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XpoHU4yeckas
rpaHyAeMaTo3Has 00Ae3Hb

XpoHuueckasi rpaHynematosHasi 6onesHb (XI'B) SIBASIETCS FeHEeTUYECKM
npeaonpeaeneHHbIM(HacneacTBEHHbIM) 3a60s1eBaHUEM, XapaKTEpPU3YIOLLMMCS
HeCnoco6GHOCTbIO paroUMTOB OpraHU3Ma NPOU3BOAMTL NMEpeKUch Boaopoaa
M [pyrve OKUCIUTENbHbIE BELLECTBA JAJi1Si YHUMTOXEHUS] HEKOTOPbIX
MUKPOOPraHU3MOB.

OMPELENEHUE

XpoHuyeckast rpaHyfniemato3Has 6one3Hb (XIB) sBRsieTca reHeTuYecku
npeaonpeaeneHHbIM (HacneACTBEHHbIM) 3a60/1EBAHMEM, XapaKTEPU3YHOLLIMMCS]
HeCnocoBHOCTbIO GaroUmUToB OpraHM3ma NMPOM3BOAUTL MEPEeKUChb BOJOPOAA
N Opyrme OKUCIUTESNIbHbIE BELLeCTBA OIS  YHUYTOXEHUS HEKOTOPbIX
MUKPOOPraHM3mMoB. B pesynbTate Takom HecrnocobHocTn daroumTos
YHUYTOXaTb MUKPOOPraHn3Mbl NaumeHTbl ¢ XI'b BOCNpUMMUmMBLI K MHGEKLMAM,
BO3OYyAUTENSMU KOTOPbIX SABASOTCA HEKOTOpPble 6akTepum M rpmbbl. 3TO
COCTOSIHME TaKXXe CBSI3aHO C YPE3MEPHbIM CKOMIEHNEM MMMYHHbIX KJI€TOK
B arperaTbl, Ha3blBaeMble rpaHysieMamu (OT KOTOPbIX MPOUCXOAUT Ha3BaHWeE
37O 6ONIE3HN) B MECTaX MHDEKLMN UM APYFMX BOCMANUTENbHbIX O4arax.

TepmuH  “daroumtbl” (0T rpedveckoro cnoBa “daroc” - noxupaTesb)
npuMMeHsieTcs ansi 0603HadYeHust nbon 6Genor KNeTkKn KPOBW, KOTOpas
MOXET 06BONakMBaTb W MOMIOWaTb MWUKPOOPraHMW3Mbl MeJSibYanlLnuMm
CKJlafKaMn CBOMX MeMO6paH. ITW CKnagku MembpaHbl (HasbiBaeMble TakXke
darocomamn) 3anofiHEHbl MepPeBapuBalOWMMN  GEPMEHTAMU W APYTUMA
NPOTUBOMUKPOOHbLIMM BELLLECTBaMU. B 06L1eM, B KPOBM MMEIOTCS ABE OCHOBHbIE
KaTeropun ¢arouMToB - HEWTPODUIIbI U MOHOUMTLI. HelTpodunbl (Takxe
HasblBaeMble TrpaHyJiouuTaMn WM MNOANMOPPHOSAEPHBIMA  JIENKOLIMTaMM
[MM4]) coctaBnsitor 50-70% Bcex UMPKYMpyOWmMx Genbix KPOBSIHbIX
KJIETOK 1 NEPBbIMM OTBEYAIOT HA GaKTepmanbHYy MK rPUOKOBYIO MHPEKLMIO.
HelnTpodunbl XXMBYT HEA0MIO - TOJIbKO MPUMEPHO TPW AHS B TKAHSIX MOCJIE TOrO,
KaK OHW YHUYTOXAT MUKPOOPraHM3Mbl. MOHOLMTLI - BTOPOK BUA, GarounToB,
cocTaBnsawwmn npuMepHo 1-5% umpkynupyrowmx 6enbiX KIeTOK KPOBW.
MNonapatowme B TKaHN MOHOLMTbI MOFYT TaM HaXOAUTbCS ASIUTENIbHOE BPEMS,



XpoHuyeckas rpaHysieMaTto3Hasi 601e3Hb

MEONEHHO TpaHC(bOpMVIpyﬂCb B KJIETKW, HaA3blIBaA€MbIE MaKpO¢)aFaMM nnn
OEHOPUTHBIMU KJIETKAMU, KOTOPbIE MOMOrakoT CrpaBiATbCA C VIH(beKLI,VIFlMM.

@arounTbl BHELIHE OYEHb MOXOXW Ha ameb, Tak Kak JNErko W3MEHSIOT
cBolo popMy M BbIGMPAKOTCA U3 KPOBEHOCHbIX COCYAOB B TKaHW, JIErko
npockanb3biBas Mexay ApyruMn knetkamu. OHM  MOryT 4yBCTBOBaTb
NPUCYTCTBME NATOrEHHbIX GAKTEPUI UM FPUGOB, BbI3bIBAKOLLMX MHPEKLMIO B
TKaHsX, M NO3TOMY BbICTPO NEPEABUratOTCS K o4aram nHoekumu. NMonaslune B
oyar UHdekuMn darounTbl NPUGAMXKAIOTCS K MUKPOOPraHM3MaM W MbITatoTCs
OXBaTUTb UX U YAEPXKaATb B BbICTYMNE MeEMBPaHbI, KOTOPbIN 06pa3yeT HEKOTOPOe
nopgobue ny3bipbka MAM MeMBpPaAHHOro MeLKa, Ha3blBaemoro ¢arocomoim,
BHYTPW KNeTKK. [locne 3Toro kneTka Ha4yMHaeT BblAeNsTb B GarocoMy nopLmm
nepeBapvBalowmx GEPMEHTOB WM APYrMX MNPOTUBOMUKPOGHbLIX BELLECTB.
KneTka Takxxe BblpabaTbiBaeT MEPEKMCb BOAOPOAA M APYrMe TOKCUMYecKkue
OKUCIIUTENIN, KOTOPbIE HEMOCPEACTBEHHO BbIAENSOTCS B parocomy. MNepeknco
BOAOPOAA BMECTe C APYrMMWU BeELLECTBAMU CMOCOGCTBYET YHUUTOXEHUIO W
nepeBapuBaHMO MUKPOOPTraHNU3MOB - BO30YyauTenen MHGeKLUn.

®arounTbl y 605bHbIX XI'B MOryT HOpManbHO MUFPUPOBATL B 04arn MHGeKLLMK,
nornoLwaTs MUKPOOLI-BO36YyAUTENN MHOEKLNN N faXKe BbIAENSATb B GaroCOMbI
nepesapuBarowme GepMeHTbl U ApyrMe MNpPOTUBOMUKPOOHbIE BeELLECTBA,
OfHAKO Y HUX OTCYTCTBYET MEXaHW3M MpPOoAyKUMM MEPEKUCUM BOJOpOAa U
apyrux okucnutenen. MNoatomy darountbl 605bHbIX X[ MOryT 3awutuTb
OpraHn3M OT HEKOTOPbIX BUAOB UHDEKLMU, HO HE OT UHDEKLMI, NS 60pbObI
C KOTOpPbIX COBEPLUEHHO HeobXxoAuMMa MepekMcb BOZOPOAA. ITOT AedekT
3aLnTbl OT UHPEKLMIA OTHOCUTCH TOJBKO K HEKOTOPbIM BakTepusiM 1 rpnbam.
Y 60nbHbix X[, MeeTcs HOPMasibHbIA UMMYHUTET K GOJSIbLUMHCTBY BMPYCOB
N HEKOTOPbIM BuAaM OakTepui n rpubos. BoT nodemy GosbHble X[ He
SABNSOTCS NMOCTOSHHO MHOUUMPOBAHHBIMU. OHM MOFYT >XUTb MHOFO MECSILER
nnn neT 6e3 uHbekuMin, a NOTOM 3ab0NeTb TXKENbIM WAN YIPOXKAKOLUM
KM3HU UMHOEKUMOHHBbIM 3a60neBaHMEM, BO3OYyAUTENb KOTOPOrO He MOXET
ObITb 06e3BpeXxeH 6e3 nepekncu Bogopoda. bonbHblie X[ BbipabaTbiBatoT
HOpPMaJsibHble KOSIMYECTBA aHTUTEN OObIYHBIX TUMOB, B CBSA3U C YEM OHU, B
OTNN4YMe OT BOJIbHBIX C BPOXAEHHbIMU AedekTamMu GyHKLUUA TMMOOLIUTOB, He
06n1afatoT BbICOKOW YYBCTBUTENBHOCTLIO K BUPYCaM.

NTak, daroumntbl y 60nbHbIX XI[l He MOryT BbipabaTbiBaTb NEPEKNChH BOLOPOAA,
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O[HAKO COXPaHSAT MHOrMe Apyrue Buabl NPOTUBOMUKPOOHOM akTUBHOCTW.
B cBa3u c atum GonbHble X[ nogBep>KeHbl WHOEKLMAM, Bbi3blBaEMbIM
Wb HEKOTOPbIMM BUAaMu OakTepuUn U rpuBOB. Y HUX HOpMasbHas
NPOAYKUMNS aHTUTEN, HopManbHas GyHKUNS T-KIIETOK 1 HopMasibHas cMcTemMa
KOMMJIEMEHTA; KOPOY€e roBOPS, OCTaNbHasA YaCTb MMMYHHOM CUCTEMbI Y HUX B
OCHOBHOM HOpMarsbHa.

KJIIMHNYECKWE MPOSABJIEHAA

JeTn C XpOHWMYECKOW rpaHyneMato3Hon 6GonesHbto (XIFB) npu poxaeHun
06bIYHO 3[,0POBbI. 3aTeM, HA MPOTSHKEHUM MEPBBIX MECSLLEB XXU3HU, Y HUX
MOryT BO3HUKHYTb PeELMAOMBUPYIOWME OGakTepuanbHble WAKM rPUBKOBbIE
nHdexkummn. CambiM YacTbiM nposieiieHneM XI'b B feTCKOM BO3pacTe sBnsieTcs
NHOEKLMS KOXM UNn KocTen G6akTepuelt Serratia marcescens. Ha npakTuke
BCe AETW paHHero BO3pacTa C TSHKENbIMU UHPEKUUAMUN MATKUX TKAHEN Y
KOCTEeW, BbI3BaHHbIMU 3TUM MUKPOOPIraHU3MOM, O6CNERYIOTCS A5 BbISBIIEHUS
XI'b. AHanornyHbiM 06pasom, obcnenoBaHme Ha XI'b MoXeT BbiTb NPOBEAEHO
y pebeHKa paHHero Bo3pacTta C MHpeKLmen HeobblYHbIM rPUGoOM poaa Asper-
gillis.

Mpn XI'b nHbekummn MOryT oxBaTbiBaTb JIOOYHO CUCTEMY OPraHOB WSN TKaHb
OpraHn3mMa, OfHaKO Yalle BCEro ovary UHQEKLMM pacrofIOXKEHbl B KOXE,
nerkux, nMMeaTUYecknx ysnax, MevyeHn, KocTaxX, a UHOrga U B FOSIOBHOM
mosre. Ouvary MHOEKUUn MOryT OJIMTENIbHO BbILENSATb >XUAKUE BeELLECTBA,
JOSITO He 3aXMBaKT 1 06pasytoT pybupl. MHbekums nuMmdaTmyeckmx ysnos
YyacTo BcTpeyaeTcs npu XIb u yacTto TpebyeT ApeHMPOBaHMS MOPaXXEHHOro
nuMbaTNYEeCKoro y3sna, a BO MHOrMX CIlyHasx M ero XMpypruyeckoro yganeHns
4NS U31eYeHns OT MHOEKLNN.

Y 60nbHbIXx XI'b 4acTo HabnogaeTcs peunamBmupytowas niHeBMoHust. Moyt 50%
CllyYaeB MHEBMOHMM Y 60sbHbIX XI'B BbI3BaHbl rppubamu, B 4acTHOCTU, Asper-
gillus. NMMTHEBMOHUSI Tak>Ke YaCTO BbI3bIBAETCS 1 APYMMMU MUKPOOPraHU3MaMi,
Hanpumep, Burkholderia cepacia, Serratia marcescens, Klebsiella pneu-
moniae n Nocardia. pMOGKOBblE MHEBMOHMM MOFYT [Pa3BMBATLCS OYEHb
MeZJIEHHO; CHa4ana OHW BbI3bIBAKOT JIMLUb OOLLY CnabocCTb, U b MO3Xe
BbI3bIBAIOT Kallenb 1 60/b B rpyau. [prMeyaTenbHO, YTO Ha PaHHUX CTagusix
rPMOKOBONM MHEBMOHUN TEMMEPATypPa MOXET He MOBbIWAaTbCH. B oTnnyne ot
3TOro, 6aktepmanbHble MHGEKLMM 0ObIMHO HAaUYMHAKOTCS OCTPO C IMXOPanKom
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n kawneM. B yactHocTu, Nocardia BbI3bIBAaET BbICOKYIO JINXOPAAKY U MOXET
npmBecTM K 06pa3oBaHUIO abcCuecca JIErkoro, paspyLllaloLlWwero y4acTku
JIero4Hon TkaHw. NockKoIbKy MHEBMOHMM MOFYT 6bITb BbI3BaHbl TaKMM 6OSbLLMM
KOJINYECTBOM PasHbIX MUKPOOPraHM3MOB, TPEBYOT paHHEro pacno3HaBaHUS
N aKTUMBHOIO IJINTENIbHOIO JIEYEHUS, TO YPE3BbIYANHO BaXKHO KakK MOXXHO
paHbLue 06paTUTLCSA K Bpayy. [pu cnabbix NposiBieHMsx 3abofieBaHns cnepyeT
BbIMOJIHATb PEHTreHorpaduio UM Aaxe KoMnbloTepHyo Tomorpaduio (KT)
OpraHoB rpygHON KJETKW, a 3aTeEM U ApYyrne ANarHOCTUYECKME MpoLenypbl,
0N YTOYHEHUs amarHo3a. [ns neyeHunss obbl4HO TpebyeTcs MpUMEHEHne
HECKONIbKMX aHTUONOTUMKOB, M 3PdEKTUBHAS Tepanus AN U3NeYeHUs OT
NHbEeKUMNn MoXKeT noTpeboBaTb BBEOEHUS aHTUOMOTUKOB Ha MPOTSXKEHUN
MHOIMX Hepenb.

Y 6onbHbix XI'B Takxke ObiBaOT abcuecchl nevyeHn. OHM MOryT NMPOoSIBASATHCS
0o6LWKYM HeJoOMOraHMeM, HO 4acTo CBS3aHbl CO cyiabo 6oNbio B XXMBOTE B
obnactm ne4veHn. [nsg NOCTAaHOBKM AuarHo3a Heo6XoAMMO nosydYeHue
N306paXkKeHNn METOAOM CKaHMPOBaHUS, a 4151 ONpeaeseHMs MUKPOOPraHn3Ma,
BbI3BaBLUEr0 abcuecc, TpebyeTcst 6uoncusa urnon. CTadunokokkn SIBRsIOTCS
npu4MHoi abeuecca neveHn npumepHo B 90% cny4daes. [Mpu abeLecce neveHn
YacTo He obpasyeTcs Gonbllas U JIErko APEeHUpyemas MosioCTb C FHOEM;
BMECTO 3TOr0 MOXeT 06pa30BaTbCsA YMJIOTHEHHbIN Y3€n WAM rpaHyfieMa u
MHOXECTBEHHbIE Mesikne abCLecchbl NeYeHn. Takor NAOTHbIM ovar MHbEeKLUn
NHOrga Heo6XxoAMMO yAanuUTb ONS U3NeYeHns NaumeHTa.

OcteoMmnenut (MHPEKLMSI KOCTEN) 4aCcTO MOpPaxKaeT MesKMe KOCTU KUCTEN
PYK M CTOM HOr, OfHAKO MOXET MopaxaTb MO3BOHOYHUK, OCOBEHHO npwu
pacnpoCTpaHeHnn WHOEKLUN U3 NErkux, HamnpuMep, BbISBAHHOW TakuM
rpubom kak Aspergillus.

Ong neveHuns nHdekumn npyn XIb cywectByeT 60MbLIOE KOANYECTBO HOBbIX
3¢bEKTUBHBIX MPOTUBOGAKTEPMANBbHBIX M MPOTUBOFPMOKOBbLIX aHTUBNOTUKOB,
MHOIMEe U3 KOTOpPbIX 00/1afatoT BbICOKOM aKTUBHOCTbBIO MOCNE NPUeMa BHYTpb.
brnarogaps aTOMy CyLL,eCTBEHHO MOBbLILLAETCS YaCTOTa YCMNELIHOrO N3Je4YeHNS
OT WHpeKkUuMM 6€e3 3HaYUTENbHbIX MOBPEeXAeHun opraHoB. OpHako Aans
3TOro HeobXoguMO paHee BbIsiBIEHWE UHOEKUMN U OINTENbHOE BBEOEHME
aHTUONOTMKOB.
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HexkoTopblie MHbeKUun MOoryT nNpUBOAUTb K O6Pa30BaHUIO NOKaNM30BaHHbIX
OTEYHbIX CKOMMEHNN MHPULMPOBAHHbIX TKaHEN. B HEKOTOpPLIX CyYasx Takme
OTEYHbIE O4Yarnm MOryT MepeKkpbiTb KULWEYHUK WM MOYEBBLIBOASALLMIA TPAKT.
YacTto OHWM COCTOSAT M3 MUKPOCKOMMYECKUX FPYMn KAEeTOK, Ha3blBaeMbIX
rpaHynemamun. VIMEHHO 06pa3oBaHWE rpaHyfieM M Jano Ha3BaHWe 3TOW
605e3HU. paHyneMbl MOryT Tak>Ke 06pa3oBaTbCs 1 6€3 ABHON MHDEKLNOHHOM
NPUYMHBI U NPUBECTU K BHE3AMHOWM HEMPOXOANMOCTM MOYEBLIBOASALLMX MYy TEN
y AeTen paHHero Bo3pacTa. [JencTBuTenbHo, NpuMepHo y 20% 6onbHbIx XI'B
B pe3ynbTaTe rpaHysyieM BO3HUKAET O4HO M3 BOCMNAnUTESIbHbIX 3a60neBaHui
KMWeEeYHMKa, KOTOpble B HEKOTOPbIX C/lyYasix HEBO3MOXHO OT/MYUTL OT
6one3Hn KpoHa.

ONATHO3

MNockonbky Hanbonee YacTtas reHeTudeckaa ¢opma XI'b BcTpeyaeTcs TONbKO
Yy Masnb4yMKoB, BO3HUKAET OWMBOYHOE MHEHME, 4TO XI'b He MOoXeT nopa)kaTb
neBoyek. CyllecTBYHOT HeKoTopble reHetuyeckue ¢opmbl XIB, koTopble
ObiBalOT M y AeBoYek. [leBoykm cocTaBnstoT npumepHo 15% oT uucna
60bHbIX XIB.

TsxxkecTb XI'B MOXeT 6biTb Pa3HOM, U BOSHUKHOBEHNE MHPEKLMN Y KaXK[0ro
6onbHOro X'b B HEKOTOPOW CTENEHM ONPERENAETCS Cly4aHOCTbHO. [oaToMy
Yy HEKOTOpbIX 60MbHbIX XI'B HEe BO3HUMKAET HUKAKMX UHPEKLMIN, KOTOpbIE Obl
NPUBNEKIN BHUMaHUE K UX 3aB0sIeBaHMo, A0 MNO3AHEro NoApPOCTKOBOrO Un
Jaxke B3poCsnoro Bo3pacta. XoTsd MHbEeKLMM, KOTOPbIE CTAHOBATCS NPUYMHOMN
BbISIBJIEHNS 9TOrO 3a60MEBaHNS, YaLlle BCEro HaboAalnTCs B paHHEM AEeTCTBE,
cpeaHun Bo3pacT BbisBeHUS XI'b y ManbynkoB COCTaBASET MPUMEPHO TpU
roga, a y OeBOYEK CeMb neT. Ons negnmaTtpoB 1 TepaneBTOB, OKa3blBAOLLMX
NMOMOLb MOAPOCTKAM W MOMOAbIM B3POCSbIM JIIOASM, BaXXKHO HUKOrAA He
NCKoYaTh BO3MOXHOCTU anarHo3a XI'b y Monoforo B3pocsioro Yesnoseka ¢
NMHEBMOHUEN, BbI3BaHHON HEOBbIYHBIM MUKPOOPraHU3MOM, HaNnpuMep, rPUooMm
Aspergillus. Jlto6ol naumeHT Noboro Bo3pacTta C NMHEBMOHWUEN, BbI3BAHHOM
Aspergillus, Nocardia wnn Burkholderia cepacia, cTapuIOKOKKOBbIM
abcueccoM nevyeHn, cTadunoKoKKOBOW MHEBMOHUEN, @ TAKXKe UHPEKLIMOHHbIM
NopaXkeHNeM KOCTW MUKPOOPraHM3MoM Serratia marcescens, [OMKeH BbiTb
obcnepoBaH gns BbisBaeHus XIb. Bblwe ykasaHbl 0O6blYHbIE COYETAHUS
MUKPOOPraHNM3MOB M 04YaroB MHGEKLMW, MOCNE BbISBIEHUS KOTOPbIX Yalie
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BCero HauvHaetcs obcnepoBaHne Ha XIb. HanpoTtus, npocTtas cny4anHas
CTadMNOKOKKOBAS MHPEKLMA KOXW He SBASETCS CneumanbHbiM MPU3HakoM
XIB, Kak He 4BNSETCA UM peuuauBupylollas WHGEeKLMS CpefHero yxa,
HeCMOTpPS Ha TO, YTO OHU MOryT HabnaaTbCs y 60sbHbIX XIb.

CambiM  TO4YHbIM MeETOAOM BbisiBNeHUss XIB gBnseTca  n3MepeHue
BblIpabOTKM nepekucu Bogopoda daroumtamu. [lepekucb BOJOPOAA,
BblaensemMas HopManbHbIMX daroumTaMmm, OKUCNSET XMMUYECKOE BELLECTBO
ONrMapopoaaMumH, Bbi3biBas ero (GJyopecLeHLmo, KoTopas mnamepsieTcs
CNIOXHbIMU npubopamn. B oTnnume ot atoro, daroumtbl 60mnbHbIX XIB He
MOryT BblpabaTbiBaTb [AOCTATOYHbIX KOJIMYECTB MEPEKMCKM BOJOPOAa ANS
dnyopecueHumn gurngpopopammHa. Kpome Ttoro, ansg gmarHoctuku XIb
elle MCnonb3yrTcs U Apyrue TecTbl, HanpuMep, TECT TMMCTOXUMUYECKOrO
BOCCTaHOB/EHUS HUTpocuHero Tetpasonus (HCT). Tect HCT oueHuBaioT
BM3yanbHO:  darounTbl, BblpabaTbiBalOWME  OKUCNSKOWME  BELLECTBA,
CTAHOBATCS CUMHMMU, WU WX BPYYHYK MOACYAUTHIBAOT MOA4 MWUKPOCKOMOM.
JTOT TecT 6osiee MOABEPXEH CYOBLEKTUBHOM OLEHKE YenoBeka U MOXET
JaTb JIOXKHO-OTpUUATESNbHbIE pPe3yfibTaTbl, B pe3ysibTaTe 4Yero ocTakTCs
HeBbISBNEHHbIMK nierkne ¢opmbl XIB, korga KNeTku cfierka CUMHEeKT, HO He
LOCTUratoT HOPMarsnbHOro LBeTa.

MNocne noctaHoBkK amnarHo3da XI'b cnenyet o6paTtuTbCsa B OAHY U3 HEMHOIMX
crneunanm3npoBaHHbIX abopaTopun, rae MoryT NoATBEPAUTb FEHETUYECKUNN
noatun XIb.

TN HACNEgOBAHWA

XpoHuueckasi rpaHynematosHasi 6one3Hb (XIB) aBnsieTcs reHeTU4eckuM
3abosieBaHNEM, KOTOpPOE MOXET HacnepoBaTtbCd U ObiTb  CEMENHbIM.
CyuwiecTtBytoTABaTUNANepeaaydn3aboneBanms. OgHapopmasTorosabonesaHms
HabnogaeTcs NpuMmepHo B 75% cny4vaeB M HacnenyeTcs Kak CLensieHHbIN
C nosioM (X-XxpoMOCOMOI) PELECCUBHbINA MPU3HAK, T.€. NMEPEHOCUTCS Ha X-
xpomocome. Tpu ppyrve ¢opMbl 3TOro 3abofieBaHUS HacnepyTcs Kak
ayTOCOMHO PELLECCUBHbIE NPU3HaKK. OHM NEPEHOCATCS MHBIMU XPOMOCOMaMH,
KpoMe X-XpOMOCOMbI. BaXKHO MOHSATb TUMN HacnefoBaHUs, YTOObI YsIE€Hbl CEMbMU
3Hanm, noyemy 3abonen pebeHoK, KakoB pPUCK 3ab0NeBaHUS Y CRefyroLmMX
JeTen, N Kakoe 3TO UMEET 3HaYeHne gns APYrnx YieHoB CEMbM.
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JIEMEHNE

B neuyeHun storo 3abofieBaHUS rNaBHYK POJib UrPaeT pPaHEe BbISIBIEHUE
MHPEKUMM M OBbICTPOE Ha4yano akTUMBHOM Tepanuu COOTBETCTBYHOLUMU
aHTMbuoTMkamMn. [lo nonyyvyeHuss pesysibTaToB MOCEBOB MOXET ObiTb
LenecoobpasHbiM BBeAEHWE aHTUOMOTMKOB, HarMpaBJfiEHHbIX Ha Haubonee
BEPOSTHblE BO3OYAMTENN WHPEKLMU. BaXKHO TOYHO BbISBUTb MNPUYUHY
NHPEKLUMN W ONPefenUTb  YYBCTBUTENIbHOCTb  MUKPOOPraHW3MOB K
aHTMOMOTUKaM. [Onsg neyeHus TsHKenbix MHbeKkumn y 60nbHbIXx XIB 06blvHO
HeoOXOOMMO BHYTPUBEHHOE BBEOEHME aHTUOMOTUKOB, a KJINMHUYECKOE
YNYYLEHNE MOXET HE HACTynaTb B TEYEHWE HECKONbKUX AHEN, HECMOTPS
Ha JledyeHMe COOTBETCTBYIOLWMMU aHTMOMOTUKaMU. B mposioM HeKoTopbIM
6onbHbIM  XIB  mepenuBanu rpaHyfioUMTbl, €CnivM  aHTMOMOTUKOTEpanus
oKasblBanacb HELOCTAaTOYHOM, a8 COCTOSIHNE YrpoXKasno »u3Hu. K cyacTbio, B
HacTosLLee BPeMS 3TO 60JibLUe HE TPeBYETCS B CBA3U C Hann4meM 6051ee HOBbIX
N MOLLHbIX NPOTUBOGAKTEPMASIbHBIX 1 NPOTUBOrPUOKOBbLIX aHTUOUOTUKOB.

Y HekoTopbIx 60MbHbIX X[B MHbEeKUMM CTOMb 4YacTbl, OCOGEHHO B pPaHHEM
[EeTCKOM BO3pacTe, YTO TPebyeTCst MOCTOSIHHBIN €XXeAHEBHbIV MepopanbHbIi
npopunakTM4ecKnin npueM aHTMbuoTukoB. bonbHble XIB, nonyvatowme
npoduNaKkTNYeCKyto aHTMBNOTUKOTEPANMIO, MOTYT He CTpaAaTb OT MHOEKLNA
Ha NPOTSXXEHUM HEKOTOPOrO BPEMEHU U UMETHL Bosiee ANWHHbIE UHTEPBaSbI
MeX Ay TSKENbIMU UHPEKLMAMU. AHTUOUOTUKOM Hanbonee n3bupaTenbHOro
JencTeus ang npodunakTnkn 6akrepunansHon nHobekumm npu XIb asnsgetcs
npenapar, CoAep>Xallnin CoYeTaHWe TpUMeTonpMMa 1 cysibdamMeTokcasona,
KOTOPbI MHOrAa HasblBalOT KO-TPUMasosioM; ero GUpMeHHblE HasBaHWUA -
BakTpum nnm Centpa. OH CHUXXAET YacToTy 6akTepuanbHbIX MHGEKLIMIA MOYTH
Ha 70%. 3TOT Npenapat sBNseTcs 6e30MnacHbIM N 3GPEKTUBHBIM CPELCTBOM
ona 6onbHbiXx XIB, Tak Kak OH 3awmuaetr OT OOJSIbLUMHCTBA MaTOreHHbIX
MUKPOOPraHN3MOB, BbI3blBaroLLMX UHGekLMIo npu XI'B, ogHako He okasbiBaeT
CYLLECTBEHHOIO BAUSHUS Ha HOpManbHyto GOpY KULWEYHWKA, COXPaHss
3HAYUTENBHYIO YacTb HOPMasnbHOro 3awWwuUTHOrO 6GakTepuanbHoro ¢oHa.
Ons npopunakTM4eckoro NPUMEHEHUS KO-TpUMasosia TakXKe BaXHO, 4TO
ero aQpPeKTUBHOCTb HE CHMKAETCS CO BPEMEHEM. ITO CBS3aHO C TEM, YTO
6aKkTepun, OT KOTOPbIX OH 3awmiiaeT 6onbHbIX XIB, B 340pOBOM OpraHn3Me
NaLMEeHTOB BCTPEYAIOTCSA TOJIbKO B Ciyvae UHpekumn. Taknum obpa3om, aToT
AHTUOMOTUK HE BbI3bIBAET PE3UCTEHTHOCTU Y MUKPOOPraHU3MOB, OT KOTOPbIX
OH 3aWMLLaeT NaumeHTa.



XpoHuyeckas rpaHysieMaTo3Hasi 601e3Hb

[AaMMa-UHTEPHEPOH, ECTECTBEHHbLIN MPOAYKT WMMYHHOW CWUCTEMbI, TakXe
NPUMEHSAETCS A1 aKTUBU3aLNN UMMYHHOW CUCTEMBI Y 605bHbIX XI'B. [TokasaHo,
410 y 605bHbIX XI'B, nony4aroLwmx raMma-mHTEPEPOH, KOJIMYECTBO UHOEKLMM
yMeHbluaeTcsl 6osiee 4yeM Ha 70%, a ecnn 3TU MHOEKUMU Cny4varoTcs, TO
OHWN NpPOTeKaloT B 6osiee nerkom ¢opme. Y 6o0sbHbIX XIB HeT peduunta
ramma-uHTepdepoHa, 1 3To CPeacTBO He manedmaeT XIb. OHO noBbiwaeT
UMMYHUTET MNyTEM aKTMBaLUM HECKOJIbKMX OOLUMX MEXAHU3MOB, KOTOpbIE
YaCTUYHO KOMMEHCUPYIOT HEOOCTAaTOK MPOAYKLMM MEPEKUCU BOJOPOAA.
aMMa-uHTEPHEPOH MOXET BbI3biBaTb MOOOYHbIE 3PPeKTbl, Hanpumep,
NOBbILLIEHWE TeMMepaTypbl, HOYHbIE KOLUMapbl, YTOMISEMOCTb U CHUXEHUN
KOHLLEHTPpaLMM BHUMaHNSA. B 3TOM crlyyae MOryT noMoYb XapornoHmKaroLwme
cpefcTBa, Hanpumep, MoTpuH 1 Aggui. HekoTopble NaumeHTbl NPeanoYmTatoT
He MpUHUMaTb raMMa-uHTePPepoH o 60pbObl C MHPEKLMAMU 13-3a TOro,
YTO ero Heo6xo4MMO BBOAUTb BHYTPUMbILLEYHO, MO0 13-3a €ro CTOMMOCTU
NN HenpuemsieMbix NOBOYHbIX 3PHeKTOB. ECTb AaHHbIE O TOM, YTO BBELEHUNE
Jaxe 0ofiee HU3KUX, YEM CTaHOapTHble, 003 ramMma-uHTeppepoHa MOXeT
B HEKOTOPOW CTEMEHU 3alMUTUTb OT MHOeKUuMn. [lo 3ToM NpuYMHE MHOrue
3KCNepTbl B 3TOM 06/1aCTU PEKOMEHAYIOT MaUMEHTaM, KOTOPbIE PELUUN He
NPUHUMATb raMMa-UHTEPHEPOH MO YKa3aHHbIM BbILLE MPUYMHAM, MO KpanHewn
Mepe NonbITaTbCA NPUHATL €ro B 60J1e€ HU3KUX [03ax UK pexke. B yacTHocTw,
No60oYHblEe 3PPEKTbI 0ObIMHO 3aBUCHAT OT A03bl, U UX MOXHO CHU3UTb UK
YCTPaHUTb YMEHbLUEHWEM [03bl UM 4acTOTbl MPUEMA ramma-uHTepdepoHa
[0 YPOBHS, KOTOPbIA BCE e MOXET 06ecneynTb NPoPUnaKkTuky UHGeKLUN.

OTHOCHTENBHOHE,ABHO ObII0NOKA3aHO, YTO EXXEAHEBHbINNPUEMNEPOPASIBHOMO
NPOTMBOrPUOKOBOro npenapara WTPakoHa3osla MOXET CHU3UTb 4YacToTy
rpPMBKOoBbIX MHpeKkunn npu XI'b. Onga MakcuManbHOM NPOTUBOUHPEKLIMOHHON
npo@unakTnKmn 60nbHbIM XI'b HEOBXOAMMO eXXeAHEBHO NPUHMMATbL BHYTPb KO-
TPUMOKCA30J1 U UTPAKOHA30/J1, a TaKXKE TPY pasa B HELENIO AeNaTb UHbEKLNN
ramma-uHTepdpoHa. lpu TaKkom cxeme fieYeHnst CPeHAS YacToTa MHpeKLUA y
6onbHbIX XI'b nagaeT [0 04HOroO criyyas NpUMepPHO 3a YeToipe roga. KoHeuvHo,
WHOMBUAYasIbHbIE TEHETUYECKME U CllyYarHble akTopbl MPUBOLAT K TOMY,
4YTO Yy HeKOTOopbIX 60JIbHbIX XI'B MHeKUUM HabnogatoTCs Yalle, a y Apyrmx
pexe, YeM OJMH pa3 B YeTbipe roga.

Bo3MoXHO un3neveHne XIb ycnewHon TpaHCrjaHTauuen KOCTHOro MO3ra,
HO 60NbLUMHCTBO 60JbHbIX XI'B HE NCMOsIb3YIOT 3TOT BapmaHT. B HEKOTOpPbIX
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XpoHuyeckasi rpaHyneMaTo3Hasi 6osie3Hb

CllyYasix 3TO CBA3aHO C OTCYTCTBMEM 340POBOro 6parta nav 340pPOBOMN CECTPbI
L7191 NONYYEeHNS NOSIHOCTHIO COBMECTUMbIX TKaHEW; ApYyrue naumeHTbl HEMN0X0
cebs YyBCTBYIOT MpW OObIYHOM TEPANMU U HE XKENaKT NOABEPraTbCa pUCKam,
CBsI3aHHbIM C TpaHcnnaHTaumen. OgHako 6onbHble XI'B, YacTo nepeHocsLme
NHPEKLMKN, KOTOPbIE YIPOXKAKT XXU3HU, AOMKHbI 6bITb NPOUHGOPMMPOBAHBI O
TOM, YTO UM MOXKET NOMOYb TPAHCMIAaHTaLMs KOCTHOro Mo3ra. [eHHas Tepanns
ewe He npuMeHsieTcs ans nedveHuss XIb. OpgHako HekoTopble nabopaTopun
paboTaloT Hag 3TUM HOBbIM METOAOM, KOTOPbIA MOXET CTaTb AOCTYMHbIM B
OyAyLieMm.

MHoOrne Bpa4m COBETYIOT NaLMEHTaM Ny1aBaTb TOJIbKO B XOPOLLO XJIOPUPOBAHHbIX
6accerHax. [naBaHue B OTKPbLITOM BOAE, OCOGEHHO B NPECHOBOAHbIX 03€epax,
N gaxxe B CONEHOM BOAE, MOXKET NMPUBECTU K KOHTAKTY C MUKPOOPraHU3Mamu,
He SABNSIOWMMUCS BUPYEHTHbIMMA (CNOCOGHBIMM BbI3BaTb MHOEKLMIO) Y
3[40pPOBbIX MMOBLOB, HO MOrYT BbI3BaTb UHpeEKUMIO Yy 605bHbIX X[B. [prbbl
pona Aspergillus npucyTcTBYIOT BO MHOrMx o6pasLax MapuxyaHbl, MO3TOMY
6onbHbIM XIB He cnepyeTr KypuTb MapuxyaHy. Bosbliyto onacHoCTb Ans
G6onbHbix XI'B npencTtaBnseT pabota C cagoBbiM NeperHoem (COPOLLEHHOM
M 3ansiecHeBesion KOpPOW AEPEBLEB), MOCSIE KOTOPON MOXET BO3HWUKHYTb
TSHKeNas M yrpokarowias >XM3HW OCTpas WHransuMoHHas acrneprusnesHas
NMHEBMOHMS, OXBaTbiBawoLWas Bce nerkve. Bo gBope, roe >XMBYT GOJbHblE
XI'B, cnepgyet Mo BO3MOXHOCTWU BOOOLLE BO3LEPXKMBATLCA OT NMPUMEHEHUS
CafoBOro neperHosi, a camm 6osbHble XIB He [OMKHbI BbIXOAUTL M3 AOMA,
Korfa Ha cocefHuX ABopax WMAET paboTa C CagoBbiM neperHoem. [locne
MOJSIHOrO OCaXAEHWS MEPEerHos Ha Mo4Be, KOorha ero He pasbpacbiBaloT U
He pbIXNAT rpabnsMu, OH NPeACTaBASET ropasfo MeHbLUYI OMacHOCTb Ans
60nbHbIX XI'B. MaupeHTbI Tak>Ke fOMKHbI n36eraTb paboT No NepeksiagbiBaHNo
HaBO3a WM KOMMOCTHbIX Ky4, Mepecagke AOMALUHWMX PaCTEHU, YUCTKe
NnoABasioB U rapaxemn, paspyLUEHNO CTapbiX CTPOEHUA AN PEKOHCTPYKLMN.
OHM Takxke [OJDKHbI M36eraTb KOHTAKTa C MbUbO, @ TakXKe CO CTapoW
3annecHEBESION TPaBOM U CEHOM (B TOM unucne nsberatb NOe3A0K HA CEHE).
B cBA3M C 6OMbLION BaXXHOCTbIO PAHHErO JieYeHUs UHEKLMI, nauueHTam
pekoMeHayeTcs 06pallaTbCs K Bpayy No noBofy Manenwmx MHbeKUmin.

MPOMHO3

KauyecTBO >KM3HM MHOTUX GOJIbHbIX XPOHMYECKOWM rpPaHyJsieMaToO3HOM
6onesHbio (XIB) 3HAUMTENIBHO YYYLIUIOCh MO MEPEe HAKOMEHMS 3HAHWUM
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XpoHuyeckas rpaHysieMaTo3Hasi 601e3Hb

0 naTtonornm GaroumMToB M OCO3HAHUS HEOOXOOAUMOCTU pPaHHEN aKTUBHOM
aHTMOMOTMKOTEPANUN MPU BO3HUKHOBEHUU WHPekUMM. 3a nocnepHue 20
JIeT nokasatenm 3aboNeBAEMOCTU U CMEPTHOCTM 3HAYUTENIBHO YYYLINIIUCD.
MNMopaBnsawouee 6onbWMHCTBO aeten ¢ XI[B wumeT waHcbl OOXUTb A0
B3pOCNOro Bo3pacTta, a MHOrme B3pocible 60sbHble XIB MMeroT xopoluyto
paboTy, co34al0T CeEMbO U UMelT aeTen. OgHako GOMbLUMHCTBO 60JIbHbIX
X6 no-npeXxHemy MNOABEPralTCA 3HAYUTESIbBHOMY PUCKY WHPEKLUW; OHU
LOJDKHbI MPUMEHSATb MepPbl MPOPUNAKTUKN U CTAapaTbCa KaK MOXHO paHblue
BbISIBNIATb U JIEYUTb BO3MOXHYI UHPekumo. bonbHble XIB MoryT 4vacTo
HY>XAAaTbCS B rOCNUTann3awumm, NoCKoJibKy AJ19 TOYHOro OnpefeneHns ovara
n B030yauTens nHdekumm TpebyoTcs MHOTME UCCIeA0BaHUS, a NS IeYEHUS
TSOKENbIX MHPEKLUMA HEOOBXOAMMO BHYTPUBEHHOE BBELEHWE AHTUOMOTMKOB.
OnntenbHOCTb  nepuoja Mexpy  UHPEKUMSMUM  MOXHO  YBESIMYUTb
npodmNaKkTMYeCckMM BBELEHMEM aHTMOMOTUKOB W ramMa-uHTepdepoHa.
MNocne pocTmkeHns 60MbHbIMM NMOAPOCTKOBOrO BO3pacTa YacToTa TSHKESbIX
NHPEKLMIN MMEET TEHAEHLMIO K CHUDKEHMIO. ONsAThb XKe, CeAyeT Noa4YepPKHY Tb,
4yTo MHOrme 6GonbHble XIB 3akaHuMBalOT 0Oy4YeHWe B LUKOJIE, MOCELLAOT
BbiCLUME YyYebHble 3aBefEeHNS U BEAYT OTHOCUTESIbHO HOPMasbHYH XXW3Hb.
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BceMupHas opraHusauusi, paboTatoLas ans
MOBbILLEHUS] Ka4eCTBa XXU3HU JIIOLEN C
NePBUYHBIM UMMYHOAEDULIMTOM

info@ipopi.org WwWw.ipopi.org

IPOPI is a Charity registered in the UK, registration number 1058005
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AsTopckue npasa 2007® npunagnexxat doHay Immune Deficiency Foundation, CLUA.
"PykoBOACTBO MO MEPBUYHLIM UMMYHOAEDULUTHBIM 3a601€BaHUAM A5t OOMbHBIX U YIEHOB UX cemein'",
13 KOTOPOro 3TOT MaTepwan B3[T Mo JIMLLEH3UN,
6b110 pa3paboTaHo PoHAOM UMMYyHOLEDULMTHBIX cocTosHMIA (Immune Deficiency Foundation)
npu nogaepxxke komnaHum Baxter Healthcare Corporation.
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