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AHHOTauuA. B cTaTbe N3N0XEHbI pe3ynbTaTbl UCCeLOBaHNA MMMYHUTETA K FeprnecBunpycam y LeTei,
60NbHbIX  MyKoBMCUMZO30M  (MB). TlonyuyeHHble  CBeAEHWS  [OKa3blBaOT  BbICOKUIA  YPOBEHb
NH(UUMpPOBaHHOCTU aeTeit ¢ MB Bupycom npoctoro repneca (BIMIM), uMTOMEranoBypycHOM MHMeKLmei
(LLMB) 1 Bupycom 3nwiTeliHa - bapp (B3B), MUKONIa3MeHHOM M XNaMUAUIAHON MHADEKLMIA, NX BEPOSTHOM
yyacTum B (DOPMMPOBAHUM BPOXKAEHHBLIX MOPOKOB PasBUTUA MO [AaHHLIM NaTo/10roaHaTOMUYecKoro
nccnefoBaHus.  YCTaHOBMeHa CTPYKTypa BPOXAEHHbIX NOpokoB pa3sutua (BIMP) Ha ocHoBaHuK
1ccnefoBaHUs NPOTOKO/IOB ayToncuidi 57 ymepLumx, 60/1bHbIX MyKOBUCL030M B Bo3pacTe OT 1 mecsua o
18 neT, ¢ NOATBEPXKAEHHONM NEPCUCTUPYIOLLEN MH(EKLMEeN: BUpYCa NPOCTOrO repreca, LMTOMerasioBmpyca,
BO30yauTeNei xnaMmmanosa u MYKonIasmosa, Bupyca dnwteitHa - bapp. O6HapyxeHWe npevmyLLecTBEHHO
BO3OyAMTeNel repnec BUPYCHbIX MH(ekumin (FBW) (88,3 %) B MOHOKY/bType (83,9 %) npu BPOXAEHHbIX
aHOMaNMAX Pa3BUTMA MOKa3aio 3HAUMTE/IbHYHO POJib UH(EKLMOHHOIO npouecca B My/bTU(aKTOpUaibHO
npupoge TepaToreHesa npu MyKoBUCLMAo3e. Hapagy C XapakTepHbiMW AN OTAeNbHbIX BO30yAMTeNei
CUCTEMHbIX BIP  cOeAMHUTENBbHOM TKaHW BbISBMEHO 3HAYMTE/IbHOE KOIMYECTBO MHOXECTBEHHbIX
HeknaccuhunumpoBaHHbIX KomnnekcoB (MBIIP). Mo pe3ynbtaTtam paboTbl NOATBEPXKAEHA HEOOXOAMMOCTb
YyCTpaHeHUs W NPOPUNAKTUKMA  NOTEHUMANbHLIX  MHMEKLUMOHHBLIX TEpPaToreHoB Mpu  KJMHWUYECKOM
HabNtOLEHNN CEMEN, UMEIOLLMX [eTel ¢ MyKOBUCLMAO30M.

KntoueBble c/ioBa: MyKOBUCLMA03, FTeprecBupycChl, AeTH, MOPOKM pasBUTHS.
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Abstract.. The article presents the results of a study of immunity to herpesviruses in children with
cystic fibrosis (CF). The data obtained prove a high level of infection of children with CF with herpes sim-
plex virus (HSV), cytomegalovirus infection (CMV) and Epstein - Barr virus (EBV), mycoplasma and
chlamydial infections, their probable participation in the formation of congenital malformations according to
the data of postmortem examination. The structure of congenital malformations (CM) was established on the
basis of a study of autopsy protocols of 57 deceased patients with cystic fibrosis aged 1 month to 18 years,
with confirmed persistent infection: herpes simplex virus, cytomegalovirus, pathogens of chlamydia and my-
coplasmosis, Epstein - Barr virus. The detection of mainly pathogens of herpes viral infections (HVI) (88,3
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%) in monoculture (83,9 %) with congenital malformations showed a significant role of the infectious pro-
cess in the multifactorial nature of teratogenesis in cystic fibrosis. Along with the characteristic for individu-
al pathogens of systemic CMMs of the connective tissue, a significant number of multiple unclassified com-
plexes (MMPs) have been identified. According to the results of the work, the need to eliminate and prevent
potential infectious teratogens was confirmed during the clinical observation of families with children with
cystic fibrosis.
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For citation: Ul'yanova L.V, Ledneva V.S., Talykova M.l. Effects of herpetic infections on the
formation of developmental faults in children with mukoviscidosis // Caspian Journal of Medicine and
Pharmacy. 2021 : 2 (3): 64—68 (In Russ.).

Beenenne. TepmuH «BpokIcHHBIH acdekT» B 3apyOC:KHOW M OTCUCCTBCHHOM NIHTEpaType
HCHONB3VIOT A1 0003HAUCHHS CTPYKTYPHBIX, OHMOXHUMHYECKUX H (PYHKLHOHAJIBHBIX HAPYIICHUH, KOTOPBIC
dopmupyrorcs y aMOpuoHa u mwioga. [lonsTue BkmrouaeT B ¢eOs LEIBIM MEPEeUCHb KaTeropui acpeKkToB
pasBuThs: cTpyKTypHBIC AedekTel — codcternno BIIP; reneruueckue aedextrl (omubkn merabomusma u
XPOMOCOMHBIE abeppaiuu), MO3IHHEC BHYTPUYTPOOHBIC HH(EKUNU H HOCICAVIOIEE MOBPEKICHUC III0AA,
BHYTPUYTPOOHVIO 33JCPKKY POCTa, HMMVYHOJIOTHUCCKHEC HAPYIICHUS, VMCTBEHHVIO OTCTAIOCT U
BpPOXKICHHBIC Je(eKThl OpraHoB 4yBCTB |2, 4]. MHpunmpoBaHue MOXKET NPOHM3OHTH Ha JIOOOM 3Tare
SMOPHOHAIIFHOTO OHTOICHE3a OT OILIOAOTBOPEHHA IO poxkacHms |5, 6]. BeccumMnToMHO mpoTeKaromue U
MEPCUCTHPYIOIINE BHUPYCHBIC HWH(PEKLNH OKA3BIBAIOT 3HAYHTEIBPHOC MOBPEKIAOLICE BO3ACHCTBUE.
[Ipennoceinkori yuactus »tux uH(pekunii B ¢dopmuposanun BIIP sBmgercs cnmocoOHOCTE BHPYCOB
BHEAPATBCS B T'CHOM KICTKH, B PE3YIbTATC M3MCHSIIOTCS CBOWMCTBA KICTKH, ONPCIC/LIIOIINEC XapakTep e
penpoaykuuu u ganeHeimero passutud |1, 3, 9]. Tpanchopmanus BUpycoM KIETOK SMOPHOHA WM TUIOJA
MPHUBOJUT K HAPYIICHUIO MHTO32 HH(HLUPOBAHHEIX KICTOK, LUTONN3Y HX, K XPOMOCOMHBIM abepparusm,
T.€. ’HQEKT OKA3BIBACT NMPAMOE TEPATOTCHHOE U MyTareHHoe Acuctaue [7, 8, 10].

Henb: onpeaenuts CTPYKTYPY BPOKICHHBIX AC(EKTOB M POIN GSCCHUMITOMHBIX, MEPCHCTHPYIOLINX
nHpCKIUHA B X (POPMUPOBAHUH V AeTeH, OOMBHBIX MYKOBHCLIUAO30M.

Matepuansl U MeTogbl HccaenoBaHus. [l ONMpPEACICHUS CTPYKTYPH BPOXKICHHBEIX ACPCKTOB U
pomu GeccuMOTOMHBIX, mnepcuctupyrommx uHQekuuii (I'BU, xnamMuauiiHOH, MHKOIUTa3MEHHOH) B
¢dopmuposanuu BIIP v 60mpHBIX MYKOBHCIHIO30M OBLIM H3YYCHBI MPOTOKOJBI ayTOnCHH 57 yMEpIIHX,
0OJIBHBIX MYKOBHCIIHI030M. B03pacT malueHTOB COCTAB/ISUT 3HAYUTEIIBHBIN AUana3oH — ot 1 mec. qo 18 mer.

PesynbraThl HcciaegqoBaHus H ux  oOcy:kaenme. Mzomuposanneie, cuctemueie BIIP u
MHOKECTBeHHbIC HekIaccupuumposannsie nopoku (MBIIP) oOnapyxkenst y 26 GoapabIxX (45,5 %) cnyuacs,
B ToM umncic BIIP uentpanpHOl HEpBHOH cuctemsr — 7,6 %, cepacuHO-COCYAUCTOH cuctemer — 7,5 %,
opranos numesapenus — 23,1 %, 6porxonérounoit cuctemsl — 15,4 %, moYek U MOUEBBIBOASLINX MYTCH —
30,7 % (puc.1). Usomuposannsic u cuctemunic — BIIP B 37,7 %, MHOKECTBCHHBIC HEKTACCU(DUITHPOBAHHBIC
komiuiekchl (MBIIP) BeisiBricHsr B 62,3 %.

OcoOblii HHTEpEC BHI3BIBANA AWATHOCTHKA MOPOKOB PA3BHTHS ABIXATCIBHOU CHCTEMBI Y OOJBHBIX,
COCTOSIHUE KOTOPOH OMpPEACTSICT MPOTHO3 MPH MYKOBHCLMIO03¢. M30mupoBaHHAs aHOMATHS CTPOCHUS
OpOHXOB M JICTKHUX BCTpedasach peaxo. umommaszust merkoro BeisiBiacHa B 1 ciayyae (4,6 %), npu 3ToM
HU30JIMPOBAHHBIE MOPOKH CEPACYHO-COCYAUCTON W MNHUILEBAPUTEIBHOM CHCTEM, LEHTPAIbHOW HEPBHOU
CHCTEMBI BBISBISUIACH B CpeAHEM B 3, 4 pasza uvame. bonpmas nond HapymeHWH pasBHUTHS ABIXaTCIBHOH
CHUCTEMBI YCTAHOBICHA IO TUIY TKAHCBOH JUCILIA3MH, JUCTCICKTA30B, MHOJKECTBCHHBIX OPOHXHATBHBIX
KHCT B COCTaBe Heknaccubuiuposanabix komriekcos (MBIIP) — 34,4 %. Otmeuanuch odard runoriazuu
OpOHXHON, KHUCTO3HOE PAaCIIHPCHHE MEIKUX OPOHXOB, COCYIUCTO-(pHOpO3HAs AMCIUIA3HS, THATHHOBHIC
MEMOPAHBI.

YacTeiM TOPOKOM  pa3BUTHS fABIAIACh BPOXKICHHAS IMATONOTHS TMOYEK — MHKPOKHCTO3,
omuronepoHus, aucmasus onpeaecicHsl y 30,7 % OoIbHBIX.

B neyeHHM BBUBIAIM THIOIDIA3MIO M OPOTU(EPALHI0 BHYTPUIICUCHOUHBIX JKCTIHBIX XOIOB, B
MO KETYAOUHON JKEeNNe3e — THIOTCHE3HI0, B HAMMOYCYHUKAX — THIIOMIA3HIO KOPKOBOTO M MO3TOBOTO CIIOCB,
JUCILIA3HI0 MO3TOBOTO CJOS, aACHOMAaTo3. B romoBHOM Mo3re HaXOIHUIH HAPYIICHHE LUTOAPXUTCKTOHHKH
KOpBl OOTBINUX MONMYMIAPHH, B cepAue — odvaroBeld ¢(ubposnactos. Ilpm mnaromoroaHaToMuYecKOM
HCCJICAOBAHHUN YCTAHOBICH paHHUH AeO0T GopMHPOBaHHS OPOHXOIKTA30B, V ACTCH NMEPBBIX MECTH MECALICB
JKU3HH BBISBISLTH  OpoHXoskTasel U 3Meusemy. CocTosHEe OONBHEIX OCIOXKHSIOChE MHOKAPAUTOM,
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NepuKapanToM, AUCTpomeli M1OKapaa, S3BaMU XXenyaKa W KULIEYHUKA, NAEeBPUTOM, KOTOpble He Oblnn
[MarHoCTMPOBaHbI NP XXU3HWU NaLKUeHTOB.

Mo HawwyMm matepuasam aHOMauuv M MOPOKU pas3BUTUSA HalifeHbl B 45 % cny4yaeB ymepLumx OT
MYKOBMCLMA03a 60/bHBIX.

Takum 06pa3oM, TsSKenoe HacneACTBeHHOe 3abo/ieBaHWe € HeoOpaTUMbIM - MOpPaKeHUEM
pecnmpaTopHoOi CUCTEeMbI, NAHKPeaTUYECKOW 1 NeYeHOUHOM HeJOCTaTOUHOCTLIO, Ha hoHe BIP, nocnyxmno
NPUYNHOW haTaslbHOr 0 NCX0Aa.

1 BMP LHC
m BMNP CCC
J BMNP nouek
[ BINP nerkmx
m BIMP XKKT

Puc.1. CtpykTypa BIP y 60/1bHbIX MyKOBUCLWA030M

Bo3byauTenn repnecBMPYCHbIX — UHMEKUWA, MUKONIa3mo3, X1aMuamosa  AuarHOCTUPOBaHbI
NPWXU3HEHHO B (DOPMeE NATEHTHO NPOTEKAIOLLMX NEPCUCTMPYIOLLMX npoLeccoB Yy 32 60/bHbIX (56,1 %), 13
HUX MOHOMH(eKLMN 06Hapy>KeHbl - B 83,9 %, npy 3TOM y 6GONbLUMHCTBA NAaLWEHTOB AMarHOCTUPOBaHa
CMV (28,1 %). Ho npun Mophonormyeckom mccnefoBaHnn, noctmoptansHo, CMV BbisiBneHa y 40,6 %, T0
ecTb [lOKa3aHa KIMHWYecKas runoguMarHoctTuka 3abonesaHusi. CMellaHHble WHMEKUMN MPKU3HEHHO
[MarHoCTpOBaHbl TOMbKO Y 16,1 % G0/bHbIX.

Bo Bcex cnyuyasx BIP ycTaHoBfeH BapuvaHT WHMUUMPOBaHNSA, 4YacToTa MOCTMOPTa/IbHOM
[NarHoCTUKN MH(EKLNOHHBIX areHTOB MoKasaHa Ha puc. 2.

Bupycbl OnwTeliHa - bapp Haubosee 4acTO BbISBNAAM B COYETaHUM C  MOPGONOrUYECKUMU
NPOSIBNEHNAMW TKAHEBOW AMCNIa3nK, TakkKe OH NMOATBEPXKAEH NPU BPOXAEHHbIX MOPOKaxX pasBuUTUA cepaua
1 COCY/I0B, NOPOKaX MOYeK, XeNyA04HO-KULLEYHOr 0 TPakTa, AMUCMNasnsaxX NOYeYHON NapeHXUMbI.

LinTomeranoBupyc o6HapyxeH npu cnegytowmx BIP: rugpouedanns, prOpPOKUCTO3 OKOMOYLLHbIX
Xenes, MOJIMKUCTO3 WM afleHOMATO3 KOpbl HaAMno4yeyYeHUKOB, MHOXECTBEHHble AUCMNACTUYECKUE MOPOKW,
MOMIMKNCTO3 NOYEK, MMomnIasns ferkmx, aTpesmns XenyHblX NPOTOKOB.
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Puc. 2. YacToTa BbisiBNeHUs Bo3byanTenein B, xnamMngninHon n MMKoN1a3MeHHON MOHOUH(EKLMIA Npn
nccnefoBaHUM ayTONCUMHONO MaTepuana y 60/bHbIX MB ¢ BPOXeHHbIMY MOPOKaMU PasBUTHS.

JocToBepHO 60/1bLLE BbISB/IEHO repnecBnpycHbIX NHGeKLmMiA npy MB ¢ MHOXecTBeHHbIMK BIP (88,3
%).

TMCTONMOrMYeCKM YCTaHOB/EHbl fBMEHWS, XapaKTepHble A/19 MepuHaTalbHbIX  UHEKLNOHHBLIX
MPOLLECCOB: 3a/epXXKa CO3pPeBaHNsA NapeHXUMbI IErkoro, M36bITOYHOE paspacTaHme (hMOPO3HON TKaHMW.

3aknoyveHne. YactoTa BPOXKAEHHbIX MOPOKOB PasBUTUA NMPU MyKOBMUCLMA03e cocTasnfeT 45,5 %.
O6Hapy)XeHne BO36yauTeNeid repnecBMpPyCHbIX WHMeKUniA (88,3 %) B MOHOKYNbType (83,9 %) npwu
BPOXAEHHbIX AeeKTax C TKaHeBbIMWM AWCMNA3UAMU MOKa3a/io 3HAUYUTESIbHYIO POJib MHPEKLMOHHOIO
npouecca B My/bTU(aKTOPUasIbHONM NPUPOo/e TepaToreHesa npu MyKoBucLMa03e. Bo3byanTtenn naTeHTHbIX
NEPCUCTUPYIOLLMX MHPEKLMIA NPU MYKOBUCLMA03€ BbISIB/IEHbI MO AaHHbIM ayToncumn B 56,1 % cnydaes.
Yallle BCEro BbIBNAAM BUMPYC LUTOMEraiuvM U 3nwteiHa - bapp, Npu aTOM KAMHUYECKas MPUKMU3HEHHas
[IMarHOCTMKa CMeLLIaHHbIX reprnecBUPYCHbIX UHMEKLMIA cocTaBuna Tonbko 16,1 %. Hapsgy ¢ TMAMYHbIMK
CUCTEMHbIMW BPOXAEHHBLIMW NOPOKaMKN Pa3BUTUA Yy AeTel, 60/bHbIX MyKOBUCLMAO30M, 3aperncTprpoBaHo
3HaUUTENbHOE KOMMYECTBO MHOXECTBEHHbIX HeKnaccuguumposaHHbiX komnniekcos (MBIIP) (45,5 %).

Hannune repneTuyecknx MHGEKUMA y 60NbHbIX MYKOBUCLMAO30M MOXHO OLEHWUTb, KaK OAWH U3
3HAYMMBbIX 3TMONIOMMYECKNX (DAKTOPOB, (DOPMUPYHIOLLUX MHOXECTBEHHbIE MOPOKM PasBUTUA U CYLLECTBEHHO
yXyALlatoLWwmiAi NPorHo3 3abosieBaHns. Y CTpaHeHe NOTeHUNaIbHbIX MHPEKLNOHHbIX TepaToreHoB LO/HKHO
ObITb BK/IKOYEHO B CUCTEMY MPOUIAKTUKM NPU KIUHUYECKOM MOHUTOPWHIE CeMel, UMetoLmMX fdeTel ¢
MYKOBUCLNA030M.
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