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CUHAPOM BUCKOTTA-
OAAPUHA

CuHgpoM BuckotTra-Ongpuya siBNsieTC NEPBUYHBIM UMMYHOAEPULIUTHBIM
COCTOSIHUEM, MOpaXalolWmM Kak T-nuMéooumuTbl, Tak U B-numdouuTsbl.
KpoMe TOro, nopaxakwTcsi TpOMOGOLMTbl - KJETKU, MoMoraiouue
OCTaHaBNMBaTb KpoBOTeYeHue. [ina Knaccuyeckorm ¢opMbl CUHAPOMA
Buckotra-Ongpuya xapaktepeH KOMIJIEKC HapyLUeHWi, B KOTOpbIA BXOAAT
noBbilLEeHHasi KPOBOTOMUBOCTb B CBSI3U CO CHWXEHWEM Yucna TpoM6oLMTOB,
peuuausupyiowe 6akTepuasbHble, BUPYCHble U rpubBKOBble MHpEKLUH,
a Talke KOXHasi ak3eMa. locne BbisiIBNEHUS reHa, OTBETCTBEHHOrO 3a 3TO
HapyLlUueHue, Mbl NMpU3HaeM, YTO BO3MOXHbI U Gonee serkve ¢popMbl 3TOro
COCTOSIHASI C HaJIMMMEM HEKOTOPbIX, HO HE BCEX U3 NEePEeYUCNEHHbIX Bbllie
CUMITTOMOB.

OMPEEEHVE

B 1937 ropy o-p BuckoTT onucan Tpex 6paTbeB C HU3KMM KOJIMYECTBOM
TpoMGOUMTOB  (TPOMOGLMTOMEHMEN), KPOBaBbIM MOHOCOM, 3K3EeMOM U
peumanBmpyrowmmMm nHdekumammn yxa. Yepesa cemHaauath net, B 1954 roay,
A-p Ongpvy nokasasn, YTo 3TOT CMHAPOM HacfiepyeTcsl Kak X-CLenyieHHbIn
peueccmBHbIi nNpu3Hak. B 50-x n 60-x rogax 20-ro Beka 6Gblin BbISIBIEHDI
NPU3HAKN UMMYHHOM HELOCTATOYHOCTU, U CMHAPOM BuckoTTa-Ongpuya Bowwen
B CMMUCOK NEPBUYHBIX UMMYyHOZedULMTOB. CnHapoM BuckotTa-Ongpuya (CBO)
ABJIAETCS MEPBUYHBIM UMMYHOAEPULNTHBIM COCTOSHUEM, MOPaXXatoLWMM Kak T-
nmmbouuTbl, Tak U B-niumdpounTbl. Takke TSXXKENO NOpaXkaroTCcs TPOMOOLNTDI
- KJIETKW, MOMOratoLMe OCTaHaBANBATb KPOBOTEYEHME.

Knaccnyeckas ¢opma CBO npencrtaBnseT u3 cebs xapakTepHbIA KOMMIEKC
HapyLIeHWN:

1. MNoBbIWEHHAA KPOBOTOUYMBOCTb, CBA3AHHAA CO 3HAYUTESIbHbIM CHUXXEHNEM
yucna TPOMGOLNTOB.

2. PeumamBupytowme 6akTepuasnbHble, BUPYCHbIE N TPUBKOBbIE MHDEKLMMN.
3. KoxHas ak3ema.

Kpome Toro, anutenbHoe HabnogeHme naumeHToB ¢ CBO BbISIBUNO Y MHOTUX
NaLUMEHTOB MOBbLIWEHHYD YacTOTY 3JI0KAa4YECTBEHHbIX OMYXOJlieN, HanpuMmep,
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CMHOPOM BUCKOTTA-OJIAPUYA

MM OMbI 1 IENKO30B, @ Tak>KE MOBbILLEHHYHO YaCTOTY Pa3HbIX @y TOMMMYHHbIX
3aboneBaHun.

MpuunHor CBO siBasitoTCA MyTaumm (OLUMGKKN) B CTPYKTYPE reHa, 0TBEYAIOLLENO
3a BblpaboTKy 6efika, Ha3BaHWE KOTOPOro COOTBETCTBYET Ha3BaHWUIO
HapyLleHus - 6enok cuHapoma BuckoTra-Ongpuya (Wiskott - Aldrich Syndro-
me Protein, WASP). F'eH WASP pacrnono>eH B KOPOTKOM rjieve X-XpOMOCOMbI.
BONbLINMHCTBO 3TUX MyTauUuiA ABASKOTCA “YHUKANbHbIMU”. 3TO O3HA4YaeT, yYTo
MOYTN B KaX[OW CEMbE €CTb CBOSI XapakTepHas MyTaums reHa WASP. Ecnn
MyTaums TSKenas UM NPaKTUYECKU MOJSIHOCTBK YCTPaHSET CMOCOGHOCTb
reHa BblpabaTtbiBaTb 6enok CBO, y maumeHTa pa3BMBAETCS Kilaccuyeckas,
Hambonee Tsxkenas ¢opma CBO. HanpoTuB, ecnu coxpaHsieTcsl HeKoTopas
CNOCOBHOCTb BblpabaTbiBaTb MyTaHTHbIN 6enok CBO, MoxeT pa3BuUTbCS
6onee nerkasi ¢opma 3TOro HapyLLUEeHMS.

KJIIMHNYECKWE MNMPOSABJIEHAA

KnuHnyeckue nposiBneHust cuHapomMa Buckotta-Ongpuua (CBO) y pasHbix
NauMEHTOB pPassiMyHbl. Y HEKOTOPbIX MaLMEHTOB MPUCYTCTBYHOT BCE TpwU
Knaccuyeckme MNpPOsiBIEHUS], B TOM YUCHE CHUKEHWE 4YMcna TPOMOBOLMUTOB U
KPOBOTOYMBOCTb, UMMYHHasl HEAOCTAaTOYHOCTb U MHPEKLMN, a TaKKe IK3eMa.
Y Apyrux nauyeHToB HaGMOAAEeTCS JUWb CHMXKEHME 4uchia TPOMOGOLMTOB
(TpomMboumMTONEHUSI) M KPOBOTOYMBOCTb. B mocnegHve romabl nauueHTam,
UMELNM NNLLb CHUXKEHWE KOJSIMYECTBa TPOMOOLIMTOB, CTaBMAW AMarHos3
apyroro 3aboneBaHus - X-cuenneHHon TpombouutoneHun (X-CT). lNocne
noeHtnéumkaumm reda CBO ctano sicHo, 4to TpomboumtoneHuss npu CBO
n X-CT BbI3BaHa MyTaLMein OJHOrO M TOrO >XXE reHa, a 3Tu 3abonieBaHus
NpeacTaBNsAlOT M3 cebsi pasHble KIMHUYECKME (OPMbI OOHOMO W TOrO XXe
HapyLueHus. [MepBble KNMHN4Yeckne nposisneHms CBO MoryT HaCTynnTb BCKOPE
nocne POXAEHUS WM Ha MEPBOM FOAY XU3HWU. ITU PaHHUE KIIMHUYECKUE
NPU3HaKN HEMOCPEACTBEHHO CBA3aHbl C JIOObIM WM BCEMU KOMMOHEHTaMM
KNTaCCMYECKOM KJTMHNUYECKOWM Tpuadpbl: KPOBOTOYMBOCTb M3-3a HU3KOIro Yncna
TPOMOOLMTOB, 3y[, LIENyLIAWAACs KOXHAs Cbifb U 3K3ema U/ Unn MHekLmMm
n3-3a HapyLleHUs UMMYHUTETA.

MOBbILLEHHASA KPOBOTOYBOCTb

CHWXKeHME Ymcna Mesikux TpoMGoLUTOB (TPOMBOLMUTONEHUS) - XapaKTEePHbIN
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CMHAPOM BUCKOTTA-OJIAPUYA

npusHak y Bcex 6osbHbix CBO. lMockonbky CBO sBAseTcs €OMHCTBEHHbLIM
HapyLLeHWeM, MNpu KOTOPOM OOHapPY>KMBAOTCS MeNKUe TPOMOOLMTHLI, KX
O6Hapy>KeHNe B KPOBW SIBASIETCH LIEHHbIM TECTOM A AUArHOCTUKM 3TOro
3aboneBaHns. BHyTPUKOXXHOE KPOBOTEYEHNE, BbI3BAHHOE TPOMOOLIMTONEHMEN,
MOXET CTaTb NPUYNHON 06PA30BAHUS CUMHEBATO-KPACHBIX NATEH PAa3MePOM C
6yJ1aBOYHYIO FOJIOBKY, HAa3bIBAEMbIX METEXUSMU, UK BOJIee KPYMHBIX MSTEH,
HaNMOMUWHAIOLLMX CUHSIKU. Y GOJIbHbIX ManbyMKOB TakXX€ MOXET OblTb KPOBb
B kane (0COGEHHO Ha MEPBOM rOAY >XM3HW), KPOBOTEYEHWE W3 [ECEH U
LNUTENbHbIE HOCOBblE KPOBOTEYEHUS. KPOBOM3NMSHME B FOJIOBHOM MO3r -
OMacHOEe OCJOXHEHWE, U HEKOTOPbIE Bpayu PEKOMEHOYIOT LETSM PaHHEro
BO3pacTa C OYeHb HU3KMM YucsioM TpombouutoB (MeHee 15,000) HocuTb
WwiemM Ans 3awWmMTbl OT TPaBM rOJIOBbl, MOKA JIEYEHNE HE MOBLICUT YUCIIO
TPOMOOLMTOB B UX KPOBW.

NHOEKLNNA

N3-3a 3HauMTeNbHOW HepocTaTovyHoCTU GyHKumMM T- n B-numdoumnTos,
npu knaccmyeckoM CBO yacTbl MHbeKLMn, KOTopble MOryT ObiTb BbI3BaHbI
o6bIMA BUAAMU MUKPOOPraHM3MoB. K yncny Takmx MHOEKLMIA OTHOCSATCS
NHOEKLMN BEPXHUX ObIXaTENIbHbIX MYTEN N BPOHX0B, CPELHUN OTUT, CUHYCUT
M NHeBMOHUS. bonee Taxkenble MHdeKLMN, Hanpumep, cencuc (MHPekums
LUMPKYJIMPYIOLLEN KPOBM WM “3apadkeHne KPOBMW”), MEHUHIUT WU TsHKESble
BMPYCHble MHMEKLIMM BCTpeYvaTcs pexke. B HevacTbix cnyyasax y 60sbHbIX
¢ knaccuyecknum CBO MOXET pa3BUTbCS MHEBMOHUS, Bbi3BaHHAs Pneumocy-
stis jiroveci (carinii). Koxxa Takxe MoXeT 6biTb MHOULMPOBaAHA PasHbIMK
6aKkTepusiMn B pe3yJsibTaTe UHTEHCUBHOIO PacyecbiBaHUSI 30H, MOPAXKEHHbIX
ak3emoit. Mpu CBO TaKkke 4acTo HabnoJaeTcs BUPYCHas MHOEKLMS KOXMU,
NMEHYyeMasi KOHTarMo3HbIM MOJIIFOCKOM.

IK3EMA

Jk3emMa yacTo HabnogaeTcs npu knaccmyeckom CBO. Ha nepBoMm rofy >KmusHu
3K3eMa MOXET HaroMuHaTb CEOGOPENHBIN AEPMaTUT, TSHKENbIN NENEeHOYHbIN
LepMaTUT Unn ObiTb FrEHepasiM30BaHHOM M MopaxkaTb KOXY BCero tena u/
NN KOHEYHOCTEN. Y ManbymkoB 60Mee CTapluero Bo3pacTa 3K3emMa MOoXeT
OrpaHNYMBaTbLCS CKIafKaMmM KOXUM B IOKTEBOM Crnbe, BOKPYT KUCTEN PYK UK
Lewn, a TakXKe Mo KOJIEHHbIMU CYCTaBaMu, B UHbIX Cly4asx 3K3emMa MOXET
nopaxatb 3HAYUTENIbHYI0 4acTb MOBEPXHOCTU KOXMW. [1OCKOMbKY 3K3eMma
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CMHOPOM BUCKOTTA-OJIAPUYA

COMPOBOXAAETCH CUSIbHbIM 3YAOM, O6OJSIbHbIE MaNbY4MKM YacTO HaAHOCHT
cebe KpPOBOTOYALUME PaACHECHl, AaKe HOYbi. B KparHe TsKenbix crny4dasx
3K3eMa MOXET BbI3BaTb TakO€ CUJIbHOE BOCMASIEHNE MOKPACHEBLLEN KOXM,
4YTO MasibyMKM U3Jy4aloT TEMJIO B OKPY>KAIOLLYIO CPpeay, U Yy HUX HacTynaroT
HapyLleHNs TEPMOPErynsuun. Y HEKOTOPbIX MaLMEHTOB 3K3eMa MOXET
OTCYTCTBOBaTb UJIM UMETb NErKY0 GopMmy.

AYTONMMYHHbIE MNMPOSABJIEHASA

Y peTeli NepBOro roga >kmsHu, a Takxke y B3pocibix ¢ CBO yacTo HabntoparoTes
“ayTOMMMYHOMNO06HbIE” CUMMTOMBI. TEPMUH “@yTOMMMYHHblE” 0603HavaeT
COCTOSIHMS, BO3HMKAIOLWME B Pe3y/bTaTe HapyLUeHUs PErynsuum UMMYyHHOWM
CUCTEMbI, B pe3yfibTaTe KOTOPOro OHa paspyLllaeT TKaHW COGCTBEHHOro
opraHuaMa naumeHTa. Cpefu cambiX YacTbiX AyTOMMMYHHbIX MPOSIBIIEHWUIA
y 6onbHbix CBA - BOcCnaneHne KPOBEHOCHbIX COCYAOB (BackynuT),
COMPOBOXAAMLLLEECH NIMXOPALKOA U ChiMbH HA KOHEYHOCTSX; MHOrga 3Tu
CYMMTOMbI yXYALLAKTCS Nocsie GU3NYECKON Harpy3ku. Ipyrum ayTOMMMYHHbIM
HapyLLeHNeM SBJIIETCS aHEMUS, BbI3BaHHAs aHTUTENaMu, paspyLuaroLLMm
COGCTBEHHbIE KpPaCHble KPOBSIHbIE KNETKM MauueHTa (remonutuyeckas
aHemus). CHWXEHME KOMMYecTBa TPOMOOLMTOB MOXET ObiTb YCWUNEHO
AyTOMMMYHHOW peakLmen, Npyu KOTOPOW MauMeHT BblipabaTbiBAET aHTUTENA,
aTakyLpe ocTasibHble TPOMBOLUTLI (3TO COCTOSAHME 06bIYHO Ha3sbiBaoT AT
WA MAMOMATUYECKON TPOMGOLMTOMNEHNYECKOW MypPrypon). Y HeKOTOpbIX
NauueHToB uMeeTcs 6ofiee reHepann3oBaHHOE HapyLUEHME, MPU KOTOPOM
BO3MOXXHbI MEePUObI BbICOKOWN JIMXOPALKM MPU OTCYTCTBUM UHDEKLMN, OTEK
CyCTaBOB, 60JIE3HEHHOCTb NMUMAATUYECKMX Y3JI0B U XKENYLOYHO-KMLLEYHbIE
HapyLleHWsi, Hanpumep MoHoc. B HekoTopbix cly4vasix pas3BuBaeTcs
BOCNasneHne apTepuin (BaCKynnT), B OCHOBHOM B MbILLLAX, CEPALLE, FOSIOBHOM
MO3re 1 OPYrMx BHYTPEHHMX OpraHax, KOTOPbIN CTAHOBUTCS MPUYMHON MHOTUX
CYMMTOMOB. 3TW 3MM304bl AaYTOMMMYHHbIX PEaKUUA MOryT IASIMTbCS JULb
HECKOJIbKO JHEW UM NPOTEKATb BOJIHOOOPA3HO Ha MPOTSXKEHUN MHOTUX NeT
N C TPYLHOM NMoALaBaTbCs JIEYEHMIO.

3JIOKAYECTBEHHbIE HOBOOBPA3OBAH/A

Y peten paHHero Bo3pacTa, MOAPOCTKOB M B3POCbIX 60bHbIX CBO moryT
PasBUTBCS 3JIOKAYEeCTBEHHbIE OMyxonn. MHorve u3 Hux nopaxawT B-
JIMMOOLUTBI 1 CTAHOBATCS NPUYNHON IMMQOMbI UK NENKO3a.
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CMHAPOM BUCKOTTA-OJIAPUYA

ONATHO3

B cBSi3M C WMpOTOM crnekTpa MPOSIBAIEHUA AMarHO3 cuHgpoma BuckoTTa-
Onpgpwnya (CBO) cnepyeT MMeThb B BUAY Npy 06CNEA0BaHNN NIOGOr0 Masbymka
C HEOObIYHbIMM KPOBOTEYEHUSIMU 1 CUHAKAMW, BPOXKAEHHOW UM HavaBLLUenCs
B PpaHHEM BO3pacTe TPOMOOLUTOMEHNEN W MESIKUMU TPOMOOLUTAMN.
XapakTepHble HapyLLIEHMS TPOMBOLMTOB, UX HU3KOE YMCIO U Manbiii pasmep,
NMoYTN BCErga MOXHO OGHaPY>XXUTb YK€ B KPOBW MYMOBUHbLI NMPU POXAEHUN
pebeHka. CambiM MPOCTbIM M MOJIE3HBIM Ccrnocobom pauarHoctukn CBO
ABNSIETCH MOACYET WU TWATESIbHOE ornpenefieHne pasMepoB TPOMOOLUTOB.
Mpn CBO TpoMmGOLUTbI O6GBIYMHO MeJlbYe, YEM HOPMasbHble. Y gaeTen
6onee cTapwero Bo3pacTta (6onee ABYX NET) MOXHO TakXe OBHapYy>XUTb
pasfivyHble HApPYLIEHNS UMMYHUTETA, KOTOPbIE MOMYT NMOATBEPAUTL AMArHO3.
HekoTopble BMAbI aHTUTEN CbIBOPOTKU KPOBU MOTYT UMETb HU3KMIA YPOBEHb
UM OTCYTCTBOBaTb Y ManbynkoB € CBO. Y HUX OBbIYHO HU3KUE YPOBHMU
aHTUTEN K rPynnoBbIM aHTUreHaM KPoBW (M30remMarriloTUHUHAM; HanpuMep,
aHTUTENa K A unu B apuTpoumTaM) M OTCYTCTBYET BblpaboTKa aHTUTEN Ha
HeKOTOpble BaKLUWHbI, COAEp>Kalume nonamcaxapuibl UAN CIOXHbIE caxapa,
HanpuMep, BakLMHY MpoTuB Streptococcus pneumoniae (Pneumovax).
KoxHble npobbl, oueHuBawowme GyHkUMO T-nuMGoUUTOB, MOryT ObITb
oTpuLaTeNbHbIMK, a JlabopaTopHble nccnefoBaHns GyHKUMmM T-numMboLmTOB
MOTYT BbISIBUTb OTKJIOHEHWSI OT HOPMbI. [JnarHo3 NoATBEPKA AT BbISBJIEHNEM
CHUXXEHUS YPOBHS v oTcyTcTBus 6enka CBO B kneTkax KpOBY MW HanM4yums
MyTaumm reHa WASP. 3T uccnefoBaHUsi MPOBOAST B HEMHOTMX OYeHb
KBanM@ULMPOBAHHbIX N1TaboPaToOpPUsX C UCMONb30BAHWMEM KPOBU WU OPYruxX
TKaHewm.

HACJIEAOBAHNE

CBO HacnepyeTcs Kak CLEMIEHHBIN C X-XPOMOCOMOM PELLeCCUBHbBI NMPU3HAK.
MM cTpagaloT TOSbKO Manbuuku. [lockosibky 3TO 3aboneBaHve SBASETCS
HacneaCTBEHHbIM U MEPENAETCHA KaK PELECCUMBHbIN NPU3HaK, CLENIEeHHbIR
C X-XpOMOCOMOW, aHanoruvyHble MPOSBAIEHNS MOrYT OblTb OGHAPY>XEHbI
y 6paTbeB MmaumeHTa unn 6paTbeB MaTepu MaumeHTa. CeMelHbld aHaMHes3
MOXET ObITb MOJIHOCTHIO OTPULLATENbHBIM B CBA3M C HEGOMbLLUMM Pa3MepPOM
CEMbW UMW B CBSA3U C MOSIBIIEHNEM HOBOW MyTaLmu. CUMTaEeTCs, YTO NPUMEPHO
y 1/3 naumeHTOB C BHOBb AMArHOCTUPOBaHHbIM CBO npuunHoi 3aboneBanHus
ABNAETCA HOBag MyTauud, MNPOUCXOAdllas BO BpPEMS OMJI040TBOPEHUS

7



CMHOPOM BUCKOTTA-OJIAPUYA

anuekneTkn. Ecnn TouHbin xapaktep MyTaumm WASP B pgaHHOWM ceMbe He
N3BECTEH, BO3MOXHO BbINOSHUTL A0pofoBoe uccneposaHne OHK B kneTtkax,
NOJIy4YEHHbIX NYTEM aMHUOLLEHTE3A, WX B BOPCUMHKAX XOPUOHaA.

JIEYEHME

Bce nmetm ¢ TSXKENbIMM XPOHUYECKUMM 3ab0JIEBAHMAMM HYXOAIOTCA B
NoAAEP>KKE POAMTENEN U YNIEHOB CEMbU. TPebGoBaHWs, NMpeabsBsSeMble K
poouTensm manbumkoB ¢ CBO, 1 peLleHusi, KOTOpble UM HEOBXOAMMO NMPUHSATb,
MOTyT OblTb 4Ype3BblYaiHO Cepbe3HbiMK. [lporpecc B o6nacTtn nevyebHOro
NUTaHUs U NMPOTUBOMUKPOBHON Tepanun, NPoduIakTUYeCKoe MPUMEHEHUE
3aMelLlaloLLEro BBeAEHMS UMMYHOIIOGYIMHOB M TpaHCMaHTauUMs KOCTHOro
MO3ra 3HauMUTEeNIbHO Y y4lLmnm NporHo3 CBO B OTHOLLEHWM XXN3HN NALUEHTOB.
N3-3a NOBbILLIEHHON MOTEPU KPOBWU 4acTO BCTPeYaeTcs enesomeduumTHas
aHemusl, Tpelbytollas BBeAEHNS 106aBOYHbIX KOJIMYECTB XeJesa.

MNpwv HaNMYMM CUMATOMOB MHDEKLMN HEOBXOAMMO TLLATENBHOE 06CIef0BaHNE
4ns obHapy>XeHus GakTepuanbHOW, BUPYCHOW UAM rPUOKOBON MHbEKLMU
n onpepeneHnss Havbonee 3GGEKTUBHON MNPOTUBOMUKPOGHON Tepanuu.
Mockonbky npu CBO HapylleHbl peakumMyM OpraHMsmMa Ha BaKUMHALMIO
N BTOPXEHWE MWUKPOOPraHW3MOB, MNaLMEHTaM, CTPajalolmM OT YacCTbIX
GakTepuanbHbiX MHOEKUMA, MOXET OblTb MNOKa3aHo MpodunakTUyeckoe
3aMecTUTENIbHOE BBELEHME WMMYHOrnobynvHoB. CrnepyeT OTMETUTb, YTO
Npyv HU3KOM KOSIMYECTBE TPOMOOLIMTOB OOJIbLUMHCTBO Bpayer HasHa4vaT
BHYTPUBEHHOE BBELEHNE NMMYHOIMNOOYJIMHOB, TaK KaK NOAKOXHOE BBeLEHNE
UMMYHOINOGYJIMHOB  MOXET BbI3BaTb BHYTPUKOXHOE WU  MOAKOXHOE
KPOBOU3JIMSHME. 3aMeCTUTENbHOE BBELEHVE UMMYHOMIO0YJIMHOB OCOBEHHO
BaXXHO, €C/IN MaUMEHT NepeHeC JIEYEOHYIO CMJIEHIKTOMUIO.

JK3eMa MOXET ObITb TSXKESION U MOCTOSAHHOM, B CBA3M C YEM MAUUEHT MOXET
HY>XAATbCHA B NMOCTOAHHOW MOMOLLN. Cne,u,yeT nsberatb HYPE3MEPHOI0 MbITbA
KOXW, TaK KaK 4aCTO€ MbITb€ MOXXET Bbl3BATb CYXOCTb KOXW U YXYyOLIUTb
TEYEHNE 3IK3EMbI. I'IpM KynaHun cnepnyet MUcnojib3oBaTb 6aHHble Macna, a
NOCJIE MbITbS N HECKOJSIbKO Pa3 B AEHb CNIeAYET HAHOCUTb YBJIAa>XKHSAIOLLINN KPEM.
erMbI CO CTepounaHbIMM nNpenapaTaMmmn 4acTto noMoraroT rnpn orpaHM4YeHHOM
HaHECEHNN Ha XPOHUYECKWM BOCMaAJIEHHbIE YYACTKW, OAHAKO WUX USJIULLUHETO
NPUMEHEHNA CnenyeT n3beratb. He HaHOCUTE CU/IbHOLENCTBYOLLME
cTepongHblE KpPEMbI, HAaNnpuMep, C (bTOpVIpOBaHHbIMVI cTeponagamun, Ha nuuo.
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CMHAPOM BUCKOTTA-OJIAPUYA

Ecnun KaKMe-HMGyﬂ,b nmuieBble BEWECTBA NPUBOAAT K YXYALUEHNKO 3K3EMbI NN
BbIABNAOTCA NULLEBBLIE anneprun, CnenyetT rno Mepe BO3MOXKHOCTU UCKITHOYUTb
onacHbl€ NUUEBbIE NMPOAYKTblI N3 ONETDI.

B HekoTOpbIX clyyasax Ans NeYeHUs HU3KOro COAEep>KaHus TPOMOOLUTOB
N KPOBOTEYEHUN MOXET MOTPEOOBATLCA MNEPENUBaHNE TPOMOOLMUTOB.
Hanpumep, ecnn cunbHOE KPOBOTEYEHME HE YOaeTCs OCTaHOBUTb
KOHCEPBATMBHbIMW MepaMu, MOKa3aHO MepennBaHne TpomoGoumToB. [lpu
BHYTPUMO3rOBbIX  KPOBOU3JIUSHUAX OObIMHO TPebyeTcs HeMenfIeHHOoe
nepenveaHne TpoMbounToB. Y 60MbHbIX CBO BbINOSIHANOCH XMPYypPruyeckoe
ypaneHve ceneseHkn (MMMGOMAHOro opraHa OpPHOLIHON MOSIOCTM, KOTOPbIN
“PunbTpyeT” KpOBb); MOKa3aHO, YTO 3Ta OMepauusi YCTPaHSAET CHUXEHUE
KonmyecTBa TPOMOGOLMTOB (TpombouuToneHuto) 6onee Yyem B 90% cny4yaes.
Xvpypruyeckoe ypaneHue Cefle3eHKU He W3JeYMBAET Apyrne HapylleHus,
xapakTepHble gns CBO, u ee crnepyeT NMPUMEHSITb TOSbKO 4SS YCTPAHEHUS
TPOMOOLIUTONEHUN Y BOJSIbHbIX C OCOGEHHO HU3KUM YUCAOM TPOMOGOLMTOB.
MNocne ypaneHuss cenes3eHkM 3Ha4uTeslbHO BoO3pacTaeT 3PPEKTUBHOCTb
3aMeCTUTESIbHOMO  BBEAEHMS  BbICOKMX [[03 WMMYHOrNOGYNMHOB — ANS
MOBbILLEHMS YMC/la TPOMOOUUTOB Yy ManbyukoB, G6onbHbix CBO. Ypanenue
CENEe3eHKM MOBLIWAET YYyBCTBUTENbHOCTb 00sbHbIX CBO K HeKoTopbIM
NHPEKLMSAM, B YHAaCTHOCTU, MHOEKLMAM LUPKYANPYIOLLEN KPOBU U MEHUHIUTY,
BbI3BaHHOMY WMHKarcyaMpoOBaHHbIMX GakTepUsSMKU, HanpuMep, S pneumoniae
unn H influenzae. Ecnn BbINOSHAETCS yAaneHWe cene3eHku, Ype3BblYaiHo
BaXKHO Ha3Ha4aTb Pe6EeHKYy MnpoduiakTUYecKoe BBEAEHWE aHTUOMOTUKOB
N XenaTeSIbHO 3aMeCTUTENbHOE BBEAEHME MMMYHOrSI00YyNMHOB, MHOrAa Ha
NPOTSHKEHNN BCEWN XXU3HU 4K NPELYNPEXAEHUS STUX TIKENbIX UHDEKLMNA.

CMMNTOMbI  @yTOMMMYHHbIX HapyLUeHU MOryT noTpeboBaTb MNPUMEHEHUS
JIEKapPCTBEHHbIX CPEACTB, KOTOpbIE eLle 6onee NofaBaT UMMYHHYIO CUCTEMY
nauveHTa. B aToM cny4yae MoryT noMoYb 3aMeCcTUTENbHOE BBELEHNE BbICOKMNX
£,03 VMMYHOrN06YJIMHOB U CUCTEMHOE BBELEHME CTEPOUAOB, N OYEHDb BAXXHO
Kak MOXHO CKOpee CHU3UTb A03y CTEPOUIOB LO CaMOro HW3KOrO YPOBHS,
06ecrneynBaloLLEro KOHTPOb Hag, CUMMTOMaMW.

Manbumnkm ¢ CBO, Kak 1 gpyrve OeTU C NEPBUYHbIMM UMMYHOAEDULMTAMM C
nopax)eHnem T- n/mnm B-nuMpoLmTOB, HE AOJKHbI MOABEPraTbCS BaKLMHaLMN
XXVMBbIMM  BUPYCaMW, TMOCKOJIbKY CYLLECTBYET BEPOSATHOCTb TOro, 4TO
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CMHOPOM BUCKOTTA-OJIAPUYA

BaKLIMHHbIV LUTAaMM BMPYCa MOXET Bbi3BaTb 3a6osieBaHuMe. VIHOrga BO3HUKAOT
OCJIOXKHEHUSI TOCJIe BETPSHOYHOM MHdeKkumn. KIx MOXHO npenynpeavTb
Ha3HayeHWeM (HeMemJIeHHO MocCjle KOHTakTa C 6OJibHbIM) aHTUBUPYCHBIX
npenapaToB, 3aMeCTUTENbHOrO BBEAEHMUS BbICOKUX 403 UMMYHOrI06Y/IMHOB
U TMNEPUMMYHHOM CbIBOPOTKM MPOTMB OMOSIChIBAIOLLErO NALLAS.

EOVHCTBEHHBIM CPeACTBOM, 06ECNEYMBAOLINM “MOCTOSIHHOE N3niedeHne” oT
CBO, sBnseTcs TpaHCMIaHTaUMs KOCTHOFO MO3ra MM CTBOJIOBbIX KIETOK
NynoBMHHOM KPOBW, a nouck HLA-coBMeCcTMMOro goHopa cnepyeT HayaTtb
HeMe[neHHO nocfie MocTaHoBKM amnarHo3da CBO. MNockonbky y 605bHbIX CBO
COXpaHsieTCs HekoTopas ocTaToyHas GyHKumsa T-nMMeoOuMTOB, HECMOTPS
Ha WMMyHOAebUUUT, neper TpaHcrnaHTauuen HeobxoAuMa MNOArOTOBKA
nauMeHTa C TOMOLWpBI JIEKAPCTBEHHbLIX MPEMNapaToB, MNOAABASIOLLMX
UMMYHUTET, n/nunu obuero obnyyeHus. Ecnv y 60/bHOro masnb4ymka ecTb
3[0pOBble BPaTbs UM CECTPbI OT TEX XXE POAUTENEN, Y BCEN CEMbM CiepyeT
BbIMNOJIHUTb TUMMPOBAHWE TKAaHEN C LeNnbio BbigBAeHUs HLA-UaeHTU4HOro
cmbnuHra (C XopoLuen TKaHEBOM COBMECTMMOCTbBIO), KOTOPbIN MOXET CTaTb
JOHOPOM ANs TpaHCNaHTaumm KOCTHOro Mo3ra. TpaHCcnnaHTaums KOCTHOro
mo3ra oT HLA-mgeHTU4yHOro cubnuHra AaeT MNPeBOCXOAHblE pe3ysnbTaThl
npu CBO c obwer yactoton ycnexa (usnedenms) 80-90%. 3ta npouepypa
ABNSETCS NPEANOYTUTESNbHOM AN MafIb4MKOB C BbIPaXXEHHbBIMU KITMHUNYECKUMU
nposisneHmsamu CBO. Bonpoc o TpaHcniaHTaumm KOcTHoro mosra ot HLA-
COBMECTUMOro cubnnvHra y 60JibHbIX C 6oJlee nerknMu  KIMHUYECKUMU
dopmamu, Hanpumep, Npy  U30AUPOBAHHOM TpoMOGOUUTONEHUN, OGonee
C/IoXXeH n TpebyeT 06CY)KAEHUSI C OMbITHbIM MMMYHOJIOTOM. YCMNeLWwHOCTb
TpaHcnnaHTauum OT COBMECTUMOIro OOHOPa-HEPOACTBEHHUKA 3HAYUTENBHO
noBbICUNach 3a NOCNegHNE ABa AeCATUNETUSA. TpaHCnIaHTaLUms OT NOSHOCTbIO
COBMECTUMOI0 JOHOPa-HEPOACTBEHHNKA B HACTOSILLLEE BPEMS TaK XKE yCMeLHa,
KaKk W TpaHCMnaHTauus OT COBMECTUMOrO CUOGSIMHIra, €C/iM €€ BbIMONHATb
B BO3pacTe nauueHtTa JO0 5-6 neT M [0 BO3HUKHOBEHUS 3HAYUTENbHbIX
OCJIOXKHEHWUIN, Hanpumep, TSXXKeNon BUPYCHON MHOeKLMM nnm paka. Yactorta
ycrnexa nepecagkyv OT MOSIHOCTbIO COBMECTUMOrO AOHOPa-HEPOACTBEHHMKA
CHWKAeTCs C BO3pPaCTOM, 4YTO 3aTPYOHSET MPUHATUE PELUEHUS O Takon
TpaHCNaHTauMmM MNOAPOCTKaM wunv B3pocsibiM 60nbHbIM CBO. [MosHocTbo
NN 4YaCTUYHO COBMECTUMbIE CTBOJIOBbIE KJIETKM KPOBW MYMOBWUHBI YCMELIHO
NPUMEHSNIUC AN BOCCTAHOBAEHUS UMMYHUTETA U KOPPEKLMU HapyLleHUs
TPOMOBOLMTOB Y HECKOJIbKMX 60/bHbIX CBO; MOXKHO pacCMOTPETL BO3MOXHOCTb
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CMHAPOM BUCKOTTA-OJIAPUYA

NPUMEHEHMS 3TOM0 MEeToda MpWU OTCYTCTBUM COBMECTMMOrO CUGAMHFA Unn
NOJSIHOCTBKO COBMECTMMOrO JOHOPa-HEPOACTBEHHMKA. B NpOTUBONONOXHOCTb
OYeHb XOpOoWMM pesyfibTaTaMm nepecagku oT HLA-cOBMeCTUMbIX LOHOPOB,
ranjouAeHTUYHas TpaHCMaHTauus KOCTHOro Mo3ra (B KavecTBe [OHopa
MCMosib3yeTCs OAMH U3 POAUTENEN) ropa3fo MEHEE YCMELLHa, YeM Nepecajka
oT HLA-COBMECTMMbIX LOHOPOB.

MPOMHO3

TpuouaTb JIeT Hasag Kihaccuyeckuin cuHgpom BuckotTa-Ongpuya  6bin
OOHVM U3 TSHKENEMNLLNX MEPBUYHbIX HAPYLUEHUA UMMYHUTETA C OXWUOAEMOW
NPOAOMKUTENBHOCTBIO XU3HU Bcero 2-3 ropa. HecmoTpsi Ha To, 4TO OH
OCTaeTCs TSAXKENbIM 3a60JIEBAHNEM, MPU KOTOPOM BO3MOXKHbI YrpoXKatoLme
KU3HN OCIOXHEHUS,, MHOrMe O6OoSibHbIE MYXKCKOro rnofia A0XMBAKT [0
NoJpPOCTKOBOIO UM lakKe B3POCJIOro BO3pacTa, BEAYT NPOAYKTUBHYHO YKM3Hb
N UMEIT COOCTBEHHbIE CeMbW. CambiM CTapLUMM M3 GOJSbHbIX, MOMYYMBLIMX
TpaHcnaHTauMo KOCTHOro Mo3ra, cenyac 6osblie ABaauati Uav Tpuauatm
JIET, U OHN KaXkyTCs BbI3AOPOBEBLUMMU 6e3 PasBUTUS 3JI0KAYECTBEHHbIX
OMyXOJIEN U ayTOUMMYHHbIX 3a60J1EBaHUIA.

11



CMHOPOM BUCKOTTA-OJIAPUYA

NOTES
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BceMupHas opraHusauusi, paboTatoLas ans
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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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