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lNepBn4HbIE UMMYHOAEPULMTHBLIE COCTOSIHMS NPEACTaBSIOT CO60M reHeTUYECKN 00YC/I0BEHHbIE AE(PEKTbI UMMYHHOM CUCTE-
Mbl, MPU KOTOPbIX Pa3BMBAIOTCS FrEHEPAIM30BaHHbI€ MHOEKLMM, B TOM YUC/IE BbI3BaHHbIE MUKOGAKTEPHSIMU TY6EPKY1E€3HOIro
KomriieKca. lNopaxkeHne ckeneta y Takux 60/bHbIX NPOTEKaeT pasIMyHO B 3aBMCMMOCTM OT BapuaHTa MMMYyHOAEPULUMTA.
B cratbe npeactaBsieHbl pe3ybTaTbl KITIMHUYECKOro Hablo4eHnsl, KOHCEePBATUBHOIO U XMPYPruyecKoro 1evyeHns 12 geten
C MMUKOGaKTepnasbHbIMU MOPaXKEHUSIMU CKeleTa Ha QOHe pa3/IMyHbIX BaPUaHTOB NePBUYHbIX UMMYHOAEPULMTOB — TSIKE-
J10M1 KOMOGWHNPOBAHHOM MMMYHHOM HEAOCTaTOYHOCTH, XPOHMYECKOH rpaHy1eMaTo3HON 60/1e3HU U HEAOCTAaTOYHOCTM MHTEP-
depoHa y 1 uHTepernKkuHa 12.

KnioyeBble cnoBa: feT, NEPBUYHbIN UMMYHOAEQPULUT, MUKOBaKTepUaibHasi MHPEKLUS, KOCTHbIE MOPaXKeHUs, XMpypru-
4ecKoe ie4YeHHme.

MepBuYHble UMMYyHOAEDUUNUTBI NpeacTaBnfOT 0cobyto (Mycobacterium tuberculosis humanus), Tak U MEHee BUPY-

rpynny 3aboneBaHWin, O6GYCMOBNEHHbIX FEHETUYECKUMU
nedexktamm UMMYHHOW CUCTEMbIl. BOMbLIMHCTBO KAMHMYe-
CKMX MPOSIBJEHWUI MEPBMYHOrO MMMyHoaeduLMTa conps-
¥EHO C YacTbIMW MHOEKLMSAMU OPOHXONENOYHOM CUCTEMDI
n JIOP-opraHoB, KOXW W CAU3UCTbIX, MOPAXKEHUAMU LIEH-
TpanbHOW HEPBHOW CUCTEMbI (3HLLEeDaNOMUENUT, MEHUH-
TUT), @ TaKXe TAXeNnbiMW MOpaXeHUsMU CKeneTa, npoTe-
KaloLWMMK B BUAE OCTEOMUENNTA, apTpuTa, CNOHANAKUTA, YTO
COOTBETCTBYET KapTuHe cencuca [1]. MpuynHOM cencuca
MOrYT 6bITb U MUKOOGAKTEPUM TYOEPKYIE3HOIO KOMMJIEKCA,
OTHOCSILLMECH KaK K MaTOreHHOMY YefloBEeYEeCKOMY LTaMMy

NIEHTHOMY — 6bl4beMy (M. bovis), B TOM Yucne BaKLUMHab-
HoMmy (M. bovis BCG). Cuntaetcs, 4To AUCCEMUHUPOBAHHas
MHPEKLMS, BO3HUKLIAA BCNeACTBME BaKuMHauun BLIMK,
C BbICOKOW [A0SIeM BEPOSATHOCTM npeanonaraeT Haauyve
y 60/1bHOr0 MMMYHOIOTMYeCcKoro agedekTa [2—-4].

MaumneHTbl ¢ GONLWMHCTBOM «KlacCuyeckux» GopM nep-
BMYHOIO MUMMYyHoZedULMTa OAMHAKOBO NPeapacnosoXeHsbl
KaK K MMKOGaKTepuanbHbIM, TaK 1 6OSbLLUMHCTBY BUPYCHBIX,
6aKTepuanbHbIX U TPUOKOBbLIX MHEKUMI. Hanbonee yacto
MWKOBGAKTEPMO3bl BCTPEYAIOTCH MPU TAXKENON KOMOUHUPO-
BaHHOM MMMYyHHOM HepocTatoyHocTn (TKUH, SCID) u xpo-
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Destructive lesions of bones as a result of mycobacterial
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Initial immunodeficiencies are genetically conditioned defects of immune system; they are the basis for generalized infections includin
g those induced by mycobacteria of tuberculosis complex. The lesions of skeleton in those patients are of different types depending on
the kind of immunodeficiency. The article presents the results of clinical observation, conservative and surgical treatment of 12 children
with mycobacterial lesions of skeleton on the ground different initial immunodeficiencies — severe combined immune deficiency,
chronic granulematosis and insufficiency of interferon y and interleukin 12.
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HUYECKON rpaHynemato3Hon 6onesuu (X[, CGD), Takke
NOBbILUEH PUCK 3abofieBaHNa Npu X-cuenneHHoM runep-lgM
(HIGM1) n HninmereH (NBS) cuHapomax [5].

TKWH xapaKTepu3yeTcs OTCYTCTBUMEM U/IN CHUXKEHUEM Ynucna
n/mnn GyHKUMM T AMMAOOUMTOB M BblpaXKEHHbIMW Hapy-
LWWEHUAMM APYrUX KOMMOHEHTOB aAanTMBHOrO MMMYHMUTETA,
npoaBAAIOWMMUCA NTUMPOLUTONEHNEN, TMUNOrammarnoby-
SIMHEMUEN U CHUXKeHMeM nponudepaTMBHON aKTUBHOCTH
nmmoountoB. BmecTte ¢ TeM 6/M3KOE K HOPME YUCO JIUM-
dOLNTOB MOXKET HabnoaaTbCa NpY UX TpaHcnaaueHTapHoOM
nepeaaye ot Matepu. OnucaHbl cnyyan reHepanM3oBaHHOM
BLUX nHbeKummn, aBMBLIENCS OAHOW M3 MPUYUH NEeTaNbHbIX
MCXOA0B nocne BakuuHauuu 6onbHbiX TKUH [6-8].

Y neten ¢ XI'b HapylwaeTcs 6akTepuumnaHas akTUBHOCTb daro-
uMTOB BCneacTBue HapyleHus cuHte3a NADPH-okcuaasbl.
B 80% cny4aeB 3ab6osieBaHMe HOCUT X-CLEMNSIEHHbIN XapaK-
Tep (60/€0T TONbKO ManbyuKkK), a B 20% — ayTOCOMHO-
peueccuBHbIM (60neloT M ManbyiuKku, U OeBo4vku). OgHO
M3 Hanbonee paHHUX U XapaKTepHbIX NposBaeHun XMb —
BblpaXK€HHasa MecTHas peakuuss u numdbageHuT B OTBET
Ha NpPOTMBOTYBEpPKYNES3HYIO BaKuMHauumto [9, 10].

Ocob6bIvt BapyaHT NepBUYHOrO MMMyHOAebULNTa — BPOXK-
[IEHHblE HapylWeHUs cneundruyeckoro npoTUBOTYGEPKY-
IE3HON0 MMMYHUTETA, O0OYCNOB/IEHHbIE TEHETUYECKUMU
nedbeKkrtamun cuHtesa nHtepdepoHa (MPH) v, MHTepnenKkuHa
(M) 12 wn akcnpeccun ux peuentopoB (IFNyR, IL12R),
TaK HasblBaeMas «MeHAeneBcKas npeapacnofioXeHHOCTb»
K MUKOGaKTEpMO3aM WAW NepBUYHbIK MMMYyHOAEeDULUT
C HegocTaToyHocTbio MPH v n UJT 12. B aHaMHe3e y Takux
O60MbHbIX OTCYTCTBYIOT TUMUYHbIE A9 APYrnX GOpPM NepBuY-
HOro MMMyHOAEeDMLNTA OCTPbIE U XPOHUYECKME MHPEKLNM,
Bbl3BaHHbIE APYrMMW NATOr€HHbIMKU areHTamu.

Cyntaetcs, 4YTO KIMHUYECKME MPOSBIEHUS MUKOGaKTEpPUO-
30B Y 60/1bHbIX NEPBUYHBIM UMMYHOAEPULMTOM KOPPENUPY-
0T C TMMOM TPaHyNeMaTO3HOro nopaxeHus. BonblKUHCTBO
nauMeHToB, y KOTOpbIX GOpMUPYETCH MIOX0 AnddepeHLm-
poBaHHas, MynbTMGauuNNapHasa rpaHynema 6e3 anutenuo-
MOHbIX WM TUFAHTCKMX KNEeTOK (rpaHynema nenpomaros-
HOro Tuna), NornbaloT OT TAXKENOro Te4YeHUs WMHOEeKUMH,
B TO BPeMS KaK 60/ibHble C XOPOLLO ANdDEPEHLMPOBAHHOM
rpaHyneMom ¢ aNUTENMONIHBIMU UM TUTAHTCKUMU KIIETKaMu
(rpaHynema Ty6epKy10MaHoro Tuna) umetoT 6onee 6aaronpum-
ATHLIX NPOrHo3 [11].

JleyeHne KOCTHbIX MOpaxeHWn y 60/bHbIX reHepann3oBaH-
HbIMW MWKOBGaKTepMo3amMu, pPas3BMBLLMMUCHA Ha GOHe nep-
BMYHOIO MMMyHoaeduLMTa, npeactaBiseTr cobow KpawHe
CMOXHYIO MYNbTUAMCLUNIMHAPHYIO Npo6/eMy, pelleHne

KOTOPOW HEBO3MOXHO 6€e3 MNpUBIEYEeHUs CheLnannucToB
pasHoro npoduns. B ote4ecTBEHHON MEAULMHCKON NuTepa-
Type 3TOT BOMPOC OTPakeH B €AMHUYHbIX, MOArOTOBNEHHbIX
Hamu paHee ny6aukaumax [12, 13].

Llenb HacToswero uccnegoBaHnss — M3y4eHUe OCOBEHHO-
CTEN TeYEeHUS KOCTHbIX MUKOOaKTEpUaNibHbIX MOpameHuwn
y 60JIbHbIX C padHbIMK dopMamMu NEPBUYHONO UMMYHoLebU-
LuMTa, NPUHLMMNOB MX TepaneBTUYECKOro U BO3MOXHOCTEWM
XUPYPru4ECKOro MeTOLOB NeYeHus.

lpoBefeHo HabnogeHve 12 peter ¢ NepBUYHbIM UMMYHO-
nednumnToM, TeyeHue 3abosieBaHMA Yy KOTOPbLIX OCIOXHM-
NI0Cb OBLWMPHBIMA MUKOBAKTEPUASIbHBIMU  Pa3pyLLIEHUAMMU
KOCTEW, 4YTO TpeboBaNo MPUHATUA pPeLIEeHUS O NMPUMEHEHUU
XMPYPru4ecKoro fieYeHus, ero oobeme u COO6CTBEHHO MpPo-
BeAeHun. B ogHom cnydyae MMMyHOAedDUUMT Obll UAEHTU-
duumnpoBaH Kak TKMH, B 6 — Kak XI'b, y 5 — o6ycnosneH
HepocTtaTo4HocTblo UPH v/WUIT 12. Mpu gnarHoctrke TKUH
OCHOBHOE 3HayeHuWe UMENU [aHHble CEMEMHOro aHamHesa
(puc. 1A), 0COGEHHOCTU KIMHUYECKUX MPOSIBNEHWUIA 3aborne-
BaHWUS (OC/IOXHEHHOE TeYeHWe NOCTBaKUMHaNbHOro npoLec-
ca, paHHWe MNOJIMOPraHHbIE MOPaXKEHUSA KULLEYHUKA, NErkux,
naeBpbl, KOCTH), HU3KWE MNOKa3aTen UMMYHOINOBYIMHOB A,
M n G 1 KnetoyHoro uUmMmyHuTeta. B cnydasx XI[B nomu-
MO TUMUYHON KIMHUYECKOW CMMMTOMATUKKU (THOWHbIE NTUM-
dafeHnTbl, MecTHble ocnoxHeHus BLM-BakuuHaumu) auna-
rHO3 MOATBEPXaNU HU3KWE 3HAYeHWUs TECTOB CMOHTaHHOW
(010,500 11,1 mV/MuH [npn Hopme — oT 10 go 30 mV,/MuH])
1 nHayunpoBaHHon (ot 0,6 go 42,9 mV/MUH [Npy Hopme —
o1 100 po 300 mV/MuWH]) 3MMO3aHOM JIIOMUHOJ1-3aBMCUMON
XEMUTIOMUHECLIEHLUMK HerTpodunos*. MNpu HeLoCTaTO4HOCTH
NPH v u U1 12 gnarHo3 yctaHaBnnBaAu No COBOKYMHOCTH,
npexkae BCEro, KIMHWKO-aHaMHEeCTUYECKUX AaHHbIX, a TaK-
e 3HayeHun ypoBHS MPH vy B CbIBOPOTKE M 3IKCMpeccuwu
ero peuenTtopa CD119. KoHueHTtpauuio MPH vy onpeaenanu
B CynepHaTaHTax MOHOHYKNeapHbIX KIIETOK U KNETOK LiefIbHOM
KPOBW, CTaHAapTU3MpoBaHHOM no rematokputy (HCT = 30%).
Onpepenenune fonn CD3+ KNeToK, BHYTPUKIIETOYHO 3KCnpec-
cvpytowmx MH® v, npoBoanan nyteM UHAYKUMKU €ro CMHTE3a
¢ nomouybto popbon-12-mupuctat-13-auetata (SIGMA, CLLA)
M MOHOMMULMHA B NpucyTcTBUKM BpedenanHa A (SIGMA, CLUA)
B TedeHue 18 4 npu Temneparype 37°C B 5% CO,. Pe3ynsratsl
CpaBHUBANUCh C MHTEPBaNaMn HOPMaJbHbIX 3Ha4€HWUI OCHOB-
HbIX NOKa3aTenen cuctembl UPH -y, nonyyeHHbIX Npu o6cneso-
BaHWW KOHTPOJIbHOM rpynnbl 340POBbIX JO6POBOJIbLEB.
HopmanbHble MAK NoBblWEHHble 3HavYeHns MPH y B cbiBO-
poTKe 60/bHbIX C OGaKTEPUONOrMYECKM W TUCTONOrnYe-
CKW NOATBEPHKAEHHbIM MWKOGaKTepUanbHbIM MPOLLECCOM

Puc. 1. PparmeHTbl poaocnoBHoOM (A), peHTreHorpammel () u MPT (B) Ta3a 601bHOMO € TAXKEN0M KOMOGUHMPOBaHHON UMMYHHOWM

HEeQOoCTaTO4HOCTbIO

O——J

0 X

0+1 4+0 0+5
BLK- 4a6 TKUH
A cencuc

lNpumevarnmne. TKUH — Tsxkenas KOMOMHUPOBaAHHAA UMMYHHas HeLOCTaTOYHOCTb; YD — 4acTo v AnuTenbHo 60neloWnin pebeHoK.
CTpenkamu oTMeYeHO noparkeHue NOHHOM KOCTU C BHYTPUTA30BbIM abCLLECCOM.

*  WccnepoBaHne GYHKLMOHANbHOM aKTUBHOCTU HENTPOobUNoB, ypoBHA MPH -y n akcnpeccun ero peuentopa CD119 nposoannock B nabopa-
TOPUU KNMHUYECKON MMMYHONOrMM [ocyaapCTBEHHOMO HAay4HOrO LieHTpa «MHCTUTYT UMMyHOoNOrMn» deaepanbHOro MeauKo-61MoNorMyeckoro

areHtcTBa PO.
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HenpepbiBHOEe npodeccuoHanbHoe o6pa3oBaHue: TY6epKynes y getei

KOCBEHHO CBMWAETEeNbCTBOBANIM O HEAOCTAaTOYHOCTM ero
peuentopa (IFNyR), Tak Kak HopMasbHble MnoKasaTtenu
akcnpeccun CD119 He wWCKAYanM HefocTaTOYHOCTU €ero
nurana-ceasbiBaowen (IFNyR1) unu curHanbHow Lenen
(IFNyR2). Bonee To4yHasa nabopaTopHas BepudbuKaLma aua-
rHo3a B Poccuiickon depepaumm oKkaszanacb HEBO3MOXHa
BBWAY HEAOCTATOYHOCTU NabopaTtopHON 6asbl.

KnuHnyeckne 0co6€HHOCTU KOCTHbIX
MUKOGaKTepHuaibHbIX NOPaXeHUM y 60J1bHbIX

C NepBUYHLIM UMMYHOAedULUTOM

Y pebetrka ¢ TKUH, uMeBLLErO OTATOLWEHHYIO MO UMMYHOAEDULIM-
Ty HacneLCTBEHHOCTb (CM. puc. 1), BaKLMHO-accoLMmMpoBaHHas
MHOEKLMS pa3Bufiacb Ha MEpPBOM MECALE KUBHU WU MaHu-
decTMpoBanacb 3HTEPOKOAUTOM, TUNOTPOdUEN U MHEBMO-
Huen. lopaxeHne cKeneta MNposiIBUIOCL B BO3pacte 3 Mec
[ECTPYKLMEN TOHHOM KOCTU C BHYTPUTa30BbIM abCLLECCOM, 4TO
MOCAYXKUIO MOKa3aHWeM K KOHCynbTauuu octeonora. O6uias
TSXECTb COCTOAHUS pebeHKa Ha GoHe NOAMOPraHHbIX Nopaxke-
HWM He No3BOAWNA BbINOMHUTL pauKaibHOe XMpypruyeckoe
neyexue. Mo 3TON nNpuyMHe GblM NPOBEAEHbI MacCUMBHas
aHTUGaKTepuanbHas, MHOY3MOHHAS U UMMYHO3aMeCcTUTENbHas
Tepanus, remotpaHcdysun. B pesynbtate 6bina [OCTUTHYTa
cTabunnzaums cocTosiHMa pebeHKa, 4To MO3BOAWMIO MocTa-
BWTb BOMPOC O TPaHCMAaHTaLMn KOCTHOro Mo3ra, YTo U 6blio
3annaHuMpoBaHo. OgHaKo oCcTpasi MHTEPKYPPEHTHas MHOEKLMS
npuBena K CyLLeCTBEHHOM JEKOMMEHCALMM XUSHEHHO BaXHbIX
dYHKLMIM 1 neTanbHOMY Ucxody B Bo3pacTte 5 mec.

Cpeau 60nbHbIX ¢ XI'B (puc. 2) nepBble KNMHUYECKME NPU3Ha-
KN MMMyHoZeduUMTa BO BCex 6 ciyyasx B nepBble MecsiLbl

U3HU NPOSBUIIUCL KULLIEYHOW MHDEKLMEN, pacnpoCcTpaHeH-
HbIMM NuMdageHuTaMn (NnepudepuyecKrx, BHYTPUTPYLAHbIX
M OPIOLWHbIX TMMATUYECKMX Y3/10B), MHEBMOHUEN, THONMHUY-
KOBbIMK 3ab0neBaHUAMM KOXK. B AByx HabnogeHusx otMme-
YyeHbl ceMeliHble ciydan 3aboneBaHus. KOCTHble nopaxeHus
B 4 cnyyaax npeacraBfieHbl O6LWMPHOM AECTpyKumen pebep
M UX CeKBecTpaLMen, npoTeKkaBllen ¢ obpa3oBaHWEM MOA-
KOXXHbIX FpaHy/ieM U CBULLEN/A3B. Y 5 feTen BbIsIBNIEHbI pac-
NPOCTPaHEHHbIE pa3pylLleHUs NMO3BOHKOB, B OAHOM Ciyyae
JIOKaNM30BaBLLUMECS B KpaHMOBEPTEOPAbHON 30HE, B TPEX —
Ha YpPOBHE LWENHO-rPyagHOro nepexoja U elle B OAHOM —
B HUXXHErpyaHOM OTaene N03BOHOYHMKA. Y 2 NaLUMEeHTOB KOCT-
Hble MOopaXkeHWs Takxe OblNn NpeacTaBieHbl OrpaHUYeHHON
LeCcTpyKLmen 6epeHHbIX KOCTEN M MATKWUX TKaHen 6eapa.
YTOYHEHUE XapaKTepa KOCTHbIX NOparKeHWn y 60nbHbIX XIB
NO3BOJIU/O BbISBUTb Clefylolne 0CO6EHHOCTH:
® THXKEeCTb COCTOSIHUS AeTen onpeaensnacb, Kak npaBuio,
COBOKYMHOCTbIO MOSIMOPraHHbIX MOpPa*KeHWM Mnpu Bepdy-
LLEen ponun Nero4HON MHPUNLTPALMK U AblXaTeNbHOW Heao-
CTaTo4HOCTU. KOCTHbIE pa3pyLleHnst XOTs U pas3BuBaInCh
OAHOMOMEHTHO, MHOXXECTBEHHO, HO HE MpeBanvMpoBanu
B KJIMHUYECKOMN KapTUHE;
®  GaKTEPMONOrMYEeCKM M3 MaToIOMMYECKOro MaTepuana pas-
HbIX 04aroB /iMlb B 2 Ciy4yasix BblAeNeHbl MUKOOGAKTEPUHU,
B TO BPEM$ KaK No AaHHbIM NoMMepPasHoM LiIeNHOM peaKkLmuu
(MLLP), npouecc naeHTUdULMpoBanu Kak CMellaHHbI MUKO-
6aKTepuanbHbiv (M. tuberculosis humanus + M. bovis);
e BO BCEX C/yyasXx MMCTONOMMYECKOE MCClefoBaHUe KOH-
CTaTMPOBaNo Haauyne aTUMUYHOIO rpaHy/ieMaTo3HOro
BOCMaNeHus;

Puc. 2. KnvHuyeckue v nyyeBble 0CO6EHHOCTU KOCTHbIX MOPaXKeHUN y AeTEN C XPOHUYECKOW rpaHyneMaTto3Hon 601e3Hbio

lMpumevaHne. A — TopaKanbHble CBULLM/A3Bbl, MHOXECTBEHHbIE NocneonepaLmMoHHble py6Lbl; b, B — ABYCTOPOHHME AECTPYKLUMK
NMO3BOHO4YHbIX KOHLIOB pe6ep ¢ NAeBPO-NybMOHaNbHbIMU U3MEHEHUAMU; [ — AECTPYKLMM WENHO-TPYAHbIX MNO3BOHKOB
¢ npeBepTebpanbHbliM abeueccom; [ — aectpyKumsa CL no3BOHKa ¢ 6a3UNNSPHON UMNPECCUEN.

®



® y BCEX MALMEHTOB C OOLUIMPHLIMU MATKOTKaAHbIMU FpaHy-
leMaMu 1 CBULLaMM NPOLIECC XapaKTepu30oBascs BTOPUY-
HbIM 6aKTepManbHO-MUKOTUYECKUM UHPULIMPOBAHUEM.

Y nauuMeHToB C MEHAENEBCKOW NpeapacrnofioKEHHOCTbIO K

MUKOGaKTepuno3aM (HegoctatodHoCTb UPH y/UJT 12; puc. 3)

KOCTHblE MPOLIECChl XapaKTepu30BananCb MynbTUDOKab-

HbIM MOPaXKEHMEM AJIMHHbIX U KOPOTKMX TpybyaTbiX KOCTewn

1 Ten No3BOHKOB. Bo Bcex cnyyasx y aeten B nepsble Mecs-

Ubl YW3HM OTMEeYancs TPaH3UTOPHbIA KULLIEYHbIM CUHAPOM,

B TO BPEMSI KaK KOCTHble MOpaxeHus y 3 nauueHToB pas-

BWIMCb BO BTOPOM MOSYroiuk NEepBOro Uan Ha BTOPOM romy

M3HW, @ Y OAHOro — B BO3pacTe 9 fieT nocne peBaKLumHaLmm

BL. OCO6eHHOCTM KOCTHbIX MOPaXKEHUIN y AeTeN BRIOYaNu:

e nopareHusa oT 3 o 10 oTaenoB cKkeneta, pasBuBLLMECS
OHOMOMEHTHO WU B AMHaMUKeE (C paBHOM YacTOTON —
no 2 HabnaeHns);

e y BCex AeTen xoTs 6bl U3 OAHOr0 KOCTHOrO o4Yara Bblae-
NIeHbl MMKOGAKTEPUU, MAEHTUPUUMPOBAHHbIE KaK BaK-
LUMHHBIA WTaMM, YTO OAHO3HA4YHO noaTBepxaaeT BLK-
cerncuc;

e BO BCEX CNy4asix KOCTHble MOparKeHus npeBanvpoBau
B KJIMHWYECKOM KapTUHe 3ab60neBaHns;

® HW y OoAHOro OONbHOrO, AarKe MPWU HaNM4YMKU CBULLEWN,
He Habnganocb BTOPUHHOIO MHPULUMPOBAHKS;

® CMOHAWUT, BbIABNEHHbIN ¥ 3 NaLMEHTOB, XapaKTepu3o-
Basics MHOrOYPOBHEBbLIM NMOpaxeHUeM NO3BOHKOB, NpPo-
TeKas Ha Ka)X[loM ypoBHe B BWAE MOHOCErMeHTapHOro
nopaKeHuns oAHOro No3BOHKa.

Heobxoanmo oTMeTUTb, 4To y 10 M3 12 pgeten (y 5 — ¢ XI'b

ny5 — c HegoctatodHocTbio UPH y/WUIT 12) BpoxaeHHas

KOMMpoMeTauuss MMMYHHOM cucTeMbl Oblna 3anofo3peHa

TOMbKO MOC/Ae TOro, Kak y HUX pPasBWIUCb KOCTHble Mopa-

EeHUS, U OeTu nonanu B none 3peHus OeTCKUX GTU3MOo-

ocTeosnioroB. lNpu 3TOM Ha 3Tanax AMArHOCTUKM MalMeHTbl

HEO/IHOKPATHO roCnUTaNIU3MPOBaNNCh B OTAENEHUS NETCKUX

CTaLMOHapPOB pPasNM4yHOro Npoduna — racTpoaHTEPONO-

rMYecKue, O6LIME COMATUYECKME, NYbMOHONOTMYECKUE U
XUpYypruyeckue.

KoHcepBaTuBHasa Tepanus 60/ibHbIX

nepBUYHLIMU UMMYHOAedULIUTaMHU

B oTAnymne oT cTaHAapPTHBIX PEXUMOB XMMUOTEPANuK Ty6epKy-
nesa cneunduyecKyto Tepanuio MMKob6aKkTepuanbHOM MHMEK-
LMK Y 60/BbHBIX C NEPBUYHBIM MMMYHOLEDULMTOM MPOBOANN
NPOTUBOTYGEPKYNE3HLIMK Mpenapatamnm B MaKCUMMasbHbIX
BO3pacTHbIX JO3MPOBKax C Has3HayeHMeM oT 2 Ao 6 npena-
paToB, WHAMBMAYaNbHO, C YY4ETOM TSXKECTM MPOSIBNEHUA WM
3dPEKTUBHOCTM paHee npoBoanMon Tepanun. Kak npasuno,
cneunduyeckas xmmuoTepanus NpoAo/Kanacb HenpepbiB-
HO — OT HECKO/IbKMX MECALLEB [0 HECKOMbKUX NET.

Y 60nbHbIX X['B, BBMAY TAKENbIX HECNEeUUPUIECKUX U MUKOTH-
YeCKMX MHOEKLMI, KOMMIEKCHOE NIe4YeHne Bceraa NpoBoanIIm
C BK/IIOYEHMEM MOCTOSSHHOM MHTEHCMBHOW aHTMGaKTepualb-
HOW, MPOTMBOrPUOKOBON M MMMYHO3aMECTUTENbHOW Tepanuu.
B octpom nepuoge nHdeKuun AONONHUTENbHO OCYLLECTBASIN
TpaHchy3nKn rpaHynouuTapHorM maccbl B ao3e 15-20 mr/Kr
Macchbl Tena yepes AeHb. [pu BbipaxKeHHOW cneunduyeckon
numdonponubepaunm HazHavanu NPeaHU30/10H B A03€e 2 Mr/Kr
B CYTKM KOPOTKMM KYPCOM MPOJOSIKMUTENbHOCTLIO A0 2 Hea.
Mpy nepBMYyHOM MMMyHOAEDULUTE C HEOAOCTAaTOYHOCTbIO
N®H v/WJT 12 natoreHeTM4yeckn 060CHOBAHHLIM ABNSETCH
Ha3Ha4vyeHwe npenapaTtoB PEKOMOBUHAHTHOrO 4enoBeYvecKo-
ro mHTepdepoHa ramma — WHobnareH (Jlutea), MHrapoH
(Poccus), UMmyknH (fepmaHus), ¢ BBeAeHWeM npenaparta
yepes AeHb Ha NPOTAXKEHUM HECKONbKMUX MECSILIEB.
OdDDEKTUBHOCTb TEpanum OLEHUBANN MO YMEHbLIEHUIO pas-
Mepa o4ara nopaKeHusl, OTCYTCTBMIO MPOrpeccupoBaHus
W AUCCEMMUHALLMM npoLecca, BO3MOXHOCTU CHUXEHUS UHTEH-
CMBHOCTU cneundunyeckon Tepanuu. NMpuMeHsemble cxembl
Tepanuu cornacytotcsa ¢ npeanaraemblMu akcrneptamu BO3,
a TaKXXe MPOTOKONaMM leYeHUss MUKOGAKTEPMO30B aMepu-
KaHCKOro 1 6puTaHCKOro TopaKkasbHbIx o6wecTs [14].

Puc. 3. JlyyeBble MpU3HaKM KOCTHbIX MOpaXKeHui y pebeHka ¢ HegocTaTtodHocTbio UPH v/MUIT 12 (Bcero — 11 KOCTHbIX IOKanu3aLuii npotiecca)

lNpnmeyvaHne. A — nopakeHns NpaBon NATOYHON UM AUCTanbHOro anumeTadur3a n1eBon 60/bluebepLOBOn KOCTEN, b — NpoKCcMManbHbIv
anumeTadun3 60nblEOEPLIOBON KOCTU, B — nepBoe pebpo cnesBa ¢ 06bI3BECTBIEHHBIM abcLeccoMm; T — natoe pebpo cnesa; [ — no3BoHOK Th12.
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HenpepbiBHOEe npodeccuoHanbHoe o6pa3oBaHue: TY6epKynes y getei

Xupypruyeckoe sie4eHUe KOCTHbIX Mopa*KeHun
OCOBEHHOCTbIO XMPYPrUYECKOTO NIEYEHWUSI KOCTHbIX MOpae-
HUR y aeTen, 60nbHbIX XI'B, ABNSeTCA HEBO3MOXHOCTb B psige
CNy4yaeB TEXHUYECKM BbINOAHUTb PaAMKanbHYl0 onepauuio.
370 CBSI3@HO C TAXECTbIO COCTOSIHUA pebeHKa, NoAMOpPraHHbIM
XapaKTepoM MOparKeHUs M pacrnpoCTPaHEHHOCTbIO npouec-
ca, Npexae BCero npu npopacrtaHWn rpaHyfieMbl HE TONbKO
B NapaoccalibHble MArK1e TKaHu, HO U B nogiexalime opra-
Hbl — nneBpy W nerkue [15]. B uTore, BbINOAHUTL paju-
KanbHble onepauuy no MNPUHATBIM B XMPYPruv NpuHLMNEM
KOCTHO-CYCTaBHOMo Ty6epKynesa yaanoch /iMllb Y ABYX AETEN.
B o6oux cnyyasx onepauma npoBefeHa npu 3atuxaHuu reHe-
pannM30BaHHOro npouecca nocsie KOMMIEKCHOro KOHcepBa-
TUBHOTO JIe4eHUs Mpu CTabunnsaLmm COCTOSHUSA U OTrpaHu-
YeHMM MECTHOro KOCTHOro rnpouecca B 06beMe pe3eKunu
KOCTU W yaaneHuM OCTaTOYHOro orpaHu4yeHHoro abécuecca.
Ewe B ogHOM cnyyae, Npy XPOHMYECKOM pa3pyLlleHMn NO3BOH-
Ka C1, npoBefeHWe WMHCTPYMEHTaNbHOrO OKLUMMWTOCMNOHAN-
nogesa Mo3BOSIUNO JIMKBUAMPOBATb HECTabWUNIbHOCTb Kpa-
HMOBepTEOPasbHON 30HbI U YKe pa3BMBLUMECH U3-3a@ 3TOro
HEBPOOrMYECKNE HapyleHus. Y 3Toro e pebeHKa Takxe
BbINO/IHEHO YyAaneHne M301MPOBaHHOro abclecca MATKUX
TKaHemn 6eapa, He CBA3AHHOIO C KOCTHOW MaToNornen.

[pn nporpeccupoBaHuK rpaHynembl, PasBUTUN HaPYMHHbIX
TOPaKoMNIEBPONYbMOHa/IbHbIX CBULLEN/S3B C BTOPUYHbLIM
MHOUUMPOBAHMEM, HE MO3BONSBLIMM MPOBECTU pajuKalb-
Hylo onepauuio (puc. 3A), NpoBOAMNW yAaNleHUe rpaHyne-
Mbl (4alle — YaCTUYHOE), CEKBECTPIKTOMMUIO, UCCEYEHME
cBMLLA/A3Bbl. BMmelwaTtenbcTBO Hocuno B 6ofbluen mepe
COLUMann3npyloLLnn xapaktep, yMeHblwas BblpaXKEHHOCTb
naTofIorMYecKmMx CUHAPOMOB M 06sieryas yxoq 3a pebeHKoM.
Mpu HepgoctaTo4yHOoCT UDH v 1 UJT 12 BbiNnoAHEHWE pagu-
KaslbHbIX onepauui He TOJIbKO BO3MOXHO, HO M aBCOIOTHO
NnoKa3aHo, AO/IHKHO MPOBOAMTLCSA MO Mepe BbISBNEHUSA KOCT-
HbIX O4aroB W, MPY HaNM4YUKU NOKa3aHW, 3aBepLiaTbcs nna-
CTUYECKMM 3aMelleHneM onepaumoHHbIX AedEKTOB.

Pe3ynbTatbl KOMIJIEKCHOrIO JiIeYeHUs

M3 6 pgeten ¢ XI'b B HacTodlee BpeMsa Hamu HaboaanTca
3 nauueHTa. CocTosiHME Yy OAHOrO M3 HUX pacLeHWBaeTcs
KaK CTOMKasg pemuccus (AUTeNlbHOCTb HabnogeHus 6e3
o6ocTpeHuin — okono 4 net). Ewe y 2 peter (B oAHOM
cllydae — C MOpaXKeHUsaIMKU KpaHuoBepTebpanbHOW 30Hbl,
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nMMdaTUYECKUX Y3/I0B M MATKUX TKaHen 6Geapa, BO BTO-
POM — HUXKHETrPYAHOro OTAes1a NO3BOHOYHUKA M pebep) Anu-
TENbHOCTb KIMHUYECKOW peMnccumn coctaBnsgeTt 3 n 2 roaa,
COOTBETCTBEHHO. Tpn pebeHKa ymepsn Ha GoHe nporpeccu-
pytoLen NoIMoOpraHHON HeAOCTaTOYHOCTM.

CTOMKOE nanevyeHne n OTCyTCTBME PeLnanBOB 3aboneBaHus
Ha NPOTSXEeHUU 4 NeT B pe3dynbTaTte KOMMIEKCHOMo IeYeHus,
BK/IOYABLUEro pajuKalbHble ornepaunn Ha 11 KOCTHbIX o4a-
rax, AOCTUrHyTo y 1 pebeHKka ¢ HefocTaTo4YHOCTbIo NPH ~y
n UN 12. Ewe 4 pebeHKa MOCTOSHHO HabnoaalTcs HaMu
1 onepupyloTcs BBWUIY NEpUoaMYEeCcKUX peunanBoB U 0060-
CcTpeHun npouecca. OauH M3 HUX Ha NpoTsKeHun 10 net
nepeHec 18 onepaunit B CBS3U C 0O60CTPEHUAMM KOCTHbIX
NPOLLECCOB U NOSIBIEHWEM HOBbIX 04aroB AECTPYKLU M.

3aknoyeHue

[leCTPYKTUBHbIE KOCTHbIE MOPAXKEHNS Y IETEN C BPOXK/AEHHbI-
MW aedbeKTaMmn UMMYHHOW CUCTEMbI MPEACTABSIOT COXHYIO
MEXANCLUMNNNHAPHYIO KIMHUKO-AMArHOCTUYECKYIO, Tepa-
NEeBTUYECKYIO, XMPYPIrMYECKYIO U CcoLManbHyl0 Npobaemy.
Penkoctb 3aboneBaHusl, pa3Hoo6pasne KIMHUYECKUX MPOo-
ABJIEHUNW, HEOoMnpeaeNeHHbI NPOrHo3 TPebylT BbIPabOTKM
anropuvTmMa AMarHoCTMKKW, OCHOBHbIM 3BEHOM KOTOPOW ABNS-
eTcs BepudUKaLMmn BapnaHta nepBUYHOro ummMyHogedbuumTa
W Ha3Ha4yeHWe COOTBETCTBYIOLLErO KOMMIEKCHOIO NeYeHums.
Mpu XI'b xnpypruyeckoe BMeLLaTeIbCTBO Ha KOCTHbIX 04arax
B OCHOBHOM HanpaB/€HO Ha YMEHbLIEHWE BblParKEHHOCTH
WHTOKCUMKALMOHHOIO CUHAPOMA, NWMKBMAALMIO O6LIMPHbIX
CBULLEN/S3B 1 obnieryeHune yxoga 3a pebeHKkom. [Mpn ummy-
HoaedULUMTE C Pa3BUTUEM MUKOOBAKTEPMO30B paauKabHO-
BOCCTAHOBMUTENbHbIE OnepaLmmM MOryT NpPoOBOANTLCS MHOrMO-
KpaTHO, N0 Mepe BOZHMKHOBEHMS HOBbIX 04aroB A4EeCTPYKLMH,
o6ecneynBas JOCTAaTOYHO XOPOLYK COLManbHyt aganta-
Lo pebeHKka. MNMpuHUMNUanbHbIMU KOMMOHEHTAMK fleYeHuns
MWUKOGaKTEPUANbHbLIX MOPaXKEHWN y GOMbHbIX MEPBUYHBLIM
UMMYHOAEDULMTOM SBASIOTCA WMHAMBWAYalbHbIE PEXWMbI
XMMUOTEpPANuU C Ha3Ha4YeHNeM NPOTUBOTYOEPKYNE3HbIX Npe-
napaToB B BbICOKMX 4O3MPOBKaX (B psae Cy4aeB — MOXKU3-
HEHHO), AnddepeHUnpoBaHHas (B 3aBUCMMOCTU OT BapuaHTa
UMMyHoZedUumMTa) obs3aTenbHasd MMMyHO3aMecTUTebHas
Tepanus, a ansg O60/bHbIX XPOHWYECKOW rpaHy/eMaTo3HOoM
60ne3Hbl0 — AUTeNbHas U MaccuMBHaa Hecneundpuyeckas
aHTUGaKTepuanbHasa U aHTUMUKOTMYECKAnA Tepanus.
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