nogpocTka
(8,5 %). OtcyTtcTBUe npmuadHakoB OCT otmeyeHo y 18 na-
umeHToB (20 %): y 16 neten 2-in rpynnbl (31,3 %); y 2 -
3-1i rpynnbl (7,4 %).

Y 35 peteit (29,7 %) ¢ BA BbisiBNeHbl BHEOOJIbHUYHbIE
nHeBMoHuun (BIM). AnarHos Bl yctaHasnmBanu cornacHo
COBpPEMEHHbIM TpeboBaHNSAM, B TOM YMCIe C UAEHTUDU-
kauuei so3dyautens (MDA, MLP).

YacToTa nHEBMOHUN cpean geten 1-m rpynnel cocTa-
Buna 53,6 % (15 6onbHbIX); BO 2-1 rpynne — 21,6 % (11),
B 3-1—22,2 % (6), B 4-in — 25 % (3 6ONbHbIX).

Bosbygutenamu Bl 6binn: mukonnasma (51,4 %),
unTomeranosupyc (60 %), Bupyc dnwteiH — bapp (B3B)
(11,4 %), xnamuguinHas nHdekums (8,6 %). NMonnaTtmo-
JIOFMYHOCTb MHEBMOHUI Mena MecTo Y 97,1 % G0NbHbIX.

Mpu n3y4yeHMn B3aMMOCBA3U MexXay YacToTom Bl un
Hannumnem OCT y neten ¢ BA ycTaHOBNEHa CuibHas No-
noxwutenbHasa cBasb (ry= 0,8). Cnegyet oTMETUTb, 4TO
CBSA3b Mexay YyacTtoTtoi B, ¢ ogHo cTopoHbl, n 3IMNd un
MM®, ¢ gpyroii, y aeteit ¢ BA oueHeHa kak O4eHb CUJb-
Has (ry,>0,9).

Haunbonbluas yacToTa NHEBMOHWUI y aeTeint ¢ BA nme-
na mecTto B 1-1 rpynne. B cTapwmx BO3paCTHbIX Fpynnax
LOOMVHMPOBAna MUKOMIa3MeHHast UHPEKUMS N uuToMe-
ranoBMpyc, B MaagLen — coyeTaHmne umTomMeranoBmpyca
C XNaMUANNHOW 1 MNKOMAA3MEHHOW MHPEKLMNAMMN.

Taxectb cumnTomoB BA y netein ¢ Bl 6bina 6onee
BblpaXeHa B CPaBHEHUWN C OETbMMU, HE MMEBLUMMMU NPO-
SIBNIEHUIA MHEBMOHUM, N XapaKTepnsoBanacb AJINTENbHO-
CTblO pecnupaTopHbIX NPOSIBIEHMI (B TOM 4Yncsie BPOoH-
x0006cTpykumnmn): 5,5+2,3 gHA y aetein ¢ GpoHXManbHOM
acTMoi 6e3 nHeBMOHMK; 11,52 OHA y naumeHToB C
OPOHXMaNIbHOM aCTMOW U MHEBMOHWEN, HaNN4YneM WH-
TOoKCMKaLUnn, GU3nKanbHbIX UBMEHEHUI B NErKNX, Xapak-
TEPHbIX A1 MHEBMOHUN.

dopmmpoBaHme ocnoxHeHnin BA Bo 2-4-in rpynnax
YCTaHOBNEHO Y 22 % NauneHTOB — HAINYNE NETOYHON Mn-
nepteH3un (JIF), ns Hux —y 59,1 % (13 netei c BA n BIM)
oTmMedeH nHeBModunbpo3 (Md). Y 38 % (5 60nbHbIX BA 1
BM) c I n Nd Ha poHe MM D Ha peHTreHorpamme opra-
HOB rpPyOHON KNEeTKM U Npu NPOBEAEHNM KOMMbIOTEPHOMN
Tomorpadum onpeaeneHsl nerovHsie 6ynnsl (J16).

JII umena mecTo y Bcex 60bHbIX ¢ MIMN®, y 53,3 % — ¢
ANd uny 20,4 % — c HKD. NdD otmeyeH y Bcex aeteri c MIND
ny 33,3 % 60nbHbIX ¢ AMND. YcTaHOBNEHA CUbHAsA NOJIO-
XWTeSIbHaa KoppensaumMoHHas cBasb y aeten ¢ bA (ry>0,9)
Mexnay Konm4yecTBOM CHOOPMUPOBABLLNXCS OCSIOXHEHUI 1
BblpaXeHHbIMY nposieneHnsmn ACT (MNP, MMNO).

OTcytcTBME AmarHoCcTukn BA npu yxe cyLlecTtsy-
IOWMX cUMNTOMax 3aboneBaHUs B TeYeHue 2 neT Bbl-
aBneHo y 25 pgetent (21,2 %), B OCHOBHOM 1-14 rpynnbl;
auarHoctvka BA npu Hanuuum cMmMnToMoB GONEe3HU OT
2 no 5 net — y 86 neten (72,9 %); 6onee 5 net BA He
auarHocTtupoBanach y 7 naumeHToB (5,9 %). Takum 06-
pasom, y 2/3 nauneHToB gnarHo3 BA 6bin ycTaHOBMNEH
nocne ABYX NeT CyLeCcTBOBaHUS CUMMMNTOMOB 3aborne-
BaHWS, YTO SBUIOCb MPUYMHOWM HeanekBaTHOM Tepanun
1 BO3HWKHOBEHUS ocnoxHeHnin (JIT, NMd, J1IB) y 28 % u3
HUXx. Mexay no3gHO AmarHoctmpoBaHHoW BA (nocne
2 neT cylLecTBOBaHMUS 60Ne3Hn) 1 4yacToTon GopPMUPO-
BaHMS OCJIOXHEHUI YCTaHOBIEHA CUSibHAs KOppPensium-
OHHas CBA3b (ry,=0,9).

Bo Bcex rpynnax getein npu obcnepoBaHum Obina
yCTaHOBJMIEHA COMYTCTBYIOWAA NaTosorns, accounmpo-
BaHHasa ¢ ACT. MIameHeHus co CTOPOHblI OPraHoB N CU-
CTEM OLEHMBANUCH C Y4eTOM MaHudecTaumm natonornu
B 3aBMCMMOCTM OT BO3pacTa.
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KocTHO-cycTaBHble U3MeHeHns nmenu mecto y 113
neten 1-4-i Bo3pacTHbIx rpynn (95,8 %). YepenHo-nu-
ueBoi aucmopduam otmedeH y 35 peteii (29,7 %), ru-
nepmMobumNbHOCTb CycTaBoB — Y 29 (32,2 %), nedpopmaums
rPyaHOM KNeTkU — Y 26 605bHbIX (28,9 %). TMnepmobunb-
HOCTb CyCTaBOB, AedopMaLms rpyaHON KNeTkn 6biin Bbl-
siBNeHbl BO 2—4-11 rpynnax y 90 nauneHTos. Ckonnos amna-
rHoctmpoBaH y 21 nogpoctka 3—4-i rpynn (53,8 %).

KOXHO-MbILIEeYHbIe N3MeHeHUss o6HapyxeHbl y 38 na-
umeHToB 1-4-1 rpynn (35,8 %): rpbbky oTMe4YeHbl y 8 ae-
Ten 1-n rpynnbl (28,6 %), rMnepanacTUYHOCTb KOXWU Yy
30 60onbHbIX 2-4-i1 rpynn (33,3 %), aTonuyeckuii gepma-
TMT — y 16 naumeHtoB 1-2-i1 rpynn (20,3 %); MbieyHas
runoToHus —y 36 aeteit 2—-4-i rpynn (40 %).

M3MeHeHns co CTOPOHbI cepaevyHO-CoCyaNUCTON Cu-
cTeMbl umenu mecto y 97 pneteii 1-4-ii rpynn (82,2 %).
Mponanc cepaeyHbix knanaHoB Obin BbisiBNeH y 88 na-
UMEeHTOB (74,6 %), HapylweHus cepaevyHoro putMa -
y 24 60nbHbIX (20,3 %).

[MaTonorns racTpoOVHTECTUHANBHON CUCTeMbl aAna-
rHoctupoBaHa y 36 nauueHtoB 2-4-in rpynn (40 %):
OVCKNHE3NS XENYEBbIBOAALLMX NYTEN, NATONOMMS Xeny-
Horo nysblps — y 33 60nbHbIX (36,7 %); ponuxocurma —
y 4 (4,4 %); racTpoasodareanpHaa pediokcHas 60-
nes3Hb —y 12 nogpoctkoB 3—-4-1i rpynn (30,7 %).

3aboneBaHnsi MOYEBbLIAENUTENBHOM CUCTEMBI UMENN
MecTo y 23 peteit 2—-4-ii rpynn (19,5 %): amcmetabonu-
yeckas HepponaTtma —y 21 naumeHTa (17,8 %); Hedpon-
T03 -y 5 (5,6 %).

B uenom no4ytu y Bcex 60sbHbIX OTMEYEHbI U3MEHE-
HMUS CO CTOPOHbI CepaevyHO-COCYAUCTOM U KOCTHO-CY-
CTaBHOW cucteMm, accoummpoBaHHble ¢ A CT, HECKOMBKO
pexe — W3MEHEeHUs racTpo-UHTEeCTUHaNbLHON cdepsbl,
bonee 4eM y TPETU — KOXHO-MbILeYHon, y 19,5 % — no-
paxeHne MOYeBbIAENNTENIbHON CUCTEMBI. Y NATON YacTu
[eTel BbIIBIEHO OAHOBPEMEHHOE BOBIEYEHME NATU CU-
cteM, y 40 % — Tpex CUCTeM.
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CBeaeHus 06 asTope:

Takoe MHoroo6pasne CMMATOMOB 3HAYNTENBHO 3aTPYL-
HS10 ANArHOCTUKY aCTMbl, OTAANSAN0 HAa3HAYEeHME HamnpaB-
JIEHHOW Tepanumn 1 CTaHOBUIIOCh NMPUYNHOK GOPMUPOBaHUS
OCJTOXHEHMI, PpOCTa MHBANNAW3ALMN 3TUX NALMEHTOB.

B knnHuyeckon npaktuke BA y geten ¢ npusHakamu
OCT nmetoT MeCTO CYLLLECTBEHHbIE M3MeHeHUs. [pogon-
xarwowaacsa Bo3pacTtHaa auddepeHumpoBka OpraHoB u
TKaHel, NnporpeaneHTHoOe TeyeHne amcnnasum eule 60-
Jlee YCNOXHSIOT AnarHocTuky. B 3aBMcrMMOCTM OT cTene-
HU NaTOJNIOrMYECKNX NUBMEHEHWN I COEONHUTENBHOW TKaHN,
KONIMYecTBa BOBJIEYEHHbLIX B 3TOT MPOLLECC OPraHoB U
CUCTEM, BbIPAXEHHOCTU MOPGO-PYHKUMOHANbHbIX Ha-
pyLieHnn GopmMupyeTcsa TOT UM MHOM BapuaHT Te4eHns
BA, Tpebyowuii MHOMBUAYanbHOro Noaxoaa.
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