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KIMHHUKO-MOP®OJOTNMIECKUE OCOBEHHOCTH OCT POﬂ
IMHEBMOHMWH Y JETEN PAHHEI'O BO3PACTA C IIEPBUYHBIMHU
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O6nacTHas AeTcKast KnuHudyeckas 6onpHILa, MeauumscKas akaneMus, IHCTHTYT Jla3epHOM XMpypriH, Yenst6MHCK

CLINICAL-AND-MORPHOLOGICAL PECULIARITIES OF ACUTE PNEUMONIA IN INFANTS
WITH PRIMARY IMMUNE DEFICIENCY

. A.Yu.Pishchalnikov, R.U.Giniatullin, S.N.Teplova

Summary

This article displays results of clinical and morphological comparison of acute pneumonia (AP) in 32 infants
with signs of primary immune deficiendy (PID). Etiology AP and a form of PID were recognized by means of a
complex of immunological testing during the patients’ lifetime and post-mortem immunohistochemical, histo-
bacterioscopic, and bacteriological examinations. Principal distinguishing features of AC under PID background
were: 1) mixed etiology of the disease, in which viral-and-bacterial-and-mycotic associations acquire the great
importance; 2) a significant extension of lung tissue injury with predominance of an alternative component of
inflammation; 3) a tendency of infectious and inflammatory lung processes to generalization.

Pe3iome

B cTaThe npecTaBieHbl pe3ynbTaThl KNMHUKO-NaToNoroaHaTOMUYECKUX COMOCTaBIEHUI NPU OCTPLIX NHEB-
MoHusix (OlNM) y 32 peTeit ¢ NposiBReHUsMU NnepeuyHoro ummyHoaeduuura (MUAA). Stuonorus O u popma MU
YCTaHOBMIEHbI C NOMOLLLIO KOMMIEKCA NMPUXU3HEHHBIX UMMYHONIOMMYECKUX U MOCMEPTHBIX UMMYHOrMCTOXUMU-
4Yeckux, rucrobakrepuockonuyeckux v GakTepuonorMyeckux MeToaoe uccnefosaHus. OCHOBHbIMU OTAMYM-
TenbHbIMU ocoberHocTaMu OMN npu MUL 6binu: 1) cMewanHas aTuonorus 3abonesaHus, B KOTOPOit npuobpe-
TAIOT Beaylee 3HaYeHue BUPYCHO-6aKTepuanbHO-rpubKOBbLIE accounauuy; 2) 3HauuTenbHeli 06bemM nopaxe-
HUS| NIErOYHOM TKaHW C NPeobiafaHUem ankTePHATUBHOrO KOMMOHEHTa BocnaneHms; 3) CKNOHHOCTb MHdeKuy-
OHHO-BOCNAaNUTENLHOrO NPOUECca B NIerkux K reHepanuaauuu.



Ocrpasi neBmouusi (OIT) y mereit paHHero BospacTa
MOXKeT ObiTh OLIEHeHa KaK CaMOCTOsTe/IbHOe 3a60/eBaHHe.
Onnaxo Hepenko OIl siBnsieTcsi 0C/IOXKHEHHEM APYTHX 3a-
GosneBaHHiH, Cped KOTOPBIX 0C060e MecTO 3aHHMAIOT HM-
myHonepuuuTHle cocrosiHus [1,2]. MmmyHHas Hemocra-
TOYHOCTb MOAPA3/E/SAETCs Ha MEePBHYHYI0 U BTOpHuHY0. K
nepBHuHbIM UMMYHOAeduuuTam ([TAI) oTHOCAT BPOXKAEH-
Hble HapylUeHHs HMMYHHOH CHCTEeMbl, CBSI3aHHbIE C reHe-
THYECKUMH AeeKTaMH OJHOrO UJIH HECKOJIbKHX €e KOMIO-
HEHTOB, 2 HMEHHO — KOMILIeMeHTa, (arouuTosa, rymo-
paJbHOrO M KijetoyHoro ummynurera (3], Knuuuueckoe
TeYEHHe BTOPUYHBIX TMHEBMOHHH, CBf3aHHBIX C BPOXJAEH-
HbIMH Ie(heKTaMH UMMYHHTETa, CYLIECTBEHHO OTJIHYAeTCst
OT . MHEBMOHHMH, Pa3BUBAIOLIMXCA Ha (OHE HOPMAaJbHO
(bYHKUMOHHPYIOLIEH UMMYHHOH CHCTEMBL.

Llebio AaHHOrO MCCJIENOBaHHS SBJAJNOCH OMpejeJe-
HUe KJIMHUKO-Mopdosioruueckux ocobenHocreit OIT y 32
nereit ¢ [IU]J B Bo3pacTe oT 5 AHel n0 2 Jer.

[TaTosoroaHaToMHYECKOe HCC/eloBaHHEe TPYMOB yMep-
LIMX MPOBOAMJOCH C YrayGJeHHbIM H3yyYeHHeM OpraHoB
MMMYHHOH CHCTEMbl M JIErKHX C HCMOJb30BaHHEM HMMY-
HOTHCTOXMMHYECKHX METOAOB JJIsi BHISIBNEHHS cybnomy-
JAUMH JMMQOLMTOB, 3KCMPECCHPYIOLHX MeMOpaHHble
auturensl CD2, CD4, CD8, CD19, u ukcsia aHTHTEN0006-
pasyiouux KJaeTok, cuuteaupymoumx IgA, IgM, IgG. Be-

_pudukauusa stHosornd OIT ocyuwecTsasiach Ha OCHOBE

KOMIIJIEKCHOTO HMM)’HO(DJHOOPQCHGHTHOPO, rucrobakTe-

* PHOCKOMHYECKOro H 6axrepnonornqecxoro HCCJIe/10B,.

Hus aerkux. [Ipu 06paboTke pe3y/IbTaTOB HCCNEAO0BaHY,
NPHUMEHSUINCh TaKXKe CTaHAapTHbie MOp(OoMeTpHuecky,
MeTO/bI.

Y Bcex ymepluux AeTeH BbIiIBJIEH OCTPhIH BOCMany.
TEJbHbIA MPOLECC B JIErKHX, KOTOPHIH OLEHEH HaMM Kay
ocnoxxHerne ITUJI. B cooTBeTCTBHHU C KnaccudrKauuej,
npeactasaeHHoi B foknaae Hayunoit rpynnet BO3 [4]
dopmel [TW]] no martepuasaMm Hallero MCCJIENOBaHyy
pacmpefe/HIuCh Clefyiomum 06pasom: KOMOHHHPOBay.
Hble UMMYHOZE(UUHMTH BbifiBIEHbl y 25 nered, B Toy
yucne TsKesnask KOMOMHHPOBAHHAS HMMYHHAasi HENOCTa.
tounocts (TKWUH) — y 19, cunnpom Hesenoda — vy 3,
runep-IgM-cunpom — y 3; [THM]], accouunpoBaHHbie ¢
APYrMMH TJIaBHBIMH JedeKkTamu, — y 3, B TOM HYHCae
aHomanusi u-JDkopmxu — y 2, cuHapom Buckor
ta—Ouanpuya — y 1; nedextrt parouurosa — y 4, B Toy
yHc/ie XpOHUYeCKasi rpaHyJieMaTosHas GosesHb — y 2,
cunapom Koctmana — y 2 serei.

Ananu3 uctopuit 60JIe3HH MOKa3al, YTO B aHAMHe3e y
Bcex peted ¢ [TU]], HesaBuCHMO OT ero ¢opmel, OTMeYa-
JIMCh HEOAHOKpaTHO nepeHeceHHble paHee OPBU, nues-
MOHHHM, KHIUEYHble HH(EKLUHH, THOHHO-CeNTHYECKHE 3a-
Go/IeBaHHsl, KOTOPbI€ OTJHYANHCh AJHTENbHBIM PeLHaH-
BUPYIOLMM TEYEHHEM H TPYAHO MOANABANHMCH AHTHMHK-
KpoGHO# Tepanuu. Y Bcex G6OJIbHBIX MHEBMOHHSA MpH
KJIHHHKO-PEHTIeHOJIOTHYECKOM HCCJIeNloBaHHH Oblia pac-

Puc. NMatomopdonorua nuMdonaHLIX OPraHos 1 nerkux npu cuiapome Hesenoda

a - aucnnasus Tumyca ¢ ob6pasosaHvem xene-
3UCTLIX CTPYKTYP, OTCYTCTBUEM Teneu Maccana
Y eAUHUYHBIMU numbouuTamu. x200;

6 - 3HAYUTENLHOE yMeHbLeHue yucna numdo-
UMTOB B nepuaprepuansHoi T-3asUCUMOit 30He
ceneseHku. x130; B - eauHu4HbIe B-numdoum-

r — uMToMeranuyeckuii Meramopdos anLseono-
umutos. x400.

Tbl B KpacHo# nynsne cenesexku. x630;
a, 6, r - oKpacka reMaToKCUIMHOM U 303UHOM; B — peakuus UMMyHodnioopecueHumu.
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jeHeHa KaK ABYCTOPOHHsS, 04arosas, y 8 petelt ¢ rHou-
1bIMH JIETOYHBIMH OCAOXHEHHsMH. Kpome Toro, ynopHas
auapest npH TKWUH conyTcTBoBajia MHEBMOHHH B 53,3%
qabJIOAeHHH, a MOPAXKEHHE KOXH B 40%. Tlpu xu3nu
quarsos [TAJL Gbun BBICTaBJEH JIHIb Y 5 GOJIbHBIX.

K/IMHUKO-MOP(OJIOrHYecKasl KapTHHA Y Ha6/0AaBLIKHX-
cs1 AeTei 3aBucesa OT (opMbl IMU. Tak, y 25 GosbHbIX
¢ KOMOMHMDOBAaHHOM HMMYHHOH HEJOCTaTOYHOCTBIO B
[pHKHHEHHBIX AHA/M3aX KPOBH BO BCeX Ha6JIIoleHUSAX
oTMeuaach MMMOLMTONEHHS B Npefienax oT 2 10 9%,
a B HMMYHOTpaMMax — CHHXXeHHe CD3 u CDI19 numdo-
L4TOB, THMIOMMMyHOrIOGynuHemus. [latosnorus THMYyca
XapaKTepu30Baach €ro AMCIIIa3Hei C OTCYTCTBHeM Te-
sen Taccans ¥ pesKMM yMeHblIeHHeM Macchl opraHa. B
auM(Oy3Nax W CeJie3eHKe BbIABJIEHb! ClaGo passuThie T-
i B-3aBucHMble 30HBI, AeAHM(ATH3aLMS, YMEHblLUEHHE
yHC/Ia ¥ Pa3MepoB (POJVIMKYJIOB, HUSKHH yPOBEHb MpOJIH-
depaupn T- u B-1uMOUMTOB H aHTHTEN006DA3YIOUIMX
kJeToK. B atoit rpynne stuosioruyeckum akropom OI1
ABJSIHCh BUPYCHO-0aKTePHANIbHO-MHKOTHYECKHE aCCOLH-
alUH, Yallle BCTPeyYaloCh COYETaHHEe PeCcrHpPaTOPHbLIX BH-
pYCOB, 30JIOTHCTOrO CTaMJIOKOKKA W rpu6oB posa Kau-
aupa. Hanpumep, y 4 GOJIbHBIX, Y KOTOPBIX BO3OYAUTEJIs-
mu OTl KaKk HernocpeACTBEHHOH NPHYHHBI CMEPTH SBJIS-
JIACb aCCOLMALMH PECIIHPATOPHBIX BHPYCOB C GaKkTepHs-
MK ¥ rpubamu, B THMYycCe OMpelensiiach He3peJaoCTb, IH-
MOMJIasusi ¥ HECBOEBpEeMEHHasi >XHpoBas TpaHChopma-
uus. B umdoysnax u ceneseHke — rUNOMJA3Ks M omy-
crouieHHe B-3aBHCHMbIX 30H C HM3KHM YPOBHEM MpOJIK-
depauun B-muMGOLMTOB H aHTHTEN006DA3YIOLHX Kie-
TOK. BocmanuTesibHblH npouecc B JIETKHX HMeJ FHOHMHO-
HEKPOTHYECKHI XapaKTep, a MPH XH3HH BbisIBJIeHA Hel-
TPONEHHS!, AHEMHSI M BbIPaXKEHHAs rUnoraMmarjaobynnHe-
mug. ¥ 5 pereit OIl Gbina pacueHeHa Kak NposiBJieHue re-
Hepanu30BaHHOM BUPYCHOH (LMTOMEranoBUpyC, aieHOBH-
PYC, PeCrUpaTOpPHO-CHHUMTHANbHBIH BUPYC) HH(EKIHH, a
y 4 6O/IbHBIX — KaHAWOMHKOTHYECKOro cencuea. Tak, y
Manbuuka 2 Mecsiues ¢ cuHapomom Hesenoda npuunHOH
CMepTH Obl1a JABYCTOPOHHAS AM(dy3Has MexyTouHas
MHEBMOHMS, SIBUBLUASCS NpPOSIBJIEHHEM reHepasM30BaH-
HOH uMTOMerasoBupycHo# HHpekuuu. Ilpu mopdosoru-
YEeCKOM MCCJIEIOBaHUH 06HApy>KeHbl YMEHbLICHHE MacChl
THMYy€a 0 3 rpamM, ero AUCIIa3Hsl C OTCYTCTBHEM Te-
ney Taccans (puc., @), peskoe yMeHblIEHHe YHCJA JHM-
(ountoB B T-3aBHCUMBIX 30HAX H eJHHHYHble B-Knetku
B auMGoysaax u ceneserke (puc.; 6, 8), MeXyTouHas ru-
FaHTOKJ/IETOYHAs] MHEBMOHHSA C LIUTOMErajuyeckum Mera-
Mophosom anbeeosouutos (puc., 2).

Y b pereit ¢ [MAJl, acCOLMHPOBAHHLIMH C APYTHMH
MIaBHBIMH fedeKTaMU, B MPHXXH3HEHHbIX aHaJH3aX Kpo-
BH ONpefessiiCh JIMM(OLUMTONEHH — KOJHYECTBO
aumdouutos 1o 7%, TpombouuToneHus U aHemus (npu

cunapome Buckorra—Oapnpnua). B THMyce 0GHapyxeHbi
BO BCEX CJy4asX AMCIJIA3Hs U THMOMNJIA3HMSA C OTCYTCTBH-
em Tesert [accansi, a B 1umMdoysnax H cesieseHKe BbisB-
JNeHbl cnabo BhipaXkeHHble T-3aBHCHMBlE W pasBuThie B-
3aBHCHMble 30Hbl. B 3T0M rpynne aerel HernocpenCTBeH-
HOM MPHUYHHOH CMEPTH SIBJASJIMCH 4Yalle HEKPOTHYEeCKHe
BOCMAJIMTE/bHbIE MPOLECChl B JIErKHX, BbI3BaHHbIE BH-
pyCHO-6aKTepHaNbHEIMH acCOLMALMAMH B COYETaHHH C
rpubamu. [Ipn sTom y 2 neTelt CMepTh HACTYMNHJA OT Jie-
rOYHOro KaHAUAOMHKOTHYECKOrO Cercuca.

B 4 nabuiofeHHsX HaMH BbISIBJEHbl NEepPBHYHbIE Ae-
dexThl (parourTosa. Y ofHOro U3 ABYX AETEH C XPOHHYE-
CKOM rpaHyJsiemaTo3Hoi GosiesHbio abcueaupyiowas OIT
GaKTepHaNbHOMH STHOMOTHH (30IOTHCTBIA CTAHJIOKOKK)
SIBU/Iach TPOSIBJIEHHEM KOXKHOro cemcuca. B Jjierkux u
AUMGpOHAHBIX OpraHax y o60MX ymeplinX OGHapy»XHBa-
JIMCh MHOPOYHCJ/IEHHbIE PaHYJIeMbl, COCTOSIILIME H3 MOHO-
LMTapHBIX KJETOK, MHOrOSIEPHBIX MaKpo(aros, JeHKo-
uuToB. Y 1BYX GosbHbix ¢ cuHapomom Koctmana OIT Ho-
CHJIa MPEHMYLIECTBEHHO HeKPOTHYECKHH XapakTep, a B
NPUXU3HEHHBIX aHAJIU3aX KPOBH Habuoanach JeiKone-
HHSl B COYETAHHH C BbIPaXKEHHBIM arpaHyJIOLHUTO30M —
cofepxKaHue HeiATpounos Gbuio B mpenenax 1%. Bu-
JIOUKOBAs XKeJiesa y ieTedl B 3TOH rpynme umeJa npusHa-
KM HEeCBOEBPEMEHHOro XHpOBOro MeTamopgosa.

Takum o6pasom, OI1 y aereit paHHero Bo3pacta MOXeT
GbiTbh OfHMM M3 MapkepoB pasauuHbix (opm [TU], peako
BbISIB/ISIEMBIX PHXKH3HEHHO H AHarHOCTHPYEMbIX Ipeumy-
LIECTBEHHO HA ayTonchu. B onpenesnenHol crenenu ¢op-
ma [THU]] npenonpenensieT KIMHUKO-NIAaTONOr0aHATOMHYEC-
Kyl0O XapaKTepPHCTHKY OCJOXHSIOLIEro ero BOCHaNHTeJb-
Horo npouecca B JierkuX. OCHOBHBIMH OCOGEHHOCTSIMH
OIl npu MU/l Ha Hawem marepuale siBASUIACH: 1) cume-
IaHHAs STHOJIOTHsl 3a60JIeBaHHs, B KOTOPOH mprobpera-
10T Bejylilee 3HaYeHHe BHUPYCHO-0aKTepPHa/IbHO-TPHOKOBbIE
accolMalyy; 2) SHAUUTEJbHbIH 00BEM MOPaXKEHHS JIEroy-
HOH TKaHM C npeoG/ajaHHeM ajlbTePHATHBHOrO KOMIIO-
HEHTA BOCMANeHHs; 3) CKIOHHOCTb HH(EKLHOHHO-BOCIA-
JIUTENIHOrO MpOoLEecca B JIErKHX K reHepasin3allkH.
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