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HABJIIOAEHUE TAXENOW KOMBUHUPOBAHHOW UMMYHHOIN HEQOCTATOYHOCTU Y AETEN

Onvea Hukonaeena Mearnosa, Haoexoa Andpeesra Iynsesa
(CeBepo-Bocrounsiit ®enepanpublit yausepcuteT nmern M.K. AMMocoBa, pektop — A.ILH., mpod. E.JI. Muxaiinosa,
Kadenpa mefuaTpUN 1 SETCKOI XUPYPIuM, 3aB. — J.M.H., fou. O.H. VIBaHoBa, kadenpa MHPEKIMOHHBIX O0Te3Hel
¢ KypcoM GTusuaTpui, 3aB. — A.M.H., 1pod. 3.E. JInnesa)

Pestome. B cTaTbe ommcaHbl 1Ba KIMHIYECKMX HAOMIOIEHIIA TSAOKEION KOMOMHIPOBAaHHOI IMMYHHOJ HETOCTATOYHOCTH
y BeTell B OfHOIL ceMbe. [laHHOe 3a60/IeBaHNe ABJIAETCA PEHKOII IIATONOIMEN!, KOTOPYIO TPYAHO AMarHOCTUPOBATh B IIePBbIE
MecsLBl KusHM pebenka. YacTble nH(pEKIMM — caMoe pacHpOCTpaHeHHOe IPOsAB/IEHNE TOTaIbHOI KOMOMHMPOBAHHOM
MMMYHHOJ He[JOCTaTOYHOCTH y AeTell IIepBOro rofia XXU3HNU. B yCI0BMAX pOfOMa AMArHO3 TOTA/IbHOI KOMOMHMPOBAHHOM
MMMYHHOI HeJOCTaTOYHOCTU He ObUI IOCTaB/IeH U [ieTsAM OblIa BBefeHa BakimHa BIDK. Y oboux meteit B ganbHelileM
pasBwIcs Tybepkynés. B cTaTbe ykasbIBalOTCA aOCOMIOTHBIE IPOTUBOIOKAa3a N /I poBefieHus Bakuuusl BIDK B pop-
JloMe y HOBOPO>KJIEHHOT 0.

KiroueBble cmoBa: TOTaIbHas KOMOVHIPOBaHHA MIMMYHHasA HETOCTATOYHOCTD, UMMYHOAe(UILINT, BaKI[VHA, TYOepKY-
7e3, UHPeKIM, TMMQOLNUTHL, UMMYHUTET, AeTU, MMMYHOIIATOJIOT N, JUATHO3.

THE CASES OF THE SEVERE COMBINED IMMUNE INSUFFICIENCY IN CHILDREN

O. N. Ivanova, N. A. Guljaeva
(North-Vest Federal University name after M.K.Ammosov)

Summary. In paper devoted to two clinical cases of severe sufficiency of the combined immune insufficiency in children
of one family. The given disease is a rare pathology which is difficult for diagnosing in the first months of a life of the child.
Frequent infections — the most widespread display of the total combined immune insufficiency in children of the first year
of life. In the conditions of maternity home the (ﬁagnosis of the total combined immune insufficiency has not been put,
the children received vaccine BCG. In both children the tuberculosis further has developed. In the paper absolute contra-

indications for carrying out of vaccine BCG in maternity home in the newborns are indicated.
Key words: the total combined immune insufficiency, an immunodeficiency, a vaccine, a tuberculosis, infections,
lymphocyte, immunity, children, immunopathology, the diagnosis.

Tsokenass KOMOMHVMPOBaHHass MMMYHHas HeOCTAaTOY-
Hocth (TKMH) — 910 pemkmit Buj HEepBUYHOTO MMMY-
HoflepMLIMTA, COYETAIOWMII OTCyTCTBUe (yHKUmii T- u
B-mumdounron. Tskenas KoMOMHMpOBaHHAas MMMYHHas
HEJOCTaTOYHOCTb MOXKET OBbITh BBI3BaHA MHOTVMMU pa3-
JIMYHBIMY TeHeTUYeCKMMI HapyIIeHUAMI. DTU HapylIeHUs
IIPUBOJAT K UPE3BBIYATHOI YYBCTBUTENIBHOCTH K TSAXKEIbIM
MHpEKUMAM. ITO COCTOSIHYE CYMTAETCS CaMbIM TSKETbIM
U3 BCeX NepBUYHbIX uMMyHonepuunrtoB. TKIH sBnsercs
PENKMM CMepTe/IbHbIM CHHIPOMOM, OOYC/IOB/IEHHBIM pas-
JMYHBIMU TeHeTHYeCKMMM (aKTopamMy, M COYETAIOUINM
orcyrcrBue ¢ynkumit T- u B-mumdornuros (a Bo MHOTMX
CIy4asix, TakKe OTCYTCTBME (QYHKIMM €CTeCTBEHHBIX KMII-
nepos wmt NK-mumdounros) [1,2,3,4]. O HapyueHus
IIPUBOJAT K UPE3BBIYAHOI YYBCTBUTENIBHOCTH K TSAXKEIbIM
nHpekumam. YacTole MHpeEKIMM — camMoe paciupocTpa-
HeHHoe npossienre TKVH y nereit mepsoro roga XusHu.
Nudexuun y gereit ¢ TKMH MoryT nmpoTexarb ropasgo -
XKeJlee 1 JaxKe yIPOXKaTh )KM3HM NAIVIEHTa; K HUM OTHOCST-
Cs1 TIHEBMOHUSA, MEHUHIUT U MHekunu Kposu. Illupokoe
[IpUMeHeHNe aHTUOMOTIKOB /15 TeYeH s a)ke MUHUMAIb-
HBIX MH(eKIMiT U3MeHnIo0 Xapakrep nposisnennit TKIH,
B CBSI3M C 4eM Bpad, HaO/MIOfaoNnit pebeHKa epBoro roga
XKV3HM, JOJDKEH 00JIafiaTh JJOCTATOYHON HACTOPOXKEHHO-
CTBIO, YTOOBI PACIIO3HATD 9TO COCTOsIHME. Y JeTeil IIeEPBOro
roga xusun ¢ TKVMH nHdexuns BosHUKaeT Py KOHTAKTe
C MUKPOOpPTraHM3MaMy, ¥ BaKI[IHaMJ, KOTOpble OOBIYHO He
BpensaT metam) [1,2,3,4].

ITockobKY BaKI[MHbI, KOTOPbIE ETSM BBOAAT /IS IIPO-

¢dunakTvky TybepKyne3a NPUIOTOBIEHBI U3 XXMBBIX MMU-
kobakTepuii TybepKynesa, 6onpHble ¢ TKVH moryT 6bITh
VMHQUIMPOBAHDbl UMY IpU MMMyHu3anuu. Ecnn ussBecTHoO,
YTO KTO-TO B CeMbe paHee CTpajjajl WM B HaCTOsIee BpeMs
crpagaer TKVH, HOBBIX feTelt 9TOI ceMbl HeNb35 IIOfIBEP-
raTh BaKIMHAIMM JIO TeX 0P, IIOKa y HMX He OyIeT UCKIIIo-
yena TKVH) [1,2,3,4].

ITenp paGoOTBI: IpENCTaBUTD CIy4ail penKoi 0ome3Hu
HepBUYHOrO UMMYyHOAedunnTa B IKyTHn.

ITpuBOAMM Cy4ail YCTAaHOBJIEHHOTO JMarHo3a TOTa/lb-
HOJl KOMOMHUPOBAHHON MMMYHHOI HEJOCTaTOYHOCTU Y
pebeHka B paHHeM Bo3pacre. VI3yueHbl amOynaTOpHbIe
KapThl, KapThl HOBOPOXXJJEHHBIX 1 MCTOpUM OOJIe3HU JeT-
cKkoit Tybepkyne3Hoit OGonpHuubl r.ixyrcka.B cempe K.
13.04.2005 1. popmaach IeBOYKA, B POfoOMe Oblla chenaHa
npususka BIDK, y pebenka pa3Bmics reMaToreHHO-JyC-
CEeMMHUPOBAHHBINI TyOepKy/ne3 ¢ HOpaKeHMeM JIeTKUX,
JIEBOV KJTIOUMIIBI, HAJIIIOYEYHVKOB, PETMOHAPHBIX JIUM-
¢oysnos. 17.05.2005 r. ymepna B IlepuHaTaqbHOM LieHTpe
Pecniy6nmxanckort 6onpaniie Nel HaryoHanbHOro IjeHTpa
Menyuunsl. Ilo fanHoMy daxry paborana Komuccus M3
PC (1), koTOpoit OBIIO YCTAaHOBJIEHO, YTO IIPUYMNHON Pa3Bu-
TS TyOepKynésa y pebenka nocnyxmia BakunHanusa BIDK
Ha OHe NIepBUYHOTO IMMYHOZIepUIUTA.

Bropoit pebeHok cembu (MampuMK) pOFMICST B
ITepuHaranpHOM IieHTpe Pecny6nmMKaHCKO! OOTbHUIIBI
NelHanyonanbHoro neHtpa MepuuuHbl. 05.09.2006 r. B
VICTOPUM POJOB MMeeTCsl OTMETKA O TOM, YTO IIepBBII pe-
6exok ymep or BIDK-uta m mama pacmucanach B OTKa-
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3e ot BIDK B pogpgome. Manpuuk BBIINCAH U3 POAJOMa B
YAOB/IETBOPUTETLHOM COCTOSHMM. IIpMBUBKA BaKIIMHON
BIK-M BpmmonHena 16.10.2006r. B HacTosmee Bpems pe-
6eHOK yacTo 6omeer OPBI, 06CTPYKTUBHBIM OPOHXUTOM,
TaHHBIX O CHIDKEHUM TOKa3aTesell MIMMYHHOTO CTaTyca He
BBIABJIEHO. [laHHBIX 32 creluaecknit Mporecc HeT.
Tperuit pebeHok B cembe (Mmampumk), 13.08.2009 r.
pommncs B IlepmHaranpHOM ILieHTpe Pecry6nmkaHckoit

6onmpHMBINe]  HanuoHambHOrO  LIEHTPa  MENUIIVHBL.
BepemeHHOCTD mpoTeKana 6e3 0COOEHHOCTEN, POAVIICS B
CPOK.

17 .08.2009 roma ¢ cormacusi Matepy pebeHOK MPUBUT
BakuyHoI BIIDK-M u BbImcaH I0MOJT B YIOBIETBOPUTENb-
HOM COCTOSIHMM Ha YYacTOK IIOJIMK/IMHMKM T.SJKyTcKa, rjie
Be/ICA TAaTPOHAX 3a HOBOPOXKAEeHHBIM. C 20 OHei >KM3HU
y pebeHKa MOSBWICA HAacCMOpPK, OTMEYa/loCh IIOBBIIIEHVE
TeMIIepaTyphl Tena, BeICTaBleH AnarHos: OPBI, HasHauen
uHTepdepon. Ha 4-i1 neHb 60ne3HM IOSABWINCDH Kalllesb,
THOITHOe OTHessieMoe 13 r71a3. Pe6eHOK Obl1 HampaBiieH B
[eTCKyI0 MHQEKIMOHHYI0 60/IbHMILY ¢ fuarHo3oM: OcTpblit
OpOHXMNT, THOJHBII KOHBIOHKTUBUT. B aHanMM3ax KpoBU OT-
Mevanoch nosbileHHoe COOD mpy HOPMAanbHOM YpOBHe
neyikoruToB. B oktsa6pe 2009 I. MOBTOPHO MOCTYHAOT B
[eTCKyI0 MHQEKIMOHHYI0 60/IbHMILY ¢ fuarHo3oM: OcTpblit
OpPOHXUT CpelHell CTEIeHN TSKECTU, OCTPbIil ABYCTOPOH-
HUJI KOHBIOHKTYBUT. B 0011ieM aHanmM3e KpoBM OTMeYanach
neitkonenns npy nosbimerny CO3 mo 39 Mm/4. 20.10.2009
I. BBIIIMCaH B yHOBJIETBOPUTEIBHOM COCTOSIHUM. Pe6GeHOK
IepeBefieH B IIY/IbMOHOJIOTMYECKOoe OTHeNeHNe. BoicTaBnen
muarHos: PerpupyBupytomuii 6pouxut. PebeHKy HasHaueHa
aHTMOaKTepManbHas, IPOTMBOBMPYCHAsA Tepamus, OpOH-
XOJIUTUKY, TOPMOHA/IbHASA IIPOTMBOBOCIAINTE/IbHAS Tepa-
V51, CUMIITOMATIYeCKoe JIeYeHe.

HecMoTpsi Ha NPOBOIMMYIO TepalMiO COCTOSHUE pe-
OeHKa 6e3 SBHOTrO ylIyd4lleHNs, PeOeHOK IMXOPaiuT, OT-
MedvaeTcsl HapacTaHye BOCIaINTENbHON KapTUHBI B 001eM
aHanm3e KPOBM.

Ha ocHoBanum »xano6, anaMmHesa 3a601eBaHNA, JaHHBIX
PpesyIbTaToB McCenoBaHus B Hos6pe 2009 T. BBICTaB/IeH
fuarHo3: BHeOoNbHMYHAS JIEBOCTOPOHHS ITHEBMOHUS, 3a-
TSDKHOE TedeHIe, TSKeION CTeIleH), OC/IOKHEHHBI OpOH-
X006CTPYKTUBHBIM CHHIPOMOM, JI€BOCTOPOHHUM IUIEBPH-
tom, [IH II cTterern.

ITo pesynbraTaM KOHTPOJIBHONM KOMIIBIOTEPHONM TOMO-
rpaduyu orMedeHa OTpMULIATe/IbHASA AMHAMMKA B BUJE IIO-
SIBJIEHUS TIOJIOCTU pachaja B S8 IpaBoro JIETKOro € yTON-
IIeHHbIMU CTEHKaM) M HeOOJbIIMM TOPU3OHTAIbHBIM
YPOBHEM >XUJKOCTU. B S5 /1eBOro /ierkoro oTMe4eHo Ha-
pacraHue cyOIIeBpabHO PaCIIOIOKEHHOIO 06pa3oBaHus,
KOTOpOe BBIOyXaeT d4epe3 MexXpeOepHOe IIPOCTPAHCTBO.
JleyamyM BpadoM 3aIlOfi03peH MepBUYHbI UMMYHOAeDM-
LIUT, TAaKXKe YKa3aHO YTO NepBbIil peOEHOK CeMblU yMep OT
BII)KuTa, He CK/TI09aeTCs 3/I0Ka4eCTBEHHOe HOBOOOpas3o-
BaHMe U Tybepky/esHblil mpouecc. K nedennio fobasnen
BHYTPVBEHHBIJI VIMMYHOIJIOOY/IMH, PEKOMEHJOBaHa KOH-
cynbranys GTU3MaTpa U OHKOJIOTA.

[lanee pe6eHOK KOHCYIbTUPOBaH GTU3MATPOM U OHKO-
JIOTOM, IaHO 3aK/II0YeHNe: JaHHbIe 32 CrlelUIecKuii Ipo-
LlecC COMHUTEIbHBI. PeKoMeH/I0BaHO [000OC/IenoBaHue, B
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T.4. LMTOTMCTOMOP(OIOrNYecKoe MCCIef0BaHye TeTrOYHOI
TKaHu. Ilocie HpoBefeHMsI KOMIIBIOTEPHON ToMorpadumn
OpraHoOB OPIOIIHO IOJIOCTY B MaJIOM Ta3y B IIPOEKIINN Jie-
BOJ1 TOOKOBOJ KOCTY OIIpefie/isieTCs HeIPaBIbHOM pOpMBI
obpasoBaHue 6e3 YETKUX KOHTYPOB, TEJIO V1 HVDKHSS 9acTh
TT0OKOBOJ KOCTM He OIIPeNeTIsI0TCA.

HanHbple MMMyHOrpammsl: IgA — 0,207, IgM — 1,17,
IgG — 6,97, UK — 93,8%, CD3 — 1%, CD4 — 2%, CD8 —
5%, CD16- 24%, CD19 — 3%, CD3/ HLA — 1% (pe3ko
CHIDKEHBI ITOKa3aTe/N TyMOPATbHOTO U KIETOYHOTO IMMY-
Hutera). Ha koHCMIMyMe OT peKOMeHJOBaHa TPaHCTOpa-
KajIbHas1 OMOTICYSI Ha 1 OOIBHOI IIEPEBOJUTCS B OT/ieIeHNE
o61eit xupypruy HanmoHanpHOTO 1ieHTpa MeIMIIVHbIL.

Pe6enky 02.12.2009 r. mpoBefieHa TOPAaKOCKOIMS Crie-
Ba, THEBMO/IN3, BCKPbITHE OY/UIbI, OMOIICUSA IUIEBPHI, Ape-
HUpPOBaHNe IIeBpanbHON monoctu. Ha ocHoBaHuM mpo-
BEIEHHBIX MCCIIENOBAaHMUII IIOCTABJIEH [JUArHoO3: OCTPBIN
TeMaTOTE€HHBII OCTEOMMENNT JIEBOV JIOHHOM KOCTH, CEIITH-
Ko-nmemuyeckast popma. JJByXCTOPOHHSASI HeCTPYKTVMBHAs
ITHEBMOHMSI, METIKOOYaroBasi popMa C MCXO[IOM B OYIbL.
B3ATBI KyCOUKM TIJIEBPBI Ha TMICTONOTHIO U IIUTOJIOTMIO, pe-
3y/bTAT IUTOTUCTONIOTNIECKOTO MCCIEIOBAHNS — PBIX/Iad
COENVMHNUTEIbHAS TKaHb C OOM/INEM IIOJTHOKPOBHBIX COCY-
JOB C KJIETKaMJ XPOHIYECKOTO BOCIaJIeHVsI 0e3 IIPJ3HAKOB
crienn(pMuecKoro BOCHaIeHN.

Ha omnepanuy MHTMMHO K JIeBOJ JIOHHOJ KOCTU MMe-
eTcsl IUIOTHOE OIyXOJIeBUJHOe 0OpasoBaHue pasMepamu
3,0x2,0x2,0 cM, OTAe/IeHa OT OKpYy>Kalollell TKaHu. bonbiras
ee JacTh yAajieHa, Ha pa3pe3e TKaHb OITYXOINU B BUME «PbI-
Obero Msca».

Ha ocHOBaHUU NIPOBEIEHHOTO MCCTENOBAHMA MOCTaB-
JIeH MarHo3: HOBOOOpa3oBaHMe MOMIOCTY Tas3a C JIeCTPYK-
LMell BepXHell BeTBM 7IeBOI IOHHOI KocTu. B3AT MaTepuan
Ha TYICTO/IOTMIO Y IINTONIOTMIO, pe3y/bTaT — cpenn puopos-
HO->)KMPOBOJ ¥ MBILIEYHON TKAHU OIPENENAITCA OdYaru
Ka3€03HOT'0 HeKpo3a C MMM OIIUTETNONTHON MHPHUIBTPa-
Lyei u r’uranTckumu knetkamu IIumporosa-J/lanrxanca. He
nckmovaetcsa BIDKut. ITocmeonepaioHHEIN ITeprof, Ipo-
TeKaJl ITTaJKo.

11.12.2009r. cosBaH KOHCUINYM, pellleHNeM KOTOpPOTo
IIOCTaBJIeH [MarHo3: reHepamusoBaHHas BIDK-mH}pexumsa
Ha ¢oHe IEepBUYHOTO MMMYyHORepuuura. PekoMeHIOBaH
IIepeBof] B IETCKYIO IPOTUBOTYOEPKYIE3HYIO OOTIbHULLY.

B pesynbraTe 3a04HOI KOHCYABTAIMM B OTHETCHUN
kHudeckoit uMMmyHonornn PIKB (r.MockBa) 6bUT BbI-
CTaBJIeH JMarHo3: Tspkemas KOMOMHMpPOBaHHAash MMMYH-
Hasd HeOCTaTOYHOCTb, ayTOCOMHO-PEIeCCMBHBIN THIL
lenepanusoBanHas BIDK-mHbexkuns ¢ mopaxeHuem Jér-
KIX, TOOKOBOJI KOCTM ClIeBa, MATKUX TKaHeil. PebeHok Ha-
IIpaBJieH Ha JieueHre B I. MOCKBa B OTfeNleHNie UMMYHOJIO-
ruu PIIKDB, rre 1 ymMep oT BHeOOIBHIYHOI ITHEBMOHMIL.

Taxum o6pasom, IIpy HalIM4Mu B ceMbe JeTeil, 60Ib-
Hbix TKVH, HOBOpOXIeHHBIX [eTeil B 3TO CeMbl HeNb3A
IIOfIBEpraTh BaKL[MHALMY [0 TeX IOp, IIOKa Y HUX He Oyfer
nckmodena TKVH; B popfoMax 1 HONMMKIMHUKAX HEOOX0-
AVMO Cepbe3HO IOAXOANTh K OPraHM3alNM BaKIMHOIIPO-
(bWIaKTMKY HOBOPOXKAEHHBIX, B COOTBETCTBUM C IIPUKA30M
Ne109 ot 21.03.2003r. «O coBepIIeHCTBOBAaHUY IPOTUBOTY-
6epKy/e3HbIX MeponpusATIii B PO».
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