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nPO MMMYHMUTET

MMMyHHas cucCTeMa Hy>KHa yenoseky ans 6opbbbl C PasiMyHbIMK
UHOEKUMAMM U KOHTPONS 3a paboToM COBCTBEHHbIX OPraHoOB W
TKaHen. Y 300pOBbiX /OAeM MMMYHHbIM OTBET Ha BHELUHWe
«BTOPXKEHMSA» BK/TIOYAET [BE YaCTMU.

MNepBoW nUHMEN OBOPOHbI HABAAETCS BPOXAEHHAA CUCTEMa,
cocToswas M3 ocobbix Knetok (parouutos, KOMMNOHEHTOB CUCTEMDI
KOMMNeMeHTa), KoTopble obecneuyuBaloT Hecneuudbuyeckyto, TO
€CTb, He afanTMPOBaHHYIO K KOHKPETHOMY MUKPOBY peakuuio.
MHOorga [OCTAaTOYHO TOMBbKO 3TOM YaCTW MMMYHHOIO OTBETa, YTODbI
cnpaBuUTbcsa ¢ npobneMon. Ho OBbIMHO BPOXKOEHHas cUcCTeMa
«0epXKMT OBOpOHY» OO0 Tex nop, noka akTMBM3MpyeTcs, Tak
Ha3blBaeMas, afanTMBHasS WM NPMOBPETEHHAA YacTb UMMYyHMUTETA.
AfanTMBHas peakuus ABNSeTCsS BTOPOM NMHMEN OBOpOHbI, M eé
aKTUMBM3aLMa MOXKET 3aHMMaTb HEeCKONbKo AHeW. Ha aToM 3Tane
MMMYHHbIM OTBET CTaAHOBMUTCS CrneumMdUUHbIM [ONd KOHKPETHOro
MUKPODBa. A B pesynbTaTe Takoro KOHTakTa MMMYHHOW CMUCTEMbI U
Yy>KEPOLHOro areHTa CoxpaHsaeTcs AnuTeNnbHas UMMYHONOrMYecKkas
namMaTb, YTO MO3BONSET OTBEYaTb HA MOBTOPHbIE «BTOPXKEHMS»
6onee apdeKkTMBHO.

Ba)kHble KNeTKM NPUOBPETEHHOro UMMYHUTETa — Pa3/IMYHble BUOb
numooumToB. Hanpmumep, B-numbountsl (Mnm B-knetkn) npomssoaat
anTMTEna (MM MMMYHOTNOBYNUHBI), KOTOPbIE MNPUKPENNNOTCH K
MUKPOBY, YTO ynpolwaeT ero obHapy>XeHue OPYrMMU UMMYHHbIMU
KNneTkaMu 1 nosponsaeTt bbicTpee obesppeautb. T-nMMboUmUTbl (MK
T-KNeTkM) — TakxKe BaXkKHble KNETKM afanTMBHON UMMYHHOMU CUCTEMbI.
OpHa 13 GYHKUMM T-KIETKM COCTOMUT B TOM, YTOObI aKTMBMPOBATbL B-
KNeTKy M nepenaTtbh el MHPopMaLMio O MUKpPObe ans NPOoM3BOACTBA
HY>KHOrO Tuna aHTUTen. HekoTopble T-KNeTkM HEenocpencTBEHHO
YYaCTBYIOT B YHUUTOXEHMM MUKPOBOB. T-KNeTKM Takxke nepenaroT
CUrHasbl, KOTOPbIE aKTUBUPYIOT ApYrue KNeTKMu UMMYHHOM CUCTEMBI,
WM KOHTPONMPYIOT  MPaBMIbHOCTb  B3aMMOOENCTBUA  KNETOK
UMMYHHOW CMCTEMbl MexXpay CcoBboW, 4YTO KparHe Ba)kHO [Osd
noafep kaHuna BHYTPEHHEro nopsaka B opraHmMsMe.



npPoO UMMYHOOEPULANTDI

MepBUYHbIEe UMMyHOaEdPUUMTLI (M) — Bonbluag rpynna 3abonesaHui,
MPM  KOTOPbIX  HapyllaeTcsl  HopManbHoe  YHKLMOHMPOBaHME
MMMYHHOM CMCTEMbl. Y OfHOro u4enoBeka MOryT HemnpaBuibHO
pabotatb OOMH WM HECKONIbKO KOMMOHEHTOB afanTUBHOMO MM
BPOX/IEHHOrO MMMYHHOIrO OTBETa, B Pe3y/bTaTe Yero OPraHusM He
crnocobeH 3dpdeKTMBHO oTBeYaTb Ha MHPEKLMU 1/ MNn NpenoTBpaLLaTh
ayToarpeccmio MMMYHHbIX KIETOK.

MPUYUHOM NEPBUYHBIX UMMYHOOEDULUMTOB SBNSIOTCH reHeTUYeckme
NMONoMKkM — gedekTbl, UK MyTaLuu, KOTOPble MPOMU3OLLIM B FeHax,
KOOMPYIOLMX MHPOPMaLMIO O paboTe pasHbiXx MoMeKyn MMMYHHOM
cUcTeMbl. MyTaumm Mpu  MNEPBUYHBIX UMMyHodeduuMTax, Kak
NpPaBuIO, MOBPEXAAOT OAMH M3 FeHOB, NPOM3BOAALIMX Benku ans
MMMYHHOW CMCTEMbl. B  pesynbTaTe Takoro noBpexaeHus
CUHTE3UPYETCS HernpaBu/bHbIM BENoK WMAW CAMILKOM Manoe ero
KOMIMYECTBO, M HOpMarnbHas ¢yHKUMa Benka Hapylaetcs. MHorpa
MyTauMs MNPUBOOMT K CIIMLLUKOM aKTMBHOW paboTte WMMYHHOM
CUCTEMDBI, KakK MpPW ayTOBOCManuUTeNbHbIX 3abonesBaHusax. B
3aBMCUMOCTM OT TOrO, B KakOM M3 FE€HOB MPOM3OLLO NOBPEXIEHUE,
HapyLUeHMa BO3HMKAIOT B TOW MM MHOM YaCTM MMMYHHOM CUCTEMbI. B
HEKOTOPbIX CNy4Yasx MyTaLMIO MOXKHO OnpeaenuTb BbiCTPo, B APYrMX
- MOMUCK 3aHUMAET MPOAOIIKUTENIbHOE BPEMS.

Ha cerogHsWHUM OeHb Hayke M3BECTHO okonio 500 Takux reHos,
OTKPbITME  KOTOPbIX MO3BOAMAO WMMMYHOMOraM noaTBEPOMTb
NpPaBUbHbIK AMArHO3 NepPBUMYHOro MMMYyHOoOEedPULMTA Y HEKOTOPbIX
MaLMeHTOB, MOHATb, KakK Pa3BMBAlOTCS 3TU 3aboneBaHus, U y3HaTb
Bonble 0 TOM, Kak MMMyHHas cucTeMa bopeTca ¢ MHPEeKUMAMU U
paKkoM.



MEXAHM3Mbl HACJIEQOBAHMUA
MYTALMM, NPEHATANIbHASI AMATHOCTUKA
U CEMEMHOE KOHCY/IbTUPOBAHME

3.1 NMoyeMy He06Xx0AMMO YCTaHOBUTb FEHETMUYECKYIO MPUYMHY
nepBuYHOro UMMyHogeduumra?

feHeTMyeckoe obcnefoBaHWe MOXET MNOATBEPAMTb AMarHos
NnepBUMYHOro MMMyHogeduuMTa, YTO MO3BONMMT BpavaM BbIbpaTb
afeKkBaTHOe fnevyeHne W MpeaBuaeTb BO3MOXKHbIE OCMIOXHEHWUA U
TPygHOCTM B ByayuieM. DTO OCOBEHHO BaXHO, KOrga y nauueHTa
HET TWUMWUYHbIX NMPU3HAKOB M CUMNTOMOB 3abonesaHus. [MOCKOMbKy
MHorue M noxoxXu Opyr Ha gpyra, reHetuyeckoe obcneqosaHue
MO>KET BbISIBUTb UCTUHHYIO NMPUUMHY BONE3HM NauMeHTa.

3HaHWe reHeTmyeckoro aedekra Takke NMo3BONUT ONpenenuTb, Kak
Hacnenyetcs  3aboneBaHMe M KOMY M3 POOCTBEHHWKOB
3aboneBlIero HeobxogMMO MNPOBECTM TeHeTMYEeCKMM aHanu3 [o
Pa3BUTUA NPOABIEHUA BOME3HU UM CEPbE3HbIX OCOXHEHWN.

Euie ofHOM Ba>KHOM MPUYMHOM O/ NOMCKa MyTauuu B reHax ML
ABNSeTCS BO3MOXHOCTb npoeeneHns npeHaTanbHOM "
NPEeUMMNIaHTaLMOHHON OMarHOCTUKU. DTU UCCIEeNOBaHMUA NO3BONSAIOT
onpenenutb NepBMYHbIM UMMyHOOEDMUMT OO POXKAEeHUS pebeHka,
YTOBbI NleYeHne MOXKHO BbINo HauyaTb Cpa3y Nocne POXKAEHWUS, UK
JaTb LWaHC poauTensaM poamTb 300poBoro Manbiwa. ObcnegosaHme
nnoga u/vnu aMb6pMoHa BO3MOXKHO TOMbKO MPU U3BECTHOM B CEMbe
reHeTuyeckoM gedexre.

MHorma reHetTMyeckoe obcnefoBaHMe COCTOUT M3 LENIOU Cepuu
aHaNM30B M MNPOBOOMUTCS Pa3NUYHbIMU METOJAMM B HECKOSIbKMX
nabopartopuax. Mx BbIBOp M MNocnenoBaTeNbHOCTb 3aBUCAT OT
KOHKPETHOro Ccfyvyas: OCODBEHHOCTEM TMPOSBIEHUM OOoNnesHn u
pe3ynbTaTOB [JOreHeTuyeckoro obcnenosaHus. [Ona  aHanusa
Ob6blYHO [OCTATOYHO HEebOSMbLIOro KOMMYecTBa KPOBM: MHOrOa
MOXKeT noTpeboBaTbCsi COCKOD C BHYTPEHHEN MOBEPXHOCTU LLEKM
WM HOTTU MauueHTa u/unm ero poaCcTBEHHUKOB.



3.2 MNMouyeMy HeKkoTopble NMUL, AUMArHOCTUPYIOTCSA Y B3POCHbIX, €CINTU
ABNAIOTCA BPOXKAEHHbIMU?

Mpu HekoTopbix dopMax ML yxyaweHne NPOUCXOAUT MeLJIEHHO U
bonesHb NpPosBNAeTCA B MOMHOM Mepe TOMbKO B 6onee 3penoM
BO3pacTe. MHorga MMMyHHas CUCTeMa CnocobHa KOMMEHCMPOBaTb
HeOoCTatoLLyo GYHKLMIO, XOTS MyTaLmMsl reHa NPUCYTCTBYET BCerga - B
TaKKX CNy4Yasx cepbesHble NpobneMbl He BO3HWMKAIOT JoNrme rogpl.

3.3 Yto TaKkoe HacnepoBaHMe NepBUUYHbIX UMMYyHOAedULHUTOB?

MHorne 3aboneBaHWs - He TOMbKO MMMyHOAEDUUMTbI - UMET
reHeTMyeckoe MNPOUCXOXIEHNE W NepefaloTcs U3 MOKONEHUs B
nokoneHue. bonblwas Yactb MNL - BPOXKOEHHbIE: MOMyYeHHble MO
HaCcNeacTBy OT POAMTENEN UM BO3HUKLUME Ha CaMbiX PaHHMX CTafMsax
BHYTPUYTPOBHOrO pa3BuTMs pebeHka. Kak npossutcs 6onesHb M Kak
OHa OypeT nepepaBaTbCd B CEMbe, 3aBUCMT OT KOHKPETHOMO
uMMyHogeduumTa (MM Mx  rpynnbl). YacTo ceMenHas wcTopwus
3aboneBaHMss B KOMI/EKCe C  Pas3/M4YHbiMM  NlabopaTopPHbIMU
MCCnenoBaHUSAMM NO3BONSIKOT YCTAHOBUTb POSb OMNPEAENEHHbBIX FEHOB
WM XPOMOCOM B Pa3BUTUM MEPBUYHOTO WMMyHopeduumta Yy
KOHKPETHOr O NaLmeHTa.

MHPopMaLUmMsa O pasnMyHbIX  YHMKaNbHbIX MNPM3HaKax —YenoBeka
3aKogMpoBaHa B reHax, KOTopble YNakoBaHbl B OJIMHHbIE, MOXOXME Ha
HUTKW, CTPYKTYpbl, Ha3blBaeMble XpoMocoMaMu. Kaxpas knieTka
yenoBeka CoaepP XuT 23 napbl, UK 46 XPOMOCOM - Bcero 23 Habopa
reHoB. B Ka)kgoW mape opHa M3 XPOMOCOM yHac/nefoBaHa OT MaTepM,
gpyrag - oT otua. lNonyyaetcsd, 4to Ana GOPMUPOBaHUS OOHOrO
Npu3HaKka YenoBeK NonyyaeT OOguH reH oT MaTepu, OOMH - OT oTLua.

Bo BpeMs npom3BoacTBa AMLEKNETKM UK CnepMbl 46 POOMTENbCKMUX
XpOMOCOM (23 napbl) genarca nonosnaM. OgHa XPOMOCOMa U3 Kaykgou
napbl nonagaeT B SMUEKNETKY WM B crepmato3oua. Bo Bpems
ONNOAOTBOPEHNA 23 XPOMOCOMbI, COAep»Kallumecs B saUUEKeTKe,
obbegmHAOTCA C 23 XPOMOCOMaMM criepMaTosomnaa, YTobbl oblee
YMCNIO COCTaBNANO 46. TakuM 06pa3oM, pebEHOK Nony4aeT NooBUHY
reHeTnyeckon uHbopMaLmm OT MaTePM, a NOMOBKHY - OT OTLLA.



Bce XpOMOCOMBbI, KpPOMe MOMOBbIX, HA3blBAOTCA ayTOCOMaMu U
NPoOHyMepoBaHbl OT 1 O 22 B 3aBMCMMOCTM OT pa3Mepa. OpHa
OOMOMHUTENbHAs Mapa XPOMOCOM — MofoBas - onpegenser non
nHouBMoyyMa. onoBble XPOMOCOMbI ObiBalOT ABYX TWnoB: X M Y-
XPOMOCOMBI. JKEHLLMHbI UMEIOT ABe X-XPOMOCOMbI, @ MY>XUYMHbI — MO
ogHOM X- M Y-xpoMocoMe. TakuM obpasoM, B AULEKNETKM >KEHLLMH
nonagatoT TONbKO X-XPOMOCOMbI, a B CnepMaTo3oMpax MoryT
BCTpeyaTbCs Kak X-, Tak U Y- XpOMOCOMbl. Ecnn cnepmatosomg,
ONNOAOTBOPSIIOLWMM AMLEKNETKY, HECeT X-XPOMOCOMY, TO POAUTCH
pebeHoK eHckoro nona. Ecnu cnepmartosona HeceT Y-XPOMOCOMY,
TO Mo ByAeT My>KCKOM.

lMoBpeXkaeHue reHa, Wnu MyTaums, npuBoaswlas K MNepBUYHOMY
UMMyHOOEDULIMTY, MOXET HaxXOAMTbCHA KakK Ha ayTocoMe, TaKk M Ha
nonoBoM X-xpoMocoMe. MHorma pgna  nposeieHus  H6onesHu
JOCTaTOYHO OHOM MyTalLMK, MHOTAa HEOBXOAMMO ABe — MO OOHOM Ha
KaXkgoM M3 XPOMOCOM napbl. B 3aBucuMoctn ot atoro MU MoryT
nepegaeaTbCs MO HaACNeacTBy OOHMM M3  Tpex cnocobos: X-
CLEN/IEHHbIM peLeCCMBHbIM, AYyTOCOMHO-PELLECCHBHbBIM WUnn
ayTOCOMHO-OOMWHAHTHbIM.

3.4 Yto Takoe X-cuenneHHoe peLecCMBHOE HacnepoBaHMe?

Korga noBpeXAEHHbIM reH HaxXxoOMTCA Ha X-XPOMOCOME, >KEHLLMHA,
KaKk npaBuIoO, He WMMeeT MNPM3HaAKoB 6Oone3HWM, Tak Kak pabortaer
«3[0POBbIN» FeH Ha APYron X-XpoMocoMe. Y My>kYMH eCTb TOMbKO
ofHa X-XpOMOCOMa, U €C/iM NOBPEXAEHHbIN FeH HaXOAUTCA Ha HEM, TO
HMKAKOM KOMMEHCALMM He MNPOMCXOAMT, MOTOMYy 4YTO napHas Y-
XPOMOCOMa He HECET «3[0POBbI» MeH, U Manbumk/My>KunHa Gynet
UMeTb nposasneHuMs 3abonesBaHMsd. TakoOM TUM  HaCNenoBaHMA
Ha3blBaeTcs X-CLEMNNeHHbIM peueccuBHbIM. bonesHb nepepaercsd oT
KEeHWMH (MaTepen) K My>kumHaM (CbiHOBbAM). Hepepgko crnydaetcs,
YTO B OOHOM CeMbe 60sbHbl HECKOMbKO Marlb4MKOB/MY>XXUMH. DTH
MOOM, Kak NpaBMNoO, MNPUXOOATCS Opyr OPYry POOHbIMA UK
[BOOPOAHbIMK/ TPOOPOOHLIMM BpaTbiMK, a TaKxkKe MOryT ObiTb
BpaTbaAMU XKEHLUUH-HOCUTENEMN.



MepBUYHbIE UMMYHOAEDULMTBI C X-CLIEMNNIEHHbIM TUMOM Hac/efoBaHMs
YacTo BCTpeyvatoTcs cpegn naumeHtoB ¢ [MNO. TpuMepbl Takux
3aboneBaHUK — X-cUenneHHas araMMmarnobynuHemms, X-cuenneHHas
XpOoHMYecKkaa rpaHynemMaTto3Has 6onesHb, CUMHOPOM BuckoTTa-
Onpgpwya.

B ceMbe, roe ectb MyTaLps reHa, PacrnofioXXeHHOro Ha X-XpOMOCcoMe,
MOryT POAMTBCH KakK 300PpOBble, Tak M OofbHble Manbumku. Bce
[AEeBOYKM ByayT 300pPO0BbI, 6e3 KIMHUYECKMX NPU3HAKOB 3aboneBaHus,
oaHako B 50% Cry4aeB OHM MOTYT CTaTb HOCUTENAMU MYyTaHTHOIO reHa
1 ByOyT CnocobHbl NepeaaBaThb ero Aasblie No HacneacTay.

X-cuenneHHoe peLeccmBHoOe
HacnegoBaHue

3.5 Yto Takoe ayTOCOMHO-peLeccMBHOE HacnepoBaHue?

[N BO3HUMKHOBEHUS HEKOTOPbIX MMMYyHOAEDULMTOB HEOBXOOUMbI
[Ba MNOBPEXAEHHbIX reHa Ha obemx xpoMocomax (no ogHOMy oT
Kakgoro poautens). Takue 3aboneBaHuMs HacriegyloTcs Mo
ayTOCOMHO-peLeccMBHOMY Tuny. EcCnM  yenoBek nonyumn o
HaCNeACTBY TOMbKO OAMH MYTaHTHbIM TeH, TO KIMHMYECKMX
nposiBneHni 6onesHun He byaer.



Mpu aToN dopMe HacnesoBaHMa Noan 0b6oUX MOMNOB CTPaLaloT C
ogMHakoBoW 4vactoton. Ob6a popguTensa nauueHTa SBASIOTCSH
HOCUTENSMU NOBPEXKAEHHOIO reHa, XoTsa caMu 340POBbI.

B Takol ceMbe NonoBMHa OeTel pa3HbIX MOSIOB MOXET POAUTLCH,
Kak W pPOOUTENM, KIMHUYECKM 300POBbIMM HOCUTENSIMU, HO
CNoCcobHbIMU MepefaBaTb MyTaHTHbIM reH no Hacneactey. 25%
neten bynyt abconoTHO 3g0poBbl. HO B 25% crnyyaeB [aBe
MyTaLMM poauTenel MoOryT CcoBMacTb, Torga pebEéHOK poamTcs
6ONbHbIM.

MpU 3TOM OYeHb BaXKHO MOHATb, YTO B MPOLLEHTax Bblpa)kaeTcs
TONMIbKO BEPOATHOCTb. B peanbHOM >KM3HKU, NPUM HeBOoNbLIOM
KOnMyecTBe [eTen B CeMbfX, ClydaeTcd Tak, 4YTO MyTauwus
nepepaercs pebeHkKy npu Ka>aom nocnenytoLiemn
6epeMeHHOCTH, a UCXoabl NpeablayLien 6epeMeHHOCTU HUKAK He
BNMAIOT Ha nocnegyouwme. No3TOMy €OuMHCTBEHHbIM CMOCOBOM
npenoTBPaTUTb HOBYIO BCTPEYY C MyTauMen aBnseTcs npoBepkKa
nnoga MnuM aMBpMoHa NPU KaXkaou HOBOM BepeMeHHOCTU UNu eé
nnaHUpoBaHMK (pedyb 06 3TOM NOUAET HMXKE).

CaMble pacnpocTpaHéHHble MWL ¢ ayTOCOMHO-peLecCUBHbBIM
HacnegoBaHMEM -  TaXenas KOMOWHMPOBAHHAA  WMMMYHHas

HegocTaToyHocTb (kpome TKMH ¢ pedektoM reHa IL2RG),
ATakcus-TeNnbaHrnMakrTasna wunum cuHgpom Jlyn bap, CUHAPOM

HumnMereH.
AyTOCOMHO-peLIeCCUBHOE
HacnegoBaHue



3.6 YTo 03HaYaeT ayTOCOMHO-AOMMHAHTHOE HacnepoBaHue?

Mpu HekoTopbix dopMax MM NOBPEXOEH TOMbKO OOMH TeH,
PaCMoONO)KeHHbINM Ha ayTOCOMe, OQHAKO 3TO MPUBOAMT K MPOABAEHUIO
bonesun. B TakuMx cCnydasx HOPMasbHbIM TFeH B MPUCYTCTBUK
MYTMPOBABLLErO reHa He MOXET KOMMeHCUpPOoBaTb 0bpPa3oBaBLLUMMCS
nedbekt. DTO dBNEHME Ha3biBAaeTCS AOMMHUPYIOLWMM HEraTUBHbIM
BIMSAHMEM.

MpuMmepsbl MAL ¢ ayTOCOMHO-OOMMHAHTHLIM HacnegoBaHWEM — runep
IgE- cuHOpOM C MyTaupMen B reHe STAT3, HacneocTBEHHbIM
aHTMOHEBPOTUYECKUIA OTEK, Borbllas 4YacTb ayTOBOCMANMUTENbHbIX
CMHOPOMOB.

Mpu Al TMnNe HacneaoBaHUS BEPOSTHOCTb POXKOEHWS 3[0POBOro
pebEHka cocTtaBnser 50%: MOMoBMHA AETeM Pa3HbIX MOMOB MOXET
ObiTb 30POBa, HO MPW ITOM MOSMIOBMHA MOXKET MOMYYUTb MYTAHTHYIO
Konuio reHa. OpgHako M B 3TOM Cllydae He CYLLeCTBYEeT HMKaKMX
rapaHTMM1, YTO MYTaHTHbIM FeH He JOCTaHEeTCsH PebBEHKY MPW KaXkaoou
nocnegytollen GepeMeHHOCTU. [peackasaTb 3TO pacnpegeneHue
HEBO3MOXXHO, BO3MOXXHO /WLLIb NPOBEPUTb MIIOM, Ha HanMumMe MyTaLmm
NP HacTynmBLLEN BepeMeHHOCTH (MM SMBPUOHbBI NP MNaHUPOBAHMK
2KO).

AyTOCOMHO-AOMUHAHTHOE
HacnepgoBaHue



B cnyyae NMWO c AL HacneooBaHWeM OYeHb BaXkKHO obcnenoBaTb
POOCTBEHHUKOB NaUMEHTa, B TOM YMUCNEe M B3POCHbIX, Ha NpeaMeT
HOCUTENbCTBA MYTAHTHbIX T[EHOB, TaK Kak TMpuv 3TOM Tune
HacnenoBaHWa 60Me3Hb Yy Pa3HbIX YIEHOB CEMbU MOXKET NPOSABNATHCA
YaCTUYHO M Janeko He cpasy. MHoraa KInHuYeckue npusHaku ML
BbISIBMIAIOTCS NMLLb BO B3POCSIOM BO3pacTe.

3.7 Kak ponro nepBuYHbIM MMMYHOAePULMUT MOXKET nepepaBaTbCs
noToMKam?

Mpu BCex BapuaHTax HacnenosaHus M noBpeXkaeHHble reHbl MOryT
nepenaBaTbCs M3 MOKONEHUs B MNokoneHwue. Ecnuv rosBopuTb O
BEPOSATHOCTU  HaCNefoBaHWs, TO OObIMHO oOnpefdenieHHbiM  reH
nepenaeTcs TOMbKO HEKOTOPbIM [eTsM, HO He BceM. Ecnm red
NepPBMYHOrO MMMyHOOEePUUMTHOrO 3aboneBaHMa nepejaeTtcs  oOT
poguTensa K pebeHKy, TO OH MOXET BMNOCNeOCTBMM nepenaBaTbCs OT
3TOro pebeHka K HeKOTOpbIM ero AeTaM, M Tak Janee. B kaxaoMm
MOKOMEHWM CYLLECTBYET OnpeaeneHHas BepPOSATHOCTb AarbHenLlen
nepeaayYn noBpPeXXAeHHOro reHa. MIMEHHO MO3TOMY reH MepPBUMYHOrO
UMMyHOAedUUMTHOrO 3ab60neBaHMs, Kak M NobOoN OPYroMn reH, MoXxeT
OCTaBaThCs B reHOpOHOE CeMbM Ha NPOTAKEHUM MHOTUX NMOKONEHUM.

3.8 MnaHupoBaHHWe ceMbU

Mocne poykaeHus pebeHka C BPOXAEHHLIM AedeKTOM MMMYHHOM
CUCTEMbl  MHOTME  CeMbM  Heu3beXxHO  CTalkuBalTca  C
HEOBXOAMMOCTbIO MPUHATUS  CIOXHOMO  PeLUEHUs OTHOCKTENbHO
Byayuien bepeMeHHocTU. CnedyeT NOAYEPKHYTb, YTO 3TM peLleHMs
HOCHT NMYHbIM XapakTep. OaHaKko BaXKHO 0bnaaaTh Kak MOXKHO Bornee
ucyepnbiBatolen uHPopMaUMen O BO3MOXKHOCTSX COBPEMEHHOM
MeaULIMHbI U BEPOSATHBIX PUCKAX B KaXKAOM KOHKPETHOM Cryyae.

Y KaxkgoM ceMbu, B KOTOPOM BCTpeYanca BPOXKAEHHbIM aedekT
UMMYHHOW CUCTEMbI, €CTb LAHC POAUTb 300POBOro pebeHka.

OaHMM U3 crnocobos onpepenuTtb, byaetr nu BGoneH MnageHel,
aBnaeTca npeHaTanbHad, WM AgoponaoBasd, AuarHoctuka. OHa
NPOBOAMTCH NPM Y>XKe HacTynuBLUEeN BepeMeHHOCTH.



YTOBbl NOMYYUTb FEHETMYECKMM MaTepuan nnoda, Noaxopsalimi ans
NPOBEPKM MyTaLMM, MPOBOAUTCH 3a6OP BOPCUMH XOPWMOHa WK
aMHMoLeHTe3. 3a60p BOPCUH XOPMOHA OBbIMHO Ha3HavaeTcs Ha 10-12
Hegene 6GepeMeHHOCTM W npeacTaenser cobor  U3BneveHue
KpOLLUEeYHOro obpasla [Pa3BMBAlOLLENCH MMaUeHTbl M3 MaTKM.
AMHMOLIEHTE3 NPOBOAUTCS B Bonee nosgHue Cpoku - Ha 16-17 Hepene
BepeMeHHOCTH, Korga MOsBNSETCH  BO3MOXHOCTb  MOyYeHus
HeBOMbLIOro KOMMYEeCTBa OKOMOMMOAHOW >KMAKOCTH, comepykalien
kneTku nnopa. Obe npouenypbl UMEOT HEBOMbLLIOW PUCK BbIKMAbILLA,
OOHaKO, €eCfM OHW MPOBOAATCA  OMbITHbIMKW  CrieLManmMcTaMm
NnepuHaTaNbHbIX LIEHTPOB, TeyeHue bepeMeHHOCTM B OOsbLUMHCTBE
CNnyyaeB He HapyluaeTcsa. B Tex cuTyaumsx, Korga noayyYmTb BOPCHHBI
XOPUMOHA WNM  KNETKM aMHUOTUYECKOW >KMAOKOCTM He y;aercs,
reHeTMYeCKM MaTepuan BblOeNnsaoT U3 KPoBM nnoda. dTa npoueaypa
MOXeT ObiTb BbIMONHEHa nocne 18 Hepenb 6GepeMeHHOCTU W
NPOM3BOOUTCS MyTEM BBEOEHMS UMbl B MyMNOBMHY MIOAa WM BEHY
nevyeHun 09 B3ATUS HEBObLLOIo KONMMYECTBa KPOBU /18 aHanms3a.

Mocne nonyyYeHus reHeTMYeckoro Matepuana nnogda BbiMONHAETCS
MOJIEKYNIAPHO-TEHETUYECKOE MCCNefoBaHMe — MOMCK MyTauuw,
CTaBLUENM MpPUYMHOM 6onesHn B OaHHOM ceMbe. [pu npoBegeHuM
npeHaTasbHOM  AMarHOCTMKM  KparHe BadkHO MOMYYMTb  TOYHBbIM
pesynbTaT B MaKCUMMarbHO KOPOTKMM CPOK, MO3TOMYy OBbIYHO
MccnefoBaHMe MpPOBOAUTCA B TOM nabopatopuu, roe 6bina
obHapyykeHa «ceMelHas» MyTaums. ECiM 3To No KakMM-TO MpMYMHaM
HEBO3MOXXHO M MPMXOOMTCA OBpallaThCs K APYrMM CreuuanuctaM,
HeobxoaMMo 3apaHee (B maeane - OO HaCTyrnieHus 6epeMeHHOCTH)
NOATBEPOMTb HanMuMe paHee OBHAPYXKEHHOM MyTaumMuM B TOM
nabopatopuu, roe byaet npoxoauts obcnenosaHue nnoaa.

Kak npaBuno, napannefnbHoO C MNOMCKOM paedekTa reHa, CTaBLUEro
NPUYMHOM 3aboneBaHus, NPOBOOUTCA XPOMOCOMHOE MUCCreaoBaHue,
KOTOpOEe MOMOraeT MCKIOUYMTb [Apyrue, YacTble XPOMOCOMHbIE
NonoMku (HanpuMmep, cuHOpoM [layHa) M onpemenuTb non nnoa.
OnpepenexHre nona nnoga UMeeT MPUHUMNMANbHOE 3HavyeHue ans
MNPUHSATUA PEeLLEHNUS O NPepPbIBaHMM BEPEMEHHOCTM NMPU X-CLENIEeHHbIX
MMMyHoaedpULMTaX.



CpaBHUTENIbHO HEOABHO MOSIBANACh BO3MOXKHOCTb OMpPedensTb Mo
nnoga no aHanusy KPoBM MaTepU Ha PaHHWUX Cpokax BepeMeHHOCTH —
oT 5 go 10 Hepenu. ITa MHPOPMaLMA MOMOraeT NPUHATL PELLEHME O
HeobxoaMMOCTM 3abopa BOPCMH XOPMOHa MNM  NPOBEOEHUM
aMHuoLEeHTe3a Npu X-cuenneHHbix 3aboneeaHusx. Ecnv non nnopa -
XKEHCKMM, TO B [JanbHeMLIeM BHYTPUYTPOBHOM obcnenoBaHmm
HEOBXOAMMOCTM HEeT, Tak KakK BbIACHWUTb, SBNSETCA M OEeBOoYKa
HOCUTENEeM MyTalMM, MOXKHO Yy>Ke Mnocne poykaeHus. Ecnu ke non
nnoja My>KCKOW, TO MpeHaTasnbHbld MOUCK MyTaLuM HeobxoouM ans
OobHapy>keHusa 3abonesaHus nnoda.

PelleHMe o npepbiBaHUM BEPEMEHHOCTM N0  MeAULMHCKMM
NoKasaHWsaM B Clydae OBHapy>XeHusi MyTaumu y nnoga Bcerga
OCTaeTCs 3a CEMbeM.

CyulecTByeT elle oamMH Crnocob NpoBepKM MOTOMCTBA Ha Haniuuue
«CEeMENHOM» MyTaLuM — NPEUMIaHTALUMOHHAsA AMarHoCTMKa aMBpUoHa
Npu 3KCTPaKOPMNopasibHOM OMIOAOTBOPEHUM, UK 3a4aTUKN BHE MaTKM.
3TOT NPOLLECC MO3BOMSAET NEPEHOCUTb B MaTKY >KEHLLUHbI SMOPUOHDI,
He 3aTPOHYTble reHeTMYeCKMM 3aboneBaHMeM, O MOCneayowero
BblHaLLMBaHMA pebeHKka, Kak Mnpu obblyHOM BepeMeHHOCTU. OnbIT
NPOBEOEHMS MPEMMITIAHTALUMOHHOU [OMAarHOCTMKM B CEMbAX C
nepBUYHbIMU UMMyHOOEPULIMTaMU eCTb U B Poccum.

Jllobble BOMPOCHI, KacalowMecs MNaHUPOBaHUS CeMbW, HOCSAT
UCKITIOYUTENBHO NIMYHBIA XapakTep. OQHaKo Mpu MPUHATUM PeLLeHUM
OYeHb Ba)KHO 3HATb O OMArHOCTMYECKMX MeTodax M BO3MOXKHOCTSIX
NpoBeAeHUs NpeHaTanbHOU 1 NPEUMMNIaHTaLMOHHOM AMArHOCTMKM 19
ceMeM, CTONKHYBLUMXCS C BPOXAEHHBIMU 3a60NEBaHUAMU MMMYHHOM
cUCTEMBI. DTy MHDOPMALIMIO MOXHO NMOMY4YMThb OT Ballero negMaTpa, a
TaKkKe Yy MMMYHONOra, reHeTMka Mnu akywepa-rmHekosnora. Kpome
TOro, CyWeCTBYeT BO3MOXHOCTb OYHOM  KOHCYynbTaLmuM Yy
uMMyHonoros HMMUL, OrOMN wmum. Omutpua PoradyéBa - pna aToro
HeOobX0AMMO NPeaBapPUTENIbHO 3amnMcaTbCs Ha aMBynaTOPHbIA NPUEM
B KOHCYNbTaTUBHOM LIEHTPE WM OTNPaBWUTb CoOoBLleHMe ang
oTaeneHns MMMyHonoruu no agpecy info.archive@fnkc.ru



npPod4BNEHNA MMMYHOOAEDULIMTOB

Ecnv MyTaummM reHOB WMMMYHHOW CMCTEMbl MPWMBOAAT K JIerkKUM
NOBPEXAEHUSAM MMMYHMTETa, TOraa 3aboneBaHMe MOXXET HavyaTbCs B
Bbonee nosgHeM, gaXke B3POCIOM Bo3pacTe. A bbiBaloT gedekTbl,
KOTOpPbIE BbI3bIBAIOT TXKENyO BoMnesHb y>kKe B nepsble Mecsupbl Wnm
[aXke OHU XKM3HU, YTO KpalHe OnacHO A/1s MafieHbKOro YernoBeka.

MposBNAOTCA  NEPBUYHbIE  MMMyHOOEeDMUMUTBI  MO-PasHOMY, B
3aBWCMMOCTHM OT TOTO, KaKOM MEXaHM3M HemnpaBuibHO paboTaeT unu He
paboTaeT coBceM. [na HekoTopbix NaumeHToB cC TMUL xapakTepHbl
yacTble Tskenble MHPEKLUMN — BUPYCHble, BakTepuanbHble, roMbKoBbIE.
MHorpa BCe OQHOBPEMEHHO. HekoTopble rpynnbl MMMyHOOedUUMTOB
NposaBNAlOT cebs  HapylleHMeM pPaboTbl  XKenygoYyHO-KMLLEYHOTO
TpaKTa, 3HOOKPWMHHBIMKW 3a60NEBaHUAMM, PACCTPOUCTBaMM HEPBHOM
CMCTEMBI, NOPAXKEHUAMU KOXKM UMM KOCTEM. YacTO HEKOTOPbIE U3 3TUX
npobneM coyeTaloTcd B OOHOM  OpraHusMe. [nd  MHOIMX
MMMYyHOOEPULMTOB XapaKTEPHbI ayTOMMMYHHbIE M 3/10Ka4YeCTBEHHbIE
OC/NOXXHEHMS.

[Mpumepsl HapyweHUU UMMYHHOU cucmeMsi

MyTauun B
reHax, KOHTPOMUPYIOLWMX B-kneTku, MOryT nNpmMBECTM K MnoTepe
npoaykumMmM  aHTuTen. [lauueHTbl C  TakMMW  MyTaUuUsaMMU
NoABepP>XeHbl PMUCKY Pa3BUTUS TSXKENbIX PeLUanBUPYHOLLIMX
(noBTOpsaoWMXCa) BakTepuanbHbiXx MHPEKUMM. MyTaumm B reHax,
KOTOPbIE KOHTPONMPYIOT T-KAETKMU, MOTYT NMPUBECTM K YMEHbLLEHUIO
KonuyecTea T-KNeTOK MM yXYOLEHUIO MX PaboTbl. Tak BO3HMUKAIOT,
HanpuMmep, KOMBUHUPOBaHHbIE UMMyHoaedULUMTbI, Korga
HapywatoTcs GYyHKUMM U T-KneTok, M B-knetok, KoTopble He
NOJy4atoT NPaBUIIbHbIX CUrHANOB OT AedeKTHbIX T-KNeToK.



- caMblM OMnacHbIM MMMyHOoedUUUT M3 ITOW rpynnbl. Y
nauneHtoB ¢ TKMH uacto Habniogaetca nonHoe oTcyTcTBue T-
KNeToK 1 BapuabenbHoe, MHoraa KpanHe HM3Koe, YMcno B-kneTok, B
pesynbTaTe 4ero WMMMyHHasa O YHKUMA OpraHusMa npakTUYecKkm
oTcyTcTBYyeT. [nd Takux geTen gaxke He3HauuTenbHas MHdpekums
MOXXeT OblTb cMepTenbHoM. TKMH obbldHO nposasnsetr cebs Ha
NMEPBOM oAy >XM3HM, U Oe3 IKCTPEHHOU MOMOLLUU CO CTOPOH®I
Bpayen npumBoauT K rubenu naumeHTta (bonee nogpobHo TKUH
onucaHa B oTaenbHoM BpoLuope).

darounTbl — KPOBSIHblE KIETKU
BPOXAEHHOM WMMMYHHOM CUCTEMbI, KOTOPbIE «MaTPYIMPYIOT»
opraHusM, noegas nobble MNaToreHbl, C KOTOPbIMU  OHMU
cTankuealoTca. MyTaumMm Ob6bIMHO BAUAIOT Ha CMNOCOBHOCTL
HEKOTOpbIX ¢arounTos 3PPeKTUBHO YHMUTOXKATb MATOreHbI.
MauneHTbl € TakuMuM gedekTaMu MOTyT He CnpaBMTbCAa C
HEKOTOPbIMU BaKTepMabHbIMU U TPUOKOBBIMKU MHOEKLMAMMU.

AUNATHOCTUKA NMHA

[na  MNOCTaHOBKM  [OMarHosa  MNepBMYHOrO  MMMyHopeduuuTa
MCMNONb3YIOT pa3fiMyHble cnocobbl. CHavyana Bpadyy HeobXxoamMmo
YCNbllaTh »Kanobbl nauMeHTa WM ero poautenen, noapobHyo
UCTOPUIO  pa3BuTUA 3abonesBaHMs, a Takke MHPOpMaLMio O
3aboneBaHUaX PoOCTBEHHMKOB (He TONbKO poamTenen, Ho 1 Babyluek,
Jenyliek, aaaen, Teten, cectep 1 bpaTbeB NaLMeHTa).

OCMOTP nauMeHTa SBMSeTCH Ba>KHOW 4YaCTbiO OMArHOCTMKM M OAET
OOMONHUTENbHYIO  MHPopMaumilo  ans  GOPMMPOBaHMSA  MnaHa
obcrnenoBaHusg.

Cnepytowmi a1an — NabopaTopHas U MHCTPYMEHTasbHas AUMarHOCTMKA.

AHanusbl KPOBM MOTYT ONpenenuTb, AOCTaTOMHO /I Y YenoBeka 6ekoB,
CNocobHbIX 6opoTbea € UHbeKumen (MMMYHOMOBYNMHOB), U3MEPUTbL
KOJIMYECTBO KNETOK MMMYHHOM cuCTeMbl. CneumarnbHble aHanmsbl KPoBU
MOTYT NOKa3aTb, XOPOLLO NI GYHKLUMOHMPYIOT T€ MU UHBIE KNETKM.



B 3aBMCMMOCTM OT CNTOXXHOCTM aHanM3a TpebyeTcs pa3Hoe KOMMYECTBO
BPEMEHM [N €ero BbiMOSMIHEHWA W CreumanbHoe obopyaoBaHME B
nabopaTopmm.

HedekTbl MMMYHHOW CUCTEMbl MOTYT MPUBOAMTL K MOPAXKEHUIO
Pa3/IMYHbIX OPraHoOB, NO3TOMY NS AUArHOCTUKM M OLLEHKM CTEMNeHU
BbIPaXXEHHOCTM 3TUX MOBPEXOEHUM UCMOMb3YIOTCA Pa3fndHble
MHCTPYMEHTalbHble MeTObl, TakKMe Kak KOMMbloTepHas ToMorpadus
(KT), MarHuTHO-pe3oHaHcHasa ToMmorpadua (MPT), a3odaroractpo-
LyOOEeHOCKONMS, KONMOHOCKoNMa M T.4. WMHorga HeobxoguMo
MccnepoBaTb YacTb TKaHM MOA MMKPOCKOMOM MOCie MNpoBeneHuUs
Buoncum.

[na noucka MyTauum (reHeTndeckoro gedekra, KOTOPbIM NpuBen K
MMMyHoaedULUMTY) Takke HeobxoamMMo crneumanbHoe obopyooBaHue
M CNOXHble aHauMTMYecKue nporpamMmbl  Ois  pacluMbpoBKM
MOMyYEHHbIX Pe3y/bTaToB. MHOMIA BbINOHEHME TaKOro UCCeAOBaHUS
BK/TOMAET HECKOSbKO Pa3/IMYHbIX 3TAMOB U 3aHMMAET MHOIO BPEMEHM.

NEYEHUE U NMPOITHO3

MporHo3 naupeHtoB ¢ MW kpanHe BapuabeneH M 3aBUCUMT OT
KOHKPETHOro  reHetMyeckoro pedekrta, CKOPOCTU MNOCTaHOBKM
OMarHo3a, CBOEBPEMEHHOCTM HasHaAYeHUS JleYeHMs, a Takxke OoT
MHOMBMOYaNbHbIX OCOBEHHOCTEMN NauMeHTa.

JleyeHne nepBUYHbIX WMMYHOOEDMUMTOB BKOYAET Tepanuio,
HanpaBfeHHYo Ha 60pbby C Pas3NMUHbIMKM UHIEKLMAMM, a TaKxKe
ayTOMMMYHHbBIMU WUNU OMYXONEBbIMM MPOLECCaMM, KOTOpble 4acTo
OCNIOXHSAIOT  TeyeHue uMMyHodedbuumTta. MHpekummn TpebyioT
ObICTPOrO WM arpecCUBHOrO  JleYeHUss  NPOTUBOMUKPOOHbLIMMU
npenapatamMu. Takasa Tepanusi MoXeT noTpebosaTb 6Honee
L/IMTENIbHOrO  Kypca, 4YeM OObl4HO HasHayaeTcs /iogsaM  C
HOPManbHOM  YHKUMEM MMMYHHOM CMCTEMbI, WCMOMb30BaHUS
OOQHOBPEMEHHO HECKOJbKMX MPEenapaToB U Pa3/IMyHbIX CMOCOBOB MUX
BBeAeHMS (BKOYasi BHYTPUBEHHbIN).



B cCOBpeMeHHOW MeauupMHe WCMOMb3YKTCA TaK  Ha3blBaeMble,
TapreTHble Npenaparbl, CNOCOBHbIE MOAYMPOBAaTL PabOTY Pa3IUYHbIX
3BE€HbEeB UMMYHHOW cuUcTeMbl. [na HekoTopbix MWL ¢ HenpaBMAbHO
paboTalowmMK  BenkaMu  leYeHne HanpaeneHoO Ha MNofaBneHue
onpegeneHHbix GyHKUUM UMMYHUTETA.

6.1 3aMecTuTenbHas Tepanusa npenapaTaMu YerioBe4ecKoro
MMMYHOrnobynuHa

[na  GONbLUMHCTBA MMMYHOOEPULUMTHBIX COCTOSHUM Heobxoamma
3aMecTUTeNbHasg Tepanua  WMMMYHOrNoBynuHaMKM, MNpPU  KOTOPOM
UMMYHOITOBYNIMH G OYMLLL@eTCA OT Ma3Mbl KPOBU 300POBbIX JOHOPOB
M BBOOMTCA MauMeHTy. Takoe Jle4eHue [O/MKHO MNPOBOOMUTHLCS
perynsapHo, T.K. BBEAEHHbIM WMMMYHOrNOBYNUH Yepes 3-4 Hepenu
paspyllaeTcs B OpraHuMaMe, W YelOBEK CHOBa CTaHOBMTCA
He3alWMLeHHbIM.  Bce  3TM MeTogpl  fledeHuss  aBnsoTCS
KOHCEpPBATMBHbIMU M, KaK MPaBuWno, nNokasaHbl naumeHty c MO Ha
NPOTAXKEHUN BCEMN €r0 XKMU3HM.

KoMy nokasaHa saMecmumenbHAss mepanusi npenapamamu
Yyesnoee4ecKo20 UMMyHOZﬂO6yﬂUHa?

3HaumMyto yacTb MU cocTaBnAoT MMMyHOOEPULMTBI C HapYLLEHMEM
WM NOJMHBbIM OTCYTCTBUEM CUHTE3a cneundudeckmx aHtuTen (MUO-HA
unu ryMopanbHble M), HapylueHne ryMopanbHOro otBeTa NpUBOAUT
K YyacToM 3a601eBaeMoCTH TXKenbiMM BakTepuanbHbiIMU MHDEKLMSMU
M K GOPMMPOBAHUIO XPOHMYECKMX OYaroB: MaHCMHYCMTOB, OTWUTOB,
BPOHXMTOB M NPOY.

Kakue cnocobbl seedeHuss npenapama 4yesnoee4eckKko20
UMMYHo27106YynuHa cywecmeyrom?

OCHOBHbIM  MeTOOOM  flevYeHueM ryMopanbHbix [N aensetca
3aMecTuTeNbHasa Tepanus C NPUMeHeHMeM BHyTpMBeHHOro (BBUIM) unu
nogko)kHoro BeedeHua (MKNM yYenoBeyeckoro WMMYHOMOBYMHa.
MHOroO4YMCNEHHbIMU nccnegoBaHUAMM JoKa3aHa OOMHaKOBas
apdektmHoCcTb MKMIM M BBUIM B npemoTtBpalleHnn UHOEKUMM Yy
naLueHTOB.



Kaxk nod6bupaemcsi cnocob esedeHus?

Cnocob BBegeHUs WMMYHOINODYNMHA [OOMXKEH OCHOBbIBAaTbCS Ha
OCHOBE MHAOMBMAOYaNIbHbIX OCOBEHHOCTEM NaLMeHTa M NEPEHOCUMOCTH
Tepanuu. MNpu 3TOM PUCK CUCTEMHbBIX Peakumi B MeHbLUEW CTeneHu
xapakTepeH gnsa MNKUM, 1 npegnoyteHne NogKoXXHOMY NyTH BBEOEHUS
cnepyeT oTaaBaTh B CrefyoLmMxX CUTYyaUnsX:

1) B cnyyae pasBuTUA TEXKENbIX peakuMid Npu  BHYTPUBEHHOM
BBEOEHUM UMMYHOTNOBYNMHOB. MpK Ucnonb3oBaHM BBUT yacToTa
NErkMX M YMepPEHHbIX CUCTEMHbIX HEXXenaTe/bHbIX ABneHui (03HO6,
ronoBHasa 6o0nb, NMXopadka, MWanruM, Cbib, 60Mb B ChuHe,
TOWHOTA, W3MEHEHUS  apTEPManbHOrO  [aBNEHWUS,  OMapes)
cocTtaengeT 5-15%.

2) Y nauneHToB ¢ 3aTPyAHEHHbIM BEHO3HbIM OOCTYMNOM, B TOM YHUCNhe 'y
ﬂ,eTeﬁ 1 NO>XXNIbIX.

3) Y nauMeHToB C KMLLIEYHbIMU MPOoBneMaMmn B CBA3M C MeHbLUMMM
notepamm IgG udepes cocydpl KuLLEYHWMKa 3a cuyeT 6bornee
paBHOMEpPHOro noagepykaHus ypoBHA IgG B MHTepBanax mexay
BBEOEHMAMU.

4) Tlpu HeOOCTaTOYHOM HacbileHun IgG Ha doHe nedeHms BBUT, T.k.
Mo NMTepaTypHbIM AaHHbIM, MKW nossonsoT 6onee 3dpdeKkTuBHO
nognep >kuBaTb KOHLUEHTPaUMo IgG B KpOBM.

Ymo makoe BBUI?

Hanbonee pacnpocTpaHeHHbIM BMOOM 3aMeCTUTENIbHOW Tepanuu B
Poccuickon defepalpm B HaCTosLLLEE BPeMs aBNFIOTCS pPerynspHble
(e>xeMecsyHble) NO>KM3HEHHbIE BBEAEHUS BHYTPMBEHHOIO
MMMyHornobynmHa (BBAI).

NMocnegHMM nNPOM3BOAMTCS W3  Mna3Mbl  OOMbLLIOrO  KOMMYECTBa
[IOHOPOB, 4YTO oObecneyMBaeT pPa3HoObpasMe aHTUTen, HO Tpebyer
BbICOKOW CTEMEeHU OYUCTKM, B TOM YMCIIe OT BUPYCOB, 3TO onpeaenser
BbICOKYIO CTOMMOCTb Npenaparta.



Kakue npenapamel BBUAIr MO>KHO uchosib308ames?

PasnnyHble npenapatbl BBUI pasnmyatoTcs No CBOEMYy COCTaBy, 4TO
TaKoke OByCNOBNMBAET UX Pa3NMUYHYO 3DPEKTUBHOCTb M NEPEHOCUMOCTb.
KpoMe Toro, oHu He SBASKOTCS B3aMMO3aMEHSEMbIMU.

Bonpoc 6e3onacHocT U addeKTMBHOCTM npenapata Bbibopa ans
NpOBeAeHUs 3aMECTUTENbHOM Tepanmu ABNAETCA KPUTUUECKM BaXKHBIM.

MpenapaTtbl 418 3aMecTuTenbHoM Tepanuu BBUI npu nedenmnn MAL
OOMKHbI COOTBETCTBOBATL CNeayoWmMM KpUTEPUIM:

1. B cBSI3u C NOTEHUMAbHBIM PUCKOM Pa3BUTUS XXU3HEYTPOXKAIOLLMX
nHdEKLMM, B TOM Yncne obyCoBEeHHbIX MapBOBUMPYCOM B19,
HeobxoaMMO BblIOUPATbL NpenapaTbl, B UHCTPYKLMMU MO
NMPUMEHEHMIO KOTOPbIX YKa3aHbl 3Tarbl BUPYC SMTUMUHALIMM,
BK/IIOYAIOLLME MHAKTMBALMIO NapBoBUpPYCa B19.

2. YuuTbiBasi PUCK Pa3BUTUS KM3HEYPOXKAOLLIMX aHabMNaKTUYECKMX
peakumm (Taykenas anneprmuyeckas peakums), 0byCcnoBneHHbIX
HaM4YMEM aHTUTEN K MIMMYHOMNOBYNMHY Knacca A, ypoBeHb IgA
LO/MKEH BbITb NPONMCcaH B MHCTPYKLUMM K Npenapary 1 He
NpeBbILWaTh 3a9BNEHHbIN.

3. He pekoMeHOyeTcsa NpMMEHSTb NpenapaThl, B MHCTPYKLMAX
KOTOPbIX HE COAEPIKMTCS YETKMX CBEAEHMM O codep kaHun IgG,
BBMOY HEBO3MOXXHOCTU TOYHOIO pacyeTa TepaneBTUYeCcKon A403bl.

4. CopeprkaHue nogxnaccos IgG A0mKHO BbiTb MPONUCaAHO B
MHCTPYKUMK K NpenapaTy M COOTBETCTBOBATb GPU3NONOrMYECKOMY
pacnpenenexmio. CoxpaHeHne GUs3mMonormieckoro NpPoLLEHTHOro
COOTHOLLEHWA noaknaccos IgG no3sonser obecneuntsb
ONTMMarbHbIM TepaneBTUYeCKUn adpdeKT.



Kakas do3a u kpamHocms BBUIN nokaszaHa ons
3amMecmumensHol mepanuu?

BBUI nokasaH B Ka4eCTBE HEMPEPbIBHOM 3aMEeCTUTENbHOM Tepanum y
naumentos ¢ MWI. Mcnonb3osanue BBUI B pose 0,4-0,5 r/kr gns
3aMeCTUTENbHOM Tepanuu, B BOMbLUMHCTBE Cly4YaeB, OOCTaTOYHO O/
OOCTMXEHMS >KenaeMoro npeatpaHchysMoHHOro ypoBHS IgG -
YPOBHSA MMMyHOrnobynMHa G B KPOBM OO0 MHUUMALMM Tepanuu Unm
nepepn ovdepenHbIM BBefeHneM npenapata BBUAT.

B cnyuyae HM3KMX nokasatenen npearpaHcdy3noHHOro ypoBHs IgG
(Hwxe 7-8 r/n) ™Moryt noTtpeboBaTbcsi 6onee BbICOKME [O03bl
npenapata - oo 0,6-0,8 r/kr Macchl Tena 1 pa3s B 3-4 Hegenu. [o3a
UMMYHOMNIOBYIMHA M KPaTHOCTb  BBEOEHWMs  JO/MMKHa bbb
WHOMBUOYANU3MPOBaAHA O/  KaXOOro MnauuMeHtTa C  y4eToM
conyTcTBytoLLLEeM naTonorMn (BPOHXO3KTa30B, OMapen C noTepen
benka W Ap.), MeTabonMueckMx OCOBEHHOCTEM, Hanuuma Wnu
OTCYTCTBMA 060CTPEHUA UHPEKLMOHHOIO NpoLecca u ap.

Ymo makoe MNMKHUr?

MNoaKo)KHOe BBedeHMe - 3TO yOobHbIM M Be3onacHbit MyTb
BBEOEHUSA, MO3BOMAIOWMN POAUTENSAM MaLMEHTa MM €My CaMOMy
nocne obyyeHus NPOBOAUTb MHbEKLMM B OOMALUHUX YCNOBMSAX B
yaobHOe 115 BCEX BpeMs.

MNMookoXHoe BBedeHMe MO3BONAeT MNoAAEePXKMBaTb CTabusbHbIe
YPOBHW MMMYHOINIOBYNIMHA B CbIBOPOTKE KPOBM MaumeHTa. Kpome
TOro, OTCYTCTBME HEOBXOOMMOCTM Kakaple 3—4 Hepenu nocelatb
nevyebHoe yuypexkgeHue O/ NPOBEAEHUA BHYTPMBEHHOW WMHOY3MM
CYLLECTBEHHO CHWXKAeT PUCK MHOUUMPOBAHUSA, YTO aKkTyanbHO /s
nauMeHToB C  pedekTtaMuM  UMMyHuTeTa. bonee  Bbicokas
KOHLEHTPaUMa MMMYyHOrNobynmMHa B npenapate Mo CpaBHEHMIO C
npenapatamMu BBUI nossongetr yMeHbWUTb BpeMs BBeOEHUS
npenapaTta U CoKpaTUTb O6beM BBOAUMOM XKMOKOCTMU.
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n Kak esodume MNMKUIM 8 doMawHUX ycaoeusix?

Kak esodsmcs npenapamel [KNI?

[looKo>KHble BBEOEHUS MMMyHOI’J’IO6yJ'II/1Ha BBOOATCA B >XKNPOBYIO
TKaHb HENOCPeaACTBEHHO Mo, KOXKY.

KU MOXKHO 880OUMb AOMA C NOMOW|bIO:

*  MexaHM4YeCKMX MHPY3MOHHbIX HACOCOB

*  Py4HbIM METOMIOM, He TPebyIoLL,EM NMOMMbI: NPKU 3TOM npenapat
NPOTaNKMBAETCA BPYYHYIO C MOMOLLbIO OBbIYHOrO LNPULA 1
UrNbl-6aboYKM.

Boibop mMecma 9ns esedeHus KU

BBOaUTL MpenapaTt MOXKHO B Yy4aCTOK (MnM y4acCTKM) Ha >KMBOTE,
benpe, nneye WM Ha BHEWHeW cTopoHe 6epnpa/6Genpa (Balu
Nnevallmi BpaY CKaXkeT BaM, CKOMbKO MEeCT [/1f BBEOEeHWs BaM
HeobXoOMMO UCMONb30BaTh).

MecTa onsa BeegeHus MNKAI
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1. BBoamTe ToNbKOo A0 20 MM Ha KaXkaoe MecTo, YTOBbl CHU3UTb PUCK
peaKkumMi B MecTe BBeOEHMS.

2. Baw BbIbOp MecTa BBEOEHMSA MOXXET M3MEHUTbCS B 3aBUCMMOCTH
OT MaccCbl TeNna u J4o3bl.

3. Crapamrtech He BBOaMTb MNKUIT B MeCTO, Haf, KOTOPbIM KOXKa
BOCMasnieHa, UMeIoTCA CUHSAKM, TakxKe n3berante nonagaHusa B
LpaMbl, TaTYMPOBKK UM PACTSKKM.

4, Ecnu Bbl UCcnonb3yeTe bonee OOHOro MecCta OJid BBefeHnd,
y6eﬂMTer, YTO OHWM HAXOQSATCS Ha PAaCCTOSHUU HE MeHee 5 CM

apyr ot gpyra.

Ymo makoe Memod eeedeHus «Rapid Push»? u

31O cnocob npsMoMn BbICTPOro MoakoXkHoro BeefaeHus MKUTM 6es
JOMOMHUTENbHBbIX TEXHUYECKMX  MPUCNOCOBNEHUn ana BBeOeHMs
npenapara.

Kak eeodume NMKHUIr Memodom «Rapid Push»? a

1. lMogrotoBKa K BBEOEHUIO

1.1 lMoaroTtoBbTe Bce HeobxogmMMoe Ond BBeAeHUs npenapara:
¢ CnuproBble candeTkm
* UWnpwy,
e Wrna-6abouyka

* [InacTbipb

1.2 ObpaboTalTe pyku U HageHbTe nep4YaTku
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1.3 [MpoBepbTe CPOK FOJHOCTU, COXPaHHOCTb YNaKOBKM U

NPO3pPaYHOCTb PacTBOpPA.

1.4 CHUMMWTE 3aLUMTHYIO KPbILIKY M NPOTPUTE CMIUPTOBOM

candetkom. [Janee CHUMUTE 3aLUMUTHbBIK KOMMaYoK UMbl

BCTaBbTeE UMy Linpuua BO (I)J'IaKOH Tak, 4TObBbI OHa Haxogunnacb
B 4aCTW HaMONHEHHOM BO34YyXOM.
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1.5 HanonHute wnpuy 06beMOM BO3ayXa, COOTBETCTBYIOLLMM
06beMy MNaHUPYEMON UHBEKLIMM.

1.6 [anee HapgeHbTe UMMy Ha LUNPML, HE KacasiCb 4O HEE PYKaMMU.
BbinycTuTE BO3AyX U3 LWNpULa BO $GakoH, 3TO HeobxoauMo
AN9 NpepoTBpaLLeHus 0bpa3oBaHMs Ny3blPbKOB. 3aTeM
nepesepHUTe GIAKOH M HANONHMTE LUNPUL, HEOBXOAUMBIM
obbeMoM npenapara.

1.7 CoeguHute
NOArOTOB/IEHHbIN LLMPUL,
C Urnomn-6aboykomn.
AKKypaTHO HapaBuTe Ha
LLNPML, YTOBbI 3aMONHUTD
TPYBOKY >KMAKOCTbIO.
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2 Bblbop MecTa BBeOeHMs

2.1 BblbepuTte Hanbonee noaxoasilee MecTo 419 BBeAeHUS U
NPOTPUTE ero CNUMPTOBOM CandeTKoM.

2.2 CoXXMUTe CKMaaKy KOXXM nanbLaMu, BCTaBbTe UMY NOL, YoM
459 1 3aKpenuTe ee NnacTbipem.
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3 BbinonHeHue BBegeHUs

3.1

3.2

MoTaHMTE NopLUEHb LWNPMLA Ha cebsl, eCnu Bbl YBUOMUTE KPOBb
B TPY6Ke — BblHbTE UMY, BLIBPOCUTE ee M NoBTopMUTE
npoueaypy CHoBa.

HayHuTe BBEOeHUe
npenaparta, BbibepuTe
CKOpPOCTb B
3aBMCUMOCTU OT
nepeHoCUMOCTH
nauueHTa. Mo
OKOHYaHWM BBEOEHMS
npenapara BblHbTe
Urny, UCNOMb3ys
candeTky.




3.3 3aTeM npuKpenuTe NnacTbipb Ha MECTO BBEAEHMS Npenapara.

n Kakue pucku cesizaHsl ¢ NMKHAI?

MK oyeHb XOPOLIO MepeHOCUTCH M BesonaceH, KpauHe pepnko
MOTYT OTMEeYaTbCa peakLuum Unn No6oYHble 2hPeKTbI:

Peakumu B MecTe BBeOEHMS, Takme Kak NoKpacHEeHWe, oTeK 1 3y[.
Kak npaBuWio, OHM NPOTEKaIoT NIErKO M MPOXOANAT Yepes AeHb UK
nBa. OHM MOryT nNPOSBAATLCA MOCNe MEPBbIX HECKONbKMUX
BBEAEHUI NpenapaTta M CO BPeMeHEM YMeHbLLIaoTCS. 3aMeaieHne
BBEOEHMA Mpenapata MOXET CHU3UTb PUCK MOSIBNEHUS 3TUX
peaKkumi.

MoboyHble a¢ddeKThl, TakMe Kak rofloBHas 60/b, OLLyLLEHWE Xapa,
TOLLHOTa, AMapes, 6onb B ropne, Cbifb, yCUNEHUe Kalina 1 6onu B
cnnHe. OHM BCTpeYaloTCs UM NpuM  MCnonb3oBaHum BBUT u
NPOTEKaloT OTHOCUTENBHO NEerko.



* YpesBblYaMHO PEeOKo BCTPEYaloTCH Takme cepbe3Hble NMobouyHble
addeKxTbl, KaK TaKenble annepruyeckme peakumm, npobnembl c
noyYkaMu WM obpasoBaHMe TPOMBOB (CrycTku KpoBM) (Takke
BO3MOXKHbI 1 NpK Mcnonb3oBaHuu BBUI). B cnyyae BO3HMKHOBEHMS
peakLMU Bbl OOMKHbI KaKk MOXHO ckopee cooblmTb 06 3TOM
Bpa4yy M MNOMAYYMTb KOHCY/NbTaUMIO nepepd,  AanbHEMLLIMMMU
BBEOEHMSAMMU.

6.2 TpaHcnnaHTauuss reMomno3TUYEeCKMX CTBONOBbIX KJETOK
(noppobHee cM. oTaenbHylo 6polutopy)

PaguKarnbHble MeTobl NeYeHUs], NO3BONAIOLLIME YENIOBEKY BbIIEYUTLCS
OT MMMyHOaedMLMTA - TPAHCMNAHTALIMSA FEMOMNOITUYECKUX CTBOMOBbIX
knetok (TFCK) (Mnn nepecapka KOCTHOrO MoO3ra) M reHHas Tepanus.
3TO neyeHune mcnonbayeTca npu Takenbix opmax ML, M3BecTHO,
4yTO 6OMbWKMHCTBO MauueHToB ¢ TKMH normbatoT B BOo3pacte Ao 1
roga 6e3 TpaHCnnaHTauMuM KOCTHOro Mosra. [pyrve, Hanpumep, ¢
cuHOpoMOM BuckoTTa-Ongpuya MnM CUHOPOMOM HuiMMereH, MoryT
NPOXMTb 6e3 BblpaXkeHHbIX nposasneHuit M nepseble rogpl >XM3HHU,
O[HaKO 3aTeM MNormbaloT OT aYTOMMMYHHbIX WM OHKOJIOMMYECKMUX
OCNIOXXHEHMM faXke Ha GOHe NPOBOAMMOrO Nle4YeHMs.

TakuM naumeHTaM KpalHe Ba)kHO npoBecTn TICK Oo Toro, Kak OHM
Pa3BUNM NOJSHYIO KIMHMYECKYIO KapTMHY MMMyHopeduumTa. s HKUX
NPOBOAMTCS CneumanbHblM NMOUCK MOAXOAALLEero OOHOPa KOCTHOrO
Mo3ra (CTBONOBbLIX KETOK), KOTOPbIM B HEKOTOPbLIX CRy4asX MoOryT
CTaTb POACTBEHHMKM NaLMEHTa, HanpuUMep, PoaUTENN UM CUBITUHIU.
JloHOp CTBOMOBbLIX KMNETOK OO/MKEH MMEeTb TKaHu Tena, 6au3kue no
BMONOrMyeckoMy CoCTaBy K TKaHAM YenoBeka C NepBMYHbIM
UMMyHoaedUuMTOM. [Mocne cneumanbHOM MOArOTOBKM MaLMeHTa U
06paboTKM JOHOPCKOro KOCTHOrO MO3ra HOpMasbHble CTBOJOBbIE
KNeTKM BBOAATCA YeNoBeKy C UMMYHOAEDULMTOM, <MPUXKUBAIOTCA» Y
HOBOTMO XO3fIMHa M CO3[4al0T HOPMAaNbHO  PYHKLUMOHMPYIOLLLYHO
UMMYHHYIO cucTeMy. OpHako [JaXke Mnpu XOpPOoLLUEeEM COBMageHWH
K/IEeTOK AOHOPa M NauMeHTa TPaHCMNaHTauMs CTBOMOBbLIX K/IETOK He
BCergaa bbiBaeT yCneLHoMn.



MNoaToMy pa3spabaTbiBatoTca HOBble 3bdEKTMBHbIE METOAb! NeYeH s
NepBUYHbIX WMMMyHOOEebUUMTOB. B HacTodulee BpeMs aKTMBHO
NPOBOAATCS UCCIEeQ0OBaHUA B 06NacTU reHHOM Tepanuu. DTo MeTof,
NPU MOMOLM KOTOPOrO MOXKHO «MOYMHUTb» OedEKTHbIM TeH,
BOCCTAHOBMB, TakMM OBOpPa30M, MNPaBUIbHYIO PaABoTy WMMYHHOM
CUCTEMbI, M NauMeHT Wu3nednBaeTcsa. B BnwdkanweM 6GyaylieM
reHHas Tepanusa OyneT MCnonb3oBaTbCd Yy nauueHtoB ¢ MWL B
PYTUHHOM NpaKTHKe.

6.3 NpodunakTuka ocno>kHeHnm MU,

Mopnep>kuBatoLLias Tepanus npu MHOTUX NepPBUYHbIX
UMMyHoOedULUMUTax BKOYaeT pOnuTenbHoe npodunakTuyeckoe
npUMeHeHue aHTUBMOTUKOB, NPOTUBOIrPUOBKOBbIX "
NPOTMBOBUPYCHbLIX MNpenapatoB. WMHorga Takue npenaparthl
MCMOJb3YIOTCA B TEYEHME MHOIMMX MECSLEB M AaXe NeT.

BakuuHaumMa Takxke MOXET UrpaTb BakHYIO pPosib B NpodunakTmke
UHbekuMM npu HekoTopbix Buaax MWMIO. BONbWMHCTBO BaKUMH
B6e3onacHbl g nauMeHToB C¢ MMMyHoaeduuuTamu. OgHako He
CTOMUT UCMONb30BaTb XXMBble BakUMHbl (HanpuMep, nepopanbHyto
BaKUMHY MPOTMB MNOMMOMMENUTA, BaKUMHY NPOTUB KOPMH,
KpacHyxu, napotuta, BLXK) npu  HekoTopbix  dopMax
3aboneBaHus, HanpuMep, Takux, kak TKWH. Ona gpyrux >e,
HanpuMep, MMMyHoOoedUUMTOB C HapylleHueM B-numdoumTos,
BakUMHbI MOryT oka3saTbCsi BecrnofiesHbl. Mo3TOMYy pelleHue o
HEeOBXOOAMMOCTM  BaKUMHALUMKM  MAUMEHTOB C  MNEePBUYHbIMU
UMMyHOOedULUMUTaMU  OO/KEH MPUMHUMATb BpPpady  MMMYHOMOr.
Ba>kHO, 4TO 3aluTy AN He NPUBUTbIX NauueHTtoB c N[ MoryT
obecneynTb BaKLMHMPOBAHHbIE 300POBbIE NOAMU, OKPYXKalouime
Takoro vyenoseka. MNpu npoBeaeHMN BakLMHALMM BONbLIEN YaCTH
HaceneHua crnocobHocTb BonesHen nepenaBaTbCs OT YenoBeka
YyenoBeKy pe3ko CHMXKAeTCs, TakMM oBbpa3oM, CHMXKAEeTCAa M PUCK
3abonetb y naumeHTa c MNMMA.

CoBpeMeHHble  MeToAbl  MeOUKaMEHTO3HOW  MNPOdUNAKTMKMU,
HECOMHEHHO, BaXHbl gng nauyueHtos ¢ MMO. OgHako He CTOUT
3ab6bIBaTh, YTO NPOCTbIe CNOCObbl COBNOAEHNS NMUYHOM TUTUEHDI,
BK/OYAsA MbITbE PYK M yxond 3a MONOCTbiO pPTa, OCOBEHHO
aKTyalbHbl 419 TakKMX NauUeHTOB.



BaXkHO NpuOepskMBaTbCsl, Tak Ha3blBaEMOro, 300poBOro obpasa
KM3HU — KAYeCTBEHHO PEerynspHO MMTaTbCs, TyNATb Ha CBEXeM
BO3ayxe, BbicbinaTbcs. Obs3aTenbHbIM  Ang  nauueHtos ¢ ML
ABNAETCH UCKITIOYEHNE KYPEeHMS — KaK aKTUBHOIO, Tak U MacCUBHOTO,
T.K. OKa3aHO, YTO KypeHMe MOBbILLAET PUCK Pa3BUTUA paka NErkmMx m
NMHOEKLMOHHBIX OCNOXHEHUM, K KOTOPbIM M TaK CKIOHHbI MaLMEHTbI C
UMMyHOAEPULNTOM.

MpW CBOEBPEMEHHOM NOCTAaHOBKE AMAarHo3a U NpaBu/IbHO Ha3HaYE€HHOM
NeYeHMn y NaUMEHTOB C MEePBUYHbIMM UMMyHOOebUUMTaMU eCTb BCe
LLIAHCbI XXMTb MOMHOLIEHHOM >KM3HbIO.

ATAMMATNTIOBYJIMHEMUA

YTO TAKOE ATAMMAIJIOBYJIMHEMWSA?

- 3TO MMMyHOAEedULIUT, NPUYUHOU
BO3HMKHOBEHMSA KOTOPOro MOryT ObiTb Pa3fMyHble reHeTudeckue
nedekTbl. MMocnegHWe NPMBOOAT K HapyLUEHUIO co3peBaHusa B-
NMMGbOLMTOB Ha Pa3sHbIX YPOBHSX UX Pa3BUTUS, B CIeOCTBME Yero B
opraHusme  dopmupyeTca  OedekT  rymMopanbHOro  3BeHa
NPUOBPETEHHOrO MMMYHMTETA — TaK Kak K/IETKW, pa3BuBatoLLmMecs
M3  B-numdouutoB  (MnasmaTmdeckme  KNETKM),  SBNSIOTCS
OCHOBHbIMM MNpopayLeHTaMu cneumduieckmx MMMyHOrnobynmHoB
(aHTUTEN).

— 3TO OCHOBHasa cneumdmyeckas 3awuTta
opraHuaMa OT BCEro 4y>kKepO[HOro, BK/OYasi MUKPOOPraHM3Mbl
(BakTepum, BUPYCbI, rpUbbI 1 Np.).



K Hanbonee 4yacto BCTpevalowenca u Bbissngemon dopme AlT
oTHocuTcs X-cuenneHnHas AlT (okono 85% ot Bcex AIT), Bbi3BaHHas
MyTaLMaMM B reHe B-kneTouyHoM TMpo3mHkmMHasbl (BTK). Kak cneoyet
M3 Has3BaHMs 3TOro 3abonesaHusa, reH BTK pacnonoxeH Ha X-
XPOMOCOME, MOITOMY >XEHLUMHbI U OEBOYKM B OCHOBHOM SBASIOTCS
TOMbKO HOCUTENsIMU AedeKTHOro reHa u He bonetot 3ton hopMoM
AIT, HO MOTyT NepenaBaTb reH CBOMM CbIHOBbSAM, Y KOTOPbIX 60ne3Hb
pa3BMBaeTCs B NONHOM popMe.

Opyrve ¢opmMbl AT HacnemytTca ayTOCOMHO-PELECCUMBHO U
ayTOCOMHO-AOMUHAHTHO (MPUYMHHO-3HAYUMbIE F'E€Hbl HAXOOMUTCS HE Ha
MOMOBbIX XPOMOCOMaX), MO3TOMY MOryT BCTpeyaTbCs y NmL, oboero
nona.

KAK TrPOSIBJ/TAETCS 3ABOJIEBAHME?

CuMnTOMbI AT 0BbIMHO NPOABNAOTCA Ha NEPBOM rofy >KM3HKU bonee
yeM B 50% cnydaes (Yalle nocne nonyroga B CBA3U C UCTOLLEHUEM Yy
pebeHKka aHTUTeN, nepepaHHblx OT MaTepu), HO MOryT BrepBble
pa3BMTbCS U B Bonee craplueM Bo3pacTe. B cBA3M ¢ HapyLLeHHOM
BbIPabOTKOM  UMMYHOrNOBYNMHOB  (aHTUTEN) HamMbonee YacTHbIM
NposiBNIEeHMEe [OaHHOM rpynnbl 3ab0ONeBaHWUM SBNAKOTCA Pa3fIUYHbIE,
peuuamsupytoLLme, KaK npaBuno, rHOMHblE nHdEKLMM
NPENMYLLLECTBEHHO BEPXHMX U HUXKHMX ObIXaTenbHbIX nyten u JIOP-
opraHoB. OOHaKo, BCTpe4YaloTCs Crlydau, Korga Ha nepBbiM MnaH
BbIXOOMUT MNOPaYkeHWe KMLLEYHMKE, CXOXKee C TedyeHueM OonesHu
KpoHa (6bonu B »uBOTe, AMapes), Nopa)keHne CyCTaBOB MO TUMY
PEBMATOUOHOrO apTPUTa MM reMaTonorMyeckme W3MeHeHus B
aHanM3ax KpPOBM B BWUOE BbISBIEHUS CTOMKOW HEWUTPOMNEHMU
(CHMKeHMa abCoNOTHOrO YMcna HEUTPOPUIOB MeHee TTbIC. KNETOK B
MKN). McknovaTb OaHHOe 3aboneBaHue y pebeHka, 0CobeHHOo Yy
MafibuyMKOB, HEOBXOOMMO M B Ciyyae Pa3sBUTUSA, Kak FOBOPSAT «Ha
POBHOM MeCTe», TAKENOU MHPEKUMM (MEHUHIUT, OCTEOMMESIUT,
cencuc 1 np.).

Hanbonee pacnpoCTpaHeHHbIMM  BaKTePUaMM,  Bbi3bIBAIOLLMMM
HbEKUMK, SBNSIOTCH MHEBMOKOKK, CTPENTOKOKK, CTadUIOKOKK W
Hemophilus influenzae. HekoTopble cneupduyeckne Bmabl BUPYCOB
(HanpuvMep, BUPYC MONMOMMENMTa) TaKXKe MOryT BbI3blBaTb
cepbesHble MHOEKLMM Y AaHHOW rpynMbl NALMEHTOB.



Hu>xe npuesedeHbl HQubosriee yacmele cuMnmomsl AlT:

e WHobekumm (3avacTyto XpoHMYecKkne, peumanmBmpytoLme, C
NocTosHHOM nokanu3saumemn): CUHYCUTbI, BPOHXUTHI,
MHeBMOHUKU, CpefHme rHoMHble OTUTbI, OCTEOMMUENHT,
MeHUHIruT, NMnopepmus.

« 3aboneBaHus CycTaBOB, MOXOXWE Ha IOBEHMbHbIN
PEeBMaTOUOHbIN apTPMT.

+ KpoHonogobHoe nopa)keHme KuevHUKa

e HeMnTtponeHus

Pe>ke scmpeydyaromcss makue nposiesIeHUs1 KaK:

e« [eMonutnyeckasa aHeMus
« [noMepynoHedput
e HapylweHune pocTa

MNpu BHEWHEM OCMOTpe Yy O6OofMblUMHCTBA naumeHtos ¢ AlT
obpataet Ha cebs BHMMaHMe oYyeHb ManeHbKkne
(rMnonnasmMpoBaHHble) MUHAANMUHBI M NTMMdaTUYEeCKue y3nbl. ITO
CBSI3aHO C Te€M, YTO B MMHOANMHAX M NMUMATUYECKMX Y3M0B He
pPa3BMBAIOTCS 30HbI, B HOPMe 3acenseMble B-numboumtamu.

KAK NOCTABNTb ANATHO3?

IunarHos AIT HeobxoAuMO uckoyaTh y noboro pebeHka ¢
peungmBmpyoLLLMMHU Unm TAXKENbIMMU HakTepuranbHbIMK
UHbeKkuMaMM B aHaMHe3e, OCObBeHHO ecnM Yy nauMeHTa
rMnonna3nMpoBaHbl MMHOANUHBI M NUMdaTMYeckme y3nbl U 3TO
NauMeHT MY>KCKOro nona.

MepBbIM  CKPUHMHIOBbIM TECTOM  [OO/KHA ObiTb  OLEHKa
CbIBOPOTOYHbIX MMMYHOTNOBYNMHOB. Y GOMbLIMHCTBA NaLMEHTOB
c AT MMyHornobynuHbl Bcex knaccos (IgG, IgM u IgA) 3aMeTHO
CHMXKEHDI (rMnoramMMarnobynuHemmns) nnu OTCYTCTBYIOT
(araMmarnobynuHemusa).  ocne  BbiIBNEHMA  TUNO- UK
araMMarnobynMHeMun  crnefylowmM  3TanoM  MPOBOAMUTCS
KONMMYECTBEHHbIM aHanM3 B-nuMdoOUMTOB KPOBU. HU3KUM NPOLEHT
B-kneTok (MNu NonHoe OTCYTCTBME) B KPOBU ABNAeTCA Hanbonee
XapakTepHbIM M HaOe>XHbIM nabopaTopHbIM Npu3HakoM AlT vy
naLMeHTOB.



Ecnv naumeHT Manbyuk, BO3MOXHO npoBeneHne GyHKLUMOHasbHbIX
TEeCTOB, OEMOHCTPUPYIOLWMX OTCYTCTBME Benka BTK B MoHoUMTax
UnuM TpoMbouuTax. M KOHEYHO OKOH4YaTEeNbHbIM MOATBEPXKAEeHUEM
OMarHo3a aBNSeTCa MONEKYNSapHO-reHeTUYeCKoe UCCNefoBaHue -
obHapy>eHne MyTaumm B reHe BTK wnuM  gpyrux  relax,
OTBETCTBEHHbIX 3@  pPa3BUTME  AYTOCOMHO-PELECCUMBHbLIX U
ayTOCOMHO-AOMUHaHTHbIX popM AlT,

KAK JIEYAT AT AMMATJ1I0OBYJTAHEMUIO?

B cnyyan ¢ AIT y nauMeHTOB OTCYTCTBYET WM HapyLUeHa
caMocTosTeNbHas BblpaboTka cneumduyeckux MMMYHO-
rnobynuHOB, U, YTOBbI 3aWUTUTL Cebs OT MHPEKLUUA, OpraHU3My
HeobxogmMMo 3TOT AedpuuMT BOCMNONHUTL. OCHOBHOM MeTOof,
Tepanuu naumeHtoB C AlT - 3TO 3aMeCcTUTeNnbHOE BBegeHue
4yenoBeYeCcKoro UMMYHOIoOBynmHa, NoNy4YeHHOro n3
BbICOKOOYMLLLEHHOW MNasMbl COTEH-TbICAY [OHOPOB, YTO Aenaet
JaHHbIM MPOAYKT YHUKaNbHbIM, COAEPIKAaLLMM OFPOMHbIM CMNeKTp
pPa3HOObBpPa3HbIX aHTUTEN KO BCE BO3MOXXHbIM MUKPOOPraHM3MaM.
BBegeHue 4enoBeYeckoro MMMyHoOrnobynuHa naumeHtam c AlT
MoKa3aHO B TEYEHUM BCEM XXM3HU C NMOCTOAHHOWU KOppPeKLIMen 0O3bl
Ha BO3pacTaloLlyo Maccy Tena. MMMyHOrnobynmH cyliecTsyeT B
OByx ¢opMax: BHYTPUBEHHbIM (MOKa3aHO exxeMecayHoe BBedeHMe)
1 nogKoxkHbiM (1 BBegeHue B 1-2 Hegenu).

B 6yayuweM Mbl pPacCYMUTbiBAEM Ha MOSBIEHUE FEeHHOM Tepanuu
(3aMeHa pedeKkTHOro Ha 300POBbIM MeH MyTeM WMCMNOMb30BaHMUSA
BMPYCa-BEKTOPa) OCHOBHOW X-cuenneHHon ¢opmbl AlT, T.K.
JaHHbIM MeTOof, B HACTOoSLLLEE BPEMS NMPOXOAUT aKTUBHOE U3ydeHue
NO BO3MOXHOCTM M3MIEYEHMS UM  TOKENbIX  X-CUENNeHHbIX
nepPBUYHbIX MMMYHOOEDMLMTOB.

B cnyvae, ecn Ha MOMEHT MHMUMALUMKU Tepanun y NaumeHTa yxxe
chOPMUPOBANUCL OYarM XPOHUYECKUX MHPEKLMM OOMONHUTENBHO
MOryT ObiTb Ha3HaueHbl OUTENbHble KYPCbl aHTMbaKTepuanbHble
npenapatbl C LUENblo caHauuMm UHOEKLUMOHHBIX OCMOXHEHUM.
MaumeHTaM c AlT He nokKasaHa BakuUMHaUMa B BMOYy CBOEW
HeapdeKTUBHOCTU (Lenb BakUMHALMM — BbipaboTKa aHTUTEN, Ha YTO
He cnocobHa MMMYHHas cMcTeMa naumeHToB ¢ AlT), KpoMe Toro B
penKMx Cyvasx oHa MOXKET 6bITb A1 HUX OnacHa.



HanpuMep opanbHas nonvomuenutHaa BakumHa OIlB  (kmBasd
ocnabneHHas BakLMHaA OT MOMMOMMUENMTA), CNOCOBHas Bbi3blBaTb Yy
60nbHbIX AT BaKLMH-aCCOLMMPOBAHHbIM NOMOMUENUT.

KAKOM MPOrHO3?

Ha agekBaTHOW KOPPEKTHO NPOBOAMMOMN 3aMeCTMTENbHOM Tepanum
nop, perynspHbiM HabnogeHMeM Bpaya MMMyHoOMora B OO/bLIOM
NPOLEHTE CNyYaeB MPOrHO3 AN >KM3HM naumeHtoB c  AlT
yOOBNETBOPUTENbHbIN. [leTM BblPaCTatoT, 3aBOAAT CEMbM M POXKAIOT
neten. B cnyyae poxgeHusa B ceMbe gesodek (Mpu X-cuenneHHom
AIT) BaXXHO TMOMHUTbL O 6BECCUMNTOMHOM  HOCMUTENbCTBE
naTonorM4yeckoro reHa. [aHHble 3HaHMS MNO3BONSAIOT MPOBOAUTH
npeHaTanbHylO AMarHOCTMKY Yy Moda  Ha pPaHHMX  CpoKax
bepeMeHHoCTHU (9-11 Hepenb) XKEHLIMH, SBASIOWMXCH HOCUTENSAMMU
naTofiorMyeckux Mytaumi B reHe BTK. B cnyyae, ecnu
3aMecTuTeNbHaa TepanuMs MMMYHOMNOBOYNMHOM Ha3HayeHa He
BOBPEMS, CaMblM TPO3HbIM OCNOXXHEHMEM MOXET ObiTb CMepTb
pebeHka c AT B paHHEM BO3pacTe OT TAXKeSblX reHepanM3oBaHHbIX
HEKOHTPONUPYEMBbIX MHDEKLUMN.

3apgepXkka CPOKOB MOCTAHOBKM [AMarHosa, KpoMe TOoro, MoyeT
NPMBOOMUTL K XPOHM3aLUMM MHDEKLMOHHBIX MPOLLECCOB BMIOTb A0
HeobpaTUMbIX NocneacTsMM ans opraHusma. C HeagekBaTHbIM
HECBOEBPEMEHHO Ha3HaYeHHbIM NIeYeHNEM CBSA3aHO Takoe rpo3Hoe
OCNIOXKHEHMEe KaK pa3BMTME BPOHXO3KTa30B. DTO O4YaroBoe MAu
MHOXXECTBEHHOe OfHO- MWAM OBYCTOpPOHHee HeobpaTumoe
noBpekaeHWe OpPOHXOB, nNpuBOAAlLEee K WHBaNIMOM3auuMM M
CYLLLECTBEHHO Hapylualolliee KayeCTBO >KM3HWM OAaHHOrO MnaumeHTa.
[leTn, y KOTOpbIX Pa3BMUBAIOTCA XPOHUYeCKkMe 3aboneBaHmsa Nerkux
c popMUpoBaHMEM BPOHXO3KTA30B, B HEKOTOPLIX CMy4asx MOryT
MMETb COKPALLEHHYIO NPOOOMIKUTENBHOCTb XXM3HW, B TO BPEMS, KaK
nauMeHTbl, KOTOpble MOMy4YaloT CBOEBPEMEHHO Ha3HAYEeHHYIo
PErynapHyto 3aMeCTUTENbHYIO Tepanuilo WMMYHOTNOBYIMHOM U
nepuoanyeckyto NpodUnakTMYeckyto NMPOTUBOMUKPOBHY!O
Tepanuilo BedyT MOMHOLEHHbIM 0bpa3 >XM3HM 6e3  3HaYMMbIX
OorpaHuyYeHnit U U3oNaLmMu.
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