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PeuensupoBanue, oOCyXI€HHE COJIEP)KaHUSA peKOMeHauid npoxoamio Ha caiire HOI'O,

NeANATPUICCKIX, HMMYHOJOTUYSCKUX, TeMAaTOJIOTUYECKUX HAIMOHAIBHBIX (Qopymax B 2013-

2014rr

CUHAPOM BUCKOTTA-OJIPUYA

Ho3zonornueckas rpymia: HepBI/I‘lHLIC I/IMMYHO,Z[e(bHHHTLI

Kox mo MKB-10: D82.0

Hozonornyeckue eqununbl: Cuaapom Bukorra-Onapuua

OIIPEJAEJIEHUE

Cungpom Buckotra- (CBO) — X cuernieHHbIH KOMOMHUPOBAHHBII UMMYHOAEC(PUIINT,
JUISE KOTOPOTO, MOMHUMO HWMMYHOJOTHYECKHX HapyLIEHUH, XapaKTepHbI TPOMOOIUTONEHHUS C

MaJIbIM pa3MepOM TPOMOOIIUTOB U aTONMUYECKUI 1€PMATHUT.

OCHOBHA S UTHOOPMALIMS

Cungapom Buckorra —Onnpuua — X-cremieHHoe 3a00eBaHKe, CTPasalo JIMLA MY)KCKOI'0 I1oJa.
Pnnako ectb cooOmieHuss O €IWHUYHBIX Ciiy4asx 3a0oieBanusi nedodek (CBA3aHHBIE C
HecJlydailHON WHakTuBanueil 310poBoit X-xpomocomsl). B momymsimuun CBO Berpedaercs ¢

yactotor 1 Ha 250 000 MaIbYUKOB.

OTHOJIOT U U TTATOTEHE3

Ha pgansumiii  Moment CBO  gBasercs 3a0oneBaHueM ¢ NOpaXeHUEM
enuacTBeHHOTO TeHa  WASP, pacmomararomierocs Ha Xpl1.23. Bemox WASP
AKCTIPECCUPYETCS] UCKIIOUUTEIRHO B KJIeTKax remaromnodtudeckoro psga. CBOP neoOxomum

AJid peopraHru3an KJICTOYHOI'O HUTOCKEIICTA, YTO HUTPACT BAKHYIO POJIb B TaKHUX (I)yHKI_II/ISIX



KJIETKH, Kak (OPMHPOBAHHE HMMMYHOJIOTMYECKMX CHHAICOB, JIBUXKEHHE KIETOK, a TakKke
nepemenieHre OeNKOB BHYTPU KIETKH. MyTaluu reHa NpuBOJIAT K 3HAYUTEILHOMY CHUKEHHUIO
wii noiaHoMy otcyrcrButo Oenka WASP. CreneHp BBIPaKEHHOCTH NPOSIBICHUH BapbUpPYyeET
MEXy OOJIBHBIMH, U YACTUYHO KOPPEIHPYET ¢ KOHIEHTpalueil Oenka B KJIETKaxX, YTO B CBOKO
ouepesib, 3aBUCUT OT JIOKAJIM3ALMU U BUJIa MyTallUH.

HMmeromuecs uccieloBaHUs MO3BOJSAIOT NPEAMOI0XKUTH, YTO TPOMOOLUTONEHUS IPHU

CBO B OCHOBHOM CB$si3aHa C MOBBIMIEHHBIM pa3pylmIeHHEM TPOMOOIUTOB.

KJIACCUPUKALIMS

Kiaccudukanus

Ha pansbiii MoMeHT He cymiecTByeT efuHou kinaccudukanuu CBO. Haumbonee wuacto
UCIIOJIb3YEMON sBJsieTcs OallibHas cucrema, onucaHHas B o003ope Ochs 1998. Ora cucrema
OCHOBBIBA€TCSI HA  yTBEpXKIEHMM, 4Yro y Bcex OonpHbix CBO  mpucyrcrByer
MHUKPOTPOMOOLIUTONIEHUS,, U 4YTO y OOJBIIMHCTBA, €CIM HE Yy BCeX OOJBHBIX pPa3BUBAETCS
UMMYHOJE(QHINT Pa3HOH CTENEHH BbIpaXXeHHOCTU. OTCYTCTBUE 3K3E€Mbl B aHAMHE3€ WUJIM JIeTKas,
NOJJAIOIAsICs JICUEHUIO IK3€Ma U JIETKUE, HE YacThle HH(EKINH, TPOXoadiue 0e3 0Ca0KHEHUN
cooTBeTCTBYIOT Jerkomy TedeHnto CBO (1-2 Gamma). Tsbkenas dK3ema, PEKyppECHTHBIC
UHQEKIUH, He NOJJAIoLIMecs JIEYEHHUI0, ayTOMMMYHHbIE 3a00JIeBaHUS M 3JI0KAUYECTBEHHBIE
HOBOOOpPA30BaHMUs XapakTEepHbl Uil Tak HaszpiBaeMoro kinaccuueckoro CBO, koTopslii

olieHuBaeTcA B 3 - 4 6ayuia (CpeIHETSIKEIBIN) U 5 0aNIIOB (TSHKEIbIi).

KJIMHUYECKAS KAPTUHA

Knunauka

TsoxecTs nposBieHUN 3a0oneBaHus y 0oabHBIX ¢ CBO BapbupyeT OT MHTEPMUTTHPYIOLICH
TPOMOOLIUTONEHUH € MHHUMAJIbHBIMM T'€MOPPAarM4eCKUMU IMPOSBIECHUSMHU JI0 TSKEIOr0o
3a00JIeBaHUS C BBIPaKEHHBIM MH(EKIIMOHHBIM U ayTOMMMYHHBIM CUHIpoMaMu. Takum o6paszom,
Ha HACTOSIIMM MOMEHT HE YAAJIOCh YCTAHOBUTb YETKOM KOPPEISLHUA MEXKIAY TIKECTBIO
3a00JIeBaHNs U TUIIOM MyTalK. PacXoXxaeHns MEXy HECKOJIBKUMHU I'PYIIIIaMH HCCieqoBaTeNei
MOTYT OOBSACHATHCA OTCYTCTBHEM ueTKoil kinaccupukannu CBO wu, kak ciencTsue 3TOro,
UCCIIEIOBATEIH KIACCUPHUIMPYIOT OOJIBHBIX CO CXOJHON BBIPa)KEHHOCTBIO OOJIE3HH MO-Pa3HOMY.
Tem He MeHee, B 11eJIOM OOJIBIIMHCTBO MUCCEHC MYTAIMi BO 2 9K30HE CONPOBOXKIAIOTCS JIETKUM

TedeHueM 3aboneBanus, HoHceHe 1 CPC myraruu BeayT k Tshxenomy CBO.



I'eMopparnyeckuii CHHAPOM
Cpennuii Bo3pacT mnoctaHoBku nuarHoza CBO mo nganubiM uccienoBanust 1994 rona

cocraisieT 21 mecsi, u'y 90% GoNbHBIX TeMOpPparuuecKuii CHHAPOM MPUCYTCTBYET B MOMEHT
MOCTaHOBKU Juarnosa. [lockonbky TpoMOOIUTONEHUS, KaK PAaBUIIO, OTMEUYAETCS C POXKIICHUS,
3a00JeBaHNE MOXKET MaHU(PECTUPOBATh KPOBOTCUCHUSAMHU M3 IIYIOYHON PaHKH, a TaKKe TAKUMHU
CUMITOMaMH, KaK MeJEHa, »3IHUCTAKCUC, TIeMaTypus, M[eTeXUalbHas Cblllb, a TaKkKe
KUZHEYTPOKAIOUIMMH BHYTPUUYEPETIHBIMU M TaCTPOMHTECTUHAIBHBIMU KPOBOTEUEHUsSMU. B
1994 r. xpoBoTEUEHHUS OBUTH OTMEUYEHBI KaK OCHOBHAsS Mpu4KrHa JietaabHocTH ipu CBO.

Y Hekoropeix OonpHBIX ¢ CBO TpoMOouutonmeHuss M TreMopparmueckue
NpPOSBICHUS  SBISIOTCS ©AWHCTBEHHBIMM CHMITOMaMH 3aboneBaHuWs, U Ha
OpPOTSXKEHUU MHOTHUX JIeT, A0 BBIABJICHHS TeHa, OTBETCTBEHHOTO 3a JaHHBIN
CHUHIPOM, 3THX OOJBHBIX OTHOCHIM B TPynny X-CIEMJIEHHOW TPOMOOIMTOINECHUMU.
[Ipu Goxnee TmaresbHOM OOCIETOBAaHHUHM Yy HEKOTOPBIX M3 HHUX YIAaBalOCh BBISIBUTH
nabopaTopHble HAPYIIEHUS UMMYHHOTO OTBE€Ta NPU OTCYTCTBUHM HJIM MUHHUMAJIbHBIX

KIMHHUYCCKHUX MPOABICHHUAX I/IMMYHO,Z[e(bI/II_II/ITa.

DK3eMa WM aTOIIHMYECCKUI ACPMATUT paSHI/I‘IHOﬁ CTCIICHU BBIPAXKCHHOCTHU ITPOABJIACTCA, KAK
[MpaBuji0, HAa IECPBOM TOAY KHU3HHU M YACTO COIPOBOKIAACTCA MCCTHBIM I/IH(i)I/IIII/IpOBaHI/IeM. v
OonpHBIX ¢ JierkuM TedeHneM CBO bsk3eMa MoOXKeET OTCYTCTBOBATb MJIM HOCHUTH HGFKHﬁ,

MPEXOAAIIUI XapaKTep.

NudekmoHubple IPOSBICHNS

VY GonbmnHcTBa O60bHBIX CBO € BO3pacToM MpOSBISAIOTCS MPOrPECCUPYIOLINE MPU3HAKU
uMMyHoAepuITa. BcernencTBue HapylmieHHd TyMOpPambHOTO M KJIETOYHOTO HMMMYHHUTETa, Y
OOJIBHBIX CO CPEAHETSDKEIBIM WM TskenbM TedeHrneM CBO HabmogaroTcst yacThle WH(GEKINH,
KOTOpBIC HEPEIKO BCTPEUAIOTCS B TMEPBBIC IIECTh MeCAIeB JKuM3HHM. V3 HuX Hambolee
pacnpocTpaHeHHBI BocnajieHue cpennero yxa (78%), cunycursl (24%) u nueBMoHus (45%). YV
24% OonbHbIX Habmomancs cencuc, y 7% Menunrut u uHbexkuun XKKT y 13%. Haubonee
yacThIMU BO30yauTensimu siBisiiorest H. influenzae, S. pneumoniae, P. carinii, C. albicans. Pexe
BCTPEUAIOTCS BUPYCHBIE MH(MDEKIINH, B TIEPBYIO 0YEPeIh IUTOMETATIOBUPYCHBIC TIOPAKCHHUS TJ1a3,
JIETKUX, IPYrux opraHoB. [ puOKkoBbIe 3a00€BaHUS BCTPEUAIOTCS PEAKO. Y OOJBHBIX C JIETKUM

teueanem CBO YIIOMHHAHUA O YaCThIX I/IH(I)CKLII/IHX MOT'YT OTCYTCTBOBATh.

AvyTOUMMYVHHBIE 3a00JI€BAHUS

AyTouMMyHHble HapyiieHus HaOmonawotrces y 40% OonpHbix CBO. Hawubonee wacto

BCTPCHAIOTCA TCMOJIUTUYCCKAsA AaHCMUSA, BACKYJIUTBI W TOPAKCHUC IIOYCK. AYTOI/IMMYHHBIC



HapYIICHHUS XapaKTEePHBI IS TSHKEIOTro TeueHus Oosie3Hn. HekoTopbie 00JIbHBIE Pa3BHBAIOT
Ooyiee OMHOTO ayTOMMMYyHHOTO 3aboseBaHus. Yacto OGonpHeie CBO paszBuBamwr

UMMYHHYIO TPOMOOIUTOINEHUIO.

3710Ka4YeCTBESHHEIC HOBOO6DaBOBaHI/I${

310KaueCTBEHHBIE HOBOOOPA30BAaHUs Yallle PA3BUBAIOTCS y B3POCIBIX HIIU IMOJIPOCTKOB C
CBO, no Mmoryr BcrpeuaTbcs My jaereil. CpeaHuid BO3pacT pPa3BUTHS 3JI0KAUECTBEHHBIX
HOBOOOpa3zoBanuii y 6osnbHbIx CBO cocrasnsier 9,5 ner. Panee y 6onsupix CBO crapme 5
JeT 4YacToTa ONyXOJIeBbIX 3abojeBaHuil coctaBiasina B cpeaHem 18-20%.
BosbIMHCTBO OomyXxosiel UMEIOT JTUM(O-PETHKYIISPHOE TPOUCXOKACHHUS, CPEIM HUX YaIle BCEro
BCTPEYAIOTCS HEXOKKMHCKHE JHUM(OMBIL. Jlumpombl HYacTO MMEIOT 3KCTpa-HONAIBHYIO

JIOKAJIN3AIMUI0 ¥ XapaKTePU3YIOTCsI HEOIAronpusTHBIM ITPOTHO30M.

JIMATHOCTUKA

Anamnes
[Tpu cOope cemeiiHOrO aHamMHe3a Halo OoOpamiaTh BHUMAHWUE HA CIy4ad IMOBTOPHBIX TSDKEIBIX

WHQEKIM M\WIH  CMepTeil Malb4MKOB B PAaHHEM BO3pAaCTe C KIMHUKON HH(EKIIMOHHBIX
3a001eBaHMid U\MJIH KPOBOTCUCHHIA.

IIpn ompoce poaurenedl ciaeayeT YTOYHHUTH CpPOKH BO3HHUKHOBEHMS, 4YacCTOTy M TSXKECTh
HPOSIBIICHHUST TEMOPPArHUecKOr0 CHHAPOMa (KOXKHAsl Chillb, KPOBOTEUCHUS, CTYJ C KPOBBIO),
MH(DEKIIMOHHBIX 3a00NIeBaHNi Y peOeHKa, HATMYHS U BBIPAXKCHHOCTH aTOMUYECKOr0 JepMAaTHTa,
CPOKH M 4aCTOTYy FOCHI/ITaHI/ISaHI/II\/’I B CTalMOHAPHEI. H€O6XO}II/IMO BBIACHUTH HAJIMYHC HpO6JIeM CcO

CTYJIOM: TUapPEUHOr0 CUHAPOMA, FT€MOKOJINTA.

Qusuxkanvroe obcredosanue

Orenka d)I/ISI/I‘-IeCKOFO Pa3BUTHA.

[TarmmenTtsl ¢ CBO MoryT oTcTaBaTh B pOCTe

OcMOTpP KOKHEIX IIOKPOBOB.

Baxno O6paTI/ITB BHUMAHHWEC HA HAJIUYHC HCTCXHﬁ, 9KXHUMO30B, HpOHBJ’ICHI/Iﬁ ATOIMUYCCKOI'O
A€pMaTtuTa, HAJIM4YuAd I/IH(l)I/II_II/IpOBaHHBIX o4aros.

[Manpnanms rpyin nepudepudeckux TuMAGOV3I0B




OueHnuTh pa3Mepbl, KOHCUCTEHITNIO, 00JIE3HEHHOCTh Nepu(epruIecKuX TMM(Oy3I0B.

Jist 6onbHbIX ¢ CBO xapakTepHa JIOKQIM30BaHHAS WM TeHEPaTM30BaHHAs TMM(POaIeHONATHS.

Ilanpnanus IeYeHH, CeJIC3CHKN

VY 6onpHbIX ¢ CBO Hepeako oTMeuaeTcs TenaToCIuIeHOMET alIns.

Jlabopamopnas ouacnocmuka

JlaboparopHas 1maToJaorus

Kak Obu10 cka3zaHo Bellle, Haumbosnee MOCTOSHHBIM mposiBienneM CBO sBisercs
TPOMOOIIUTONEHUSI CO CHI)KCHHEM oObeMa TpoMmOoruToB. CHMIKEHHBIH 00beM TPOMOOITUTOB
ABJIETCS IIPAKTUYECKU YHUKQJIbHBIM CUMIITOMOM, I103BOJISIFOIIUM IIPOBOAUTH
muddepeHnaIbHbIl  IHarHo3 C APYTUMH TpoMmOouuTorneHusMu. [IpoBoauTh omnpenencHue
(YHKLIMOHAJIBHBIX XapaKTEPUCTUK TPOMOOLMTOB B YCIOBUSAX KIMHMYECKOH J1aOOpaTOpUM He
pEKOMeHIyeTcsl, TaK KaK 3TO UCCIIEI0BaHUE YCIIOKHEHO YMEHBUIEHHBIM 00BbEMOM TPOMOOLIUTOB
6oapHBIX CBO.

Nmmynnble HapymeHus npu CBO BkitodaroT B cedst HapylLIeHHs] KaK TYMOPaJIbHOTO, TaK U
KJIETO4YHOro 3BeHa. Hapymenuss T-KkjiI€TOYHOrOo MMMYyHMTETa BKIIIOYAlOT B ce0s B IEPBYIO
ouepesib, TMMQOIEHHI0, KoTopas otMedaeTcs y 6oiabHbIX CBO ¢ pannero Bo3pacta. B Gosbieit
crereHu y 6onbHBIX cHIDKeHBI CD8 mumdonutel.  Kpowme Toro, y 6ompabix CBO oTMevaroTces
CHIDKEHHE pEaKIMH Ha MHTOTEHBI, CHIDKCHHE Npoirdepanud B OTBET Ha CTHUMYJIALHUIO
AJUIOTEHHBIMH KJIETKaMH Y MOHOKJIOHAJIbHBIMM aHTUTenamu K CD3, HapymeHue peakuuu
TUIEPUYBCTBUTEILHOCTH 3aMEJIEHHOTO TUIA B OTBET Ha creuuuueckue aHTUreHbl. Peakiun
TUIEPYYBCTBUTEIBHOCTU 3aMEUIEHHOTO THMa HapyueHsl y 90% OonbHbIX. B rymopanbHOM
3BEHE OTMEYaeTcs yMepeHHOe CHkeHne B-nmuMmdounTtos, cHkeHne ypoBHs 1gM, HopMmanbHBIi
WIN CHIDKEHHBIN ypoBeHb IgG, nossimenue IgA u IgE. IHTepecHoi 0COOEHHOCTRI0O UMMYHHOTO
craryca 6onbHbIX CBO sBisieTcss OTHOCUTENbHOE M aOCOJIIOTHOE MOBBIIIEHHE HATYPaJbHBIX
kuJuiepoB. CylIecTBYIOT JaHHbBIE, UTO 3TOT (PAKT UMEET NaTOreHETUYECKOe 3HaUEHHE.

Hns CBO Takxe XxapakTepHa HECIOCOOHOCTh OOJBHBIX CHHTE3UPOBATh AHTHTENA K
NOJIMCAaXapuJAHbIM aHTUTeHaM. BrepBble 3TOT nedeKkT Obul OMUCaH Kak OTCYTCTBHE Y ITHUX
OOJIbHBIX M30reMarrmoTUHUHOB. [lo3xke Obulo MOKa3aHo, uTto GosnbHble ¢ CBO HecnocoOHBI
MPOAYLUMPOBATh AHTUTEIA B OTBET HA TaKM€ AHTUICHBI, KaK MHEBMOKOKKOBBIE MOJIMCAXapUIbI,

munononucaxapua VI E.coli, aHTHreHb! caTbMOHEIITBL.

HccnenoBanne BHYTpUKIETOYHOH skcmpeccun Oenka WASP mo3BosisieT He TOJBKO C

0ONBIION noneﬁ BCPOATHOCTHU NOATBEPAUTE AUATHO3, U NPEAIIOJIOXKUTb IIPOTHO3 3a00JIcBaHUs B



3aBHCUMOCTH OT €ro KOHIIGHTpaluu. bonbHbIe ¢ HaymmuueM 3kcrpeccuu oenka WASP umerot

Oosiee 6IaronpUATHBIN IPOTHO3.

Knuanueckuii aHaiu3 KPOBU

Otmeudaercss TPOMOOLMTONECHHS, HEPEAKO YMEpEHHas JUMGOMNEeHHUS. B anammzax kpoBu

HCPCAKO BBIABJICTCA aHCMUA, T'CHE3 KOTOpOfI HCACCH.

buoxumuueckuii ananms KpOBH C 00s13aTCIIbHEIM HCCIICAOBAHHUEM MOYCBHHBI, KPpCaTUHUHA,

omwmpyouna, AnT, AcT, JIAT, LD, ritoko3sl — 715 OLIEHKH MOPAXKEHUS BHYTPSCHHUX OPTaHOB.

HCCJ’IG,I[OBaHI/Ie I/IMMYHOFJ'IO6YJ'II/IHOB KpOBHU U (beHOTI/IHI/IPOBaHI/Ie J'II/IM(bOI_[I/ITOB JO0CTAaTO4YHO

Hecrienuuano npu CBO, oiHaKo WHOT/Ia OTMEYAOTCS TUITMYHBIE N3MEHEHHSI (CM. BBIIIE).

YuurteiBas KOM6I/IHHpOBaHHblﬁ I/IMMYHO,Z[e(bI/II_II/IT, HCO6XOI[I/IMO KOHTPOJIMPOBATH BUPYCHBIC
I/IH(1)CKI_II/II/I, B IIEPBYIO OYUCPCAb, HUTOMCTAJIIOBUPYCHYKO BUPDEMUIO, JJISI YETO PCKOMEHIOBAHO

UCIIOJIB30BaTh KauecTBeHHYHO [I1[P.

Kapnonomﬂ " KaJl Ha CKPLITYIO KPOBb IIPpU IMOJAO3PCHUHN HAa TEMOKOJIUT.

IIpoBejicHHE MOJIEKYISIPHO-TEHETHUECKOr0 aHAIN3a

AHanu3 Ha BBISBIICHUC MyTalluu TCHa CBOP MMpOBOAUTCS C IOMOLIBIO HOHHMepaSHOﬁ LICITHOM

PCaKMU U MOCICAYIOIICTO CCKBCHUPOBAHUSA IIPOAYKTOB.

Hncmpymenmanvnas ouaznocmuxa

VY bTpa3ByKOBOE UCCIIEAOBAHUE OPIOLIHOM MOJIOCTH U 3a0PIOMIMHHOIO IPOCTPAHCTBA IS

BBISABJICHUSA CIIJICHOMCTAJIMH.

KOMHLIOTCpHaH TOMOFpa(I)I/IH OpTraHOB 6pIOI.HHOI>i u prz[H0ﬁ IIOJIOCTH — IIO ITIOKa3aHUAM.

[Tpu Hamu4uu ocTpoil HH(PEKINOHHONW CUMIITOMATUKU — PEHTIeHOrpadus rpyJHON KIETKH,

MNPpUAATOYHBIX MMa3yX HOCA B JUHAMUKE.

prrl/le HHCTPYMCHTAJIIBHBIC UCCIICAOBAHUA — TP HAJTMYHUH COOTBETCTBYIOIINUX KIIMHUYCCKUX

OKa3aHUM.



KPUTEPUU IMATHO3A

Tak xak st CBO xapakTepeH WIMPOKUNM CHEKTP KIMHUYECKUX IPOSBIEHUH, TO 3TOT
JUArHo3 JOJKEH paccMaTpUBATHCA Yy BCEX MaJbYMKOB C KPOBOTEUEHHUSMH, BPOXKACHHOW WU
paHo BBIBICHHOW TpoMOouuToneHue. MHPeKun 1 UMMYHOJIOTUYECKHUE HAPYILICHUS MOTYT
OTCYTCTBOBATh WJIHM, HA00OpPOT, OBITh SPKO BBIPAKCHHBIMH. Y HEKOTOPHIX OOJIBHBIX MOTYT
pa3BUTHCS AyTOMMMYHHBIE 3a00J1€BaHMsL.

CoriacHO JAMarHOCTHYECKOMY KOHCeHcycy, npuHsatomy ESID (EBpomeiickum oOmiecTBoM
UMMYHOJE(PHUIUTOB) aOCOIIOTHBIM KpUTEPHEM ITocTaHOBKH auarHo3a CBO sBisiercs BbIsBICHHE
3HAYUTEIBHOTO CHIDKEHHUS KOHIeHTpauuu Oenka CBOP B kjeTkax KpOBH W/WIM BBISIBICHHUE
MyTalllU T'eHa.

bruto onucano Heckonbko ciyyaeB CBO y neBoyek. bbuio oOHapykeHO, UTO I€BOUKHU C
cumnromamu CBO  sBnsmuchs rerepozuroramu no wmyrauuu B reHe WASP.  ABTOpEI
IIPEITOJIOKUIH, uTO nposBiieHuss CBO y neBouek ObL10 00YCIOBIEHO CIy4aliHbIM COBIAICHUEM
IBYX coObITuii: Mmyranue B reHe CBO 1 HapylIeHneM HHAKTUBAIMK X -XPOMOCOMBEI.

N3BecTHO HECKONBKO cllydaeB ¢ akTUBUpYtoueil myranueir WASP, pe3ynbTaToM KOTOpOit
ABIIETCS TsDKeNash BpOXKICHHAas HelTporneHus. B 3Tom ciaydae He ObLUIO OTMEYEHO

TPOMOOIUTAPHBIX WJIH APYTUX AedEKTOB, XapakTepHbIX st kiaccuueckoro CBO.

JANOOEPEHIIMAJILHBINA JUATHO3

JuddepeHnmanbHbIii JIMarHo3 JTOJIKEH MIPOBOJAUTHCS c UJIAONIaTUYECKON
TPOMOOILIMTONIEHUYECKON TMypHypol, KOTOpass MOXET SBJIAThCS Kak CaMOCTOSATEIbHBIM
3a00J€BaHUeM, TaK M COMPOBOXKAATh TEUYECHHE JAPYTUX HMMYHOACHUIIUTHBIX COCTOSHUN
(manpumep, rtunep-IgM cungpom). Kpome TOro, HEOOXOIMMO UCKIIOYATh Jpyrue X-
CIICTUICHHBIE  3a00JieBaHUs, COIMPOBOXAAIOIINUECS TPOMOOIMTONEHUEH, Hampumep, X-
CIETUICHHAsT TPOMOOIIMTOTICHHSI C TallaCCEMHEH. X-CHENIEHHBIA BPOXKJICHHBIN IUCKEPATO3
XapaKTepU3yeTcsd NUTMEHTHBIMU HApYIIECHUSIMH, JICUKOIUJIAKWEH, TMOBBIIIEHHOW YacTOTOM

OTyXOJICH, aTpe3ne CIE3HBIX JKeJe3, aHeMUEH U TPOMOOIIUTOTIEHUEH.



TepamneBTudeckasi CTpaTU(UKALINS

Bce GombHble ¢ cunapomoM Buckorra-Onapuda SBISIOTCS KaHAUAATAMU JUIS TPOBEACHHUS
TpaHCIUIAHTAIIMKM TeMaTomodTHYecKnX CTBOJOBBIX KieTok (TI'CK), kak eauHCTBEHHOTO
KypaTUBHOTO Me€TOJa JaHHOTO 3abosieBanHus. Ilpm JierkoM TeueHWH 3a0oJeBaHMS,
MPOSIBIISIONIUMCST W30JMPOBAHHONW TPOMOOIMTOTICHHEW, BO3MOKHO KOHCEPBATHBHOE BEICHHUE
o6onbHoro. Ilpu orkaze or TI'CK mpu Tspkenom TedeHUM 3a00JI€BaHMS, a TAKXKE HAa MEPHOJ
noarotoBku kK TI'CK ¢ momeHTa mocraHoBku nuarHo3a OosibHple CBO m0mKHBI MOJTydaTh
MOCTOSIHHYIO 3aMecTUTeNbHYI0 Tepanuto BBUI', mo moka3zaHusmM nmporIakTHYECKYIO TEPaIuio

aHTHOAKTepUAIbHBIMU, TIPOTUBOBUPYCHBIMU U IIPOTUBOTPUOKOBBIMU IpPEMapaTaMu.

[Ipu Bo3HMKHOBeHMHM UHGPEKIUH Ha QoHe NPOPUIAKTHUECKONH Tepanuu HEOOXOAUMO
HEMEIJIEHHOE Ha3HAYeHHe aHTHOAKTEPHUATbHBIX MPENapaToB HIMPOKOTO CIEKTpa NEHCTBUS, KaK

MPaBUJIO TAPIHTEPATBHO.

Tepanus

Tepanus

[TepBbiM BeIOOpOM B euyeHuun CBO sBhsieTcs TpaHCIIaHTAUS TE€MOMOITUYECKUX
crBosioBbix KieTok (TI'CK). BeixkuBaemocts 60onpHbix CBO mocne TI'CK ot HLA-
MJEHTUYHBIX JOHOPOB JocTturaet 80%.

CIUIEHIKTOMHST CHUYKAET BEPOSITHOCTh KPOBOTEUYECHHI, HO COMPOBOKAAETCS TMOBBIIICHHBIM
PHCKOM CENITUIIEMHUH U B HACTOSIIIIEE BPEMsI HE PEKOMEHIYETCSI.

Xopomio cebsi 3apeKOMEHJoBalla Tepamus aroHUCTOM TPOMOOIIOATUHOBBIX PEIENTOPOB
POMUIIIACTHHOM, YTO SBIISETCS XOpOIIEH aabTEePHATUBON KOPPEKUUH TPOMOOIIMTONCHHUH.

[Mpenapar ucnonb3yercs B go3e 9-10 mr\kr 1 pa3 B Hememo.

[TepenuBanust TpOMOOLIUTOB cieyeT n30eraTh, €ciau y O0JIbHOTO HET CEphe3HON Yrpo3bl JUIs
KHU3HU U KPOBOTEUEHHE MOXKET OBITh OCTAHOBJIEHO KOHCEPBAaTUBHBIMU CIIOCOOaMH.
KpoBouznusuusa B [THC TpebyroT HeMeqI€HHOTO NepennuBanns TpoMOOIUTOB. TpoMOOLIUTHI U
JIpyrue MpOIyKThl KpPOBU JOJDKHBI IOJIBEPTraThCs OOMYyYEHHUIO Mepe] MepeTuBaHueM s

MpeaoTBpallCHUA B pCAKIIUN TPAHCIIJIAHTAT IPOTUB XO351MHA.



Tak xak y 6ompHBIX CBO HabmogaeTcst HapylieHue MPOAYKIIMH aHTUTET B OTBET Ha MHOTHE
Pa3sHOBUIHOCTH AHTUTECHOB, TO NPOQPHIAKTHYECKOE JIEYCHHE C TIOMOIIBI0 BHYTPUBEHHOTO
nepenuBanusi uMMyHornooynunos (BBUI') moka3zano npaktudecku Bcem OonpHbIM CBO, oHa
IIPOBOIUTCS B cTaHAapTHHIX H03ax 400-600 mr\kr 1 pa3 B 4 Hemesn, He3aBUCHMO OT ypoBHS 10G.

JepMaTtut MOXeT TpeOOoBaTh KOMIUIEKCHOTO JIEYEHHUS C MPUMEHEHHEM AaHTHOMOTHUKOB.
CreponiHbie Ma3u ¥ KpeMa OOBIYHO >(PQEKTHBHBI B €ro JICYEHWH, OAHAKO HHOTZIA MOXKET
OoTpeOOBaThCsl MPOBEJECHUE KOPOTKUX KYpPCOB CHCTEMHBIX cTepouaoB. Hepenko mpumeHeHue
AHTUOMOTHKOB MPHUBOJUT K YIYYIIEHHIO CHMIITOMOB 3K3€MbI, YTO TOBOPUT O BIUSHUU
OaxTepuanbHoro ¢akropa Ha ee pa3Butue. HeoOxonumo mpuHHMAaTh BO BHUMaHHE HaIUYUE
MUIIEBON aJJIEPTUU U COOTBETCTBEHHO KOPPEKTUPOBATH JIUETY.

B cimywyae pasBuTHS ayTOMMMYHHOI'O KOMIIOHEHTa BbicOKHME 1036l BBUI' u cucremHbIx
CTEpOHIOB MOTYT JaTh MOJOXUTEIbHBIN pe3yabTaT, 3aTeM 1032 CTEPOUIOB MOXKET OBITh

CHHMIKCHA.

TT'CK

HpOBOI[I/ITCH OT pOACTBEHHOI'O COBMCCTHUMOMI'O, HCPOJACTBCHHOI'0O COBMECTUMOT'O UJIM raIijio-
HACHTUYHOI'O JOHOPA I10 CTaH,HapTHOfI MCTOJHUKE, C UCITOJIB30BAHUC IIPOTOKOJIOB

KOHIMIIMOHUPOBaHMs, pazpadoranubix st CBO.

I'ennas Tepamus

B mHacrosmee BpeMsI HUAYT AKTUBHBIC KIIMHUYCCKUC HWCCICAOBAHUA, KOTOPBIC HOaAyT

BO3MO>XHOCTb ITPUMEHEHHUs FeHHOM Tepanuu B Tepanuu CBO.

OcoOenHocTH Tepanuy NHPEKINOHHBIX OCIOXKHEHUH

PazButue Ttskenbix uHpekuuit TpebyeT Tepanuu aHTHOMOTMKAMH IIHUPOKOTO CHEKTpa

NEeNCTBUS, UCKIIIOUEHUSI BUPYCHOU MPUPObI 3200I€BaHUSI.



TpeGoBaHMs K TUTAHUIO U 00pa3y KU3HH MMAIIMCHTOB

* Iluranue: crapaTbCsi MCIOJB30BATH IMHINY, MPOMIEAIIYI0 TEPMHUECKYI0 00paboTKy. Jlms
MIUThS UCIIOJIb30BaTh TOJILKO OYTHUTMPOBAHHYIO WIIM KUIISTYCHYIO BOAy. Henb3s ynmoTpeOnsTs
B IUIIY TPOIYKTHI, COJCpXKAIINE >KUBbIC OaKTEPUAIbHBIE W TPUOKOBBIC KYJIBTYPHI
(buokedupsl, OMOMOTYPTHI, CHIPHI C IUICCEHBIO), MPOIYKTHI OpPOKEHHSI M CKBAIIMBAHHS
(KBaIIeHHAs KaITyCcTa, KBac U Jp)

* Ilpu HamuMM ajuieproaHamMHe3a UCKITI0YATh MPUIUHHO-3HAYUMEBIE PO TYKTHI

* B cBa3u ¢ TpoMOOUMTONEHHEW pPEKOMEHIIOBAaHO H30erath TPaBMOOIACHBIX CHUTYaIlHid,
KOHTAKTHBIX BHJOB CIIOpTa, JeTsAM Miamgmiero Bo3pacta (1-4 roma) HOCHUTH

IIEHOIIOJINYPETAHOBBIN IIUIEM.

TpeOoBaHMs K HAJIMYWIO CICHHAIMCTOB M JICYCOHO-TMArHOCTHYECKUX ILIOIIAI0OK CMEXHBIX
CIIELIHAIBbHOCTEMN.

[IpodunakTryeckas Tepamnusi MPOBOAUTCA aMOYJATOPHO, IMOJ KOHTPOJIEM NeAuaTpa W Bpada-
umMyHosora. OJHAaKO TEepBOHAYAILHOE OOCIEAOBaHWE W IMOAOOp TEparnuud PEKOMEHIOBAHO
MPOBOAMTD B IHEBHOM HIIM KPYTJIOCYTOYHOM OTJIENCHUH (B 3aBUCUMOCTH OT OOIIIETO COCTOSIHUSA)
JIITY, koTOopoe AOMKHO UMETh B CTPYKTYpE OTAeleHHE (TanaTy) aHeCTe3U0IOrHi-peaHuMAIIHH,
OTJICJICHHE XWUPYPTHUU, CIIOCOOHOE BBIMOIHATH TOpPAKAIbHBIC M a0JOMUHAIBHBIC OTCpAIlluU
000 cTeneHu ciaokHOocTH. Kpome Toro, HeoOX0IMMO MMETh B IITaTe  TacTPOIHTEPOIIOra,
HeBponaToJyiora, okynucra, JIOP-Bpaua. OOs3aTeIbHO  HAJMYUE  LIMTOJIOTHYECKOM,

UMMYHOJIOTHUECKON, OaKTepHOJIOTNYEeCKOH, OMOXMMHUYECKOH U IKCIpecc-1abopaTopuil.

ITPOTHO3

[Tpu ycnemnoit TI'CK nporHo3 B 1enoM OJaromnpusTHBIA, OH BO MHOTOM OHpEenseTcs
TsoKecThI0 copmupoBaBmnxcss kK MomMeHTy TI'CK xponuueckux ouaroB MHpekuuu. CpemaHss
IPOJOKUTENBHOCTD KU3HU OosibHBIX CBO 6e3 mpoBenenus um TI'CK B HacTosmuii MOMEHT
OHa cocTtasisieT 11 er.

BonbHble ¢ HM30AMPOBAHHOM TPOMOOLMTONEHHEW HMMEIOT JY4IIMH MPOrHO3, OH 3aBUCHUT OT

BO3MOXHOCTH YMCHBIIUTH PUCK KpOBOTequHﬁ.

JUNCIAHCEPHOE HABTIOAEHUE




[Tocne ycraHOBIEHMS [War€Ho3a, moadopa J03 MpenapaTroB NAalMeHT IepelaeTcs MoJ
JTUCTIaHCepHOe HaOmoaeHne mneamarpa (€Clid €CTh JOJDKHOCTh — HMMYHOIIOTa) IO MECTy
JKUTEJIHCTBA.

[MpodunakTuyeckas Tepanus MPOBOJUTCS aMOYJIATOPHO, JUTUTEIBLHO/TIOKU3HEHHO.

BonpHEIE 1 YIEHBI UX ceMer JOJIDKHBI OBITE 06yLI€HBI [mpaBuJiaM HHﬂHBHHyaﬂBHOﬁ TUT'HCHBI.

JlaGopaTopHble uccie10BaHus

e OOmmii KIMHUYECKUH aHaU3 KpoBH (00s3aTesIeH MOJCYET JIEHKOIMTAPHOH (HOpPMYIIHI)
npoBouTcs 1 pa3 B 2-3 Mecdua, 10 MOKa3aHusAM yalle.

e buoxumuueckuil aHaau3 KpOBU C OIpPEJECIEHUEM aKTHBHOCTU IEYEHOUHBIX ()EPMEHTOB,
CPb — 1 pa3 B 6 Mec, yaiiie 1o nokazaHusiM

e OOmwMii aHaaM3 MOYM - 2 pasa B IoJl ¥ PU UHTEPKYPPEHTHBIX 3a00IeBaHHIX

HNHCcTpyMEHTaNbHBIE UCCIIEI0OBAHUSL.

e OKI'—1pa3Broa
e V3U OprourHoii monoct — 1 pa3 B roa

e Penrrenorpadus rpyaHoi kiaeTku — 1 pas B rof

[TeproaruHOCTh OCMOTpa CIIEHUATMCTaMHU, TPOBOIUBIINMU TEPAIHIO.
HMmmyHosor ocMarpuBaeT nanueHTa 1 pa3 B 3 mecsua B nepBblil roj| HabmoeHus, nanee 1

pa3 B 6 Mec. Ipu gacThIX\XpOHHYECKHX WH(EKIIMOHHBIX 3a00JICBaHHSX — YaIlle.

[TeproaAMYHOCTH KOHTPOIBHBIX OCMOTPOB CIIELUATUCTAMU CMEXHBIX CIIEUATBbHOCTEH.
Ocmortp xupypra — 1 pa3 B rox

OcMmoTp okynucta — 1 pa3 B 6 mec.

OcmoTtp cromatosora — 1 pa3 B roj

OcmMmotp JIOP Bpaua — 1 pa3 B ron

Baknunanus

Bakimaaius gHe mokas3asa.

Bo3moxHOCTB XUPYPru4eCKOoro BMEaTeJIbCTBa



OrpaHu4eHbl YHUCIOM  TPOMOOLIMTOB, T€pe] BMEHIATENLCTBOM  TpelOyeTcs  Tepamus

POMHUIIIIACTUHOM HJIU 3aMCECTUTCIIbHAA TCpaIlua TpOM60KOHI_IeraTOM.

Bo3MoxxHOCTE OPTOAOHTHYCCKOT'O JICUCHUA.

He orpanuyensl.

OcCHOBHBIE TIOJI0KEHHUS IPU PA3BUTUH JIPYTUX 3200JICBaHHIA.
B ciydae nuxopagku W/WIM 3HAUMMBIX OYaroB MH(EKIUM — CpPOYHAs TOCHUTAIM3ALMs B
CTallMOHAp, HEME/UIEHHOE Ha3HaueHHWe aHTMOMOTUMKOB UIMPOKOrO CHEKTpa JeicTBUs

HapIHTEPAIBHO.

PEKOMEHJIAITVU IO OPOPMIEHUIO MHBAJIMTHOCTU

PexomenoBaHo O(I)OpMJ'IeHI/IC HWHBAJIMAHOCTH

COLIMAJIBHA S Y TICUXOJIOTUYECKA I PEABUJIMTAIIAA

Bo3moxxHOCT peObIBaHMS B OPraHU30BaHHOM KOJIJIEKTHBE.
Ha ¢one mpodunaktudeckoid Tepamuu BO3MOKHO TpeOBIBAHHE B JETCKOM KOJUICKTHBE IPH

YCJI0BUHA n30eranus ManuCHTaAaMM TPaBMOOITaCHBIX CHTyaHHﬁ.

B03MOXKHOCTh IyTEIIECTBHM, MMOE3/10K 3a TPaHUILY, IPeObIBaHUS B JE€TCKOM 03/10pPOBHTEIHHOM
jarepe
OrpanuueHa SMUJAEMHUOJIOTMYECKOM cuUTyanuen u BO3MOYHOCTBIO peryispHou

npoUIaAKTUIECKON TepaInu.

Bo03M0XHOCTB Harpy30K M 3aHATHH CIIOPTOM.

Bo3MoxHBI 0€CKOHTAKTHBIC BU/IBI CIIOPTA (TIJIaBaHKeE, JIp.).

Bri6op npodeccun.

[Tpu orcyrecrBun TI'CK uszberats mpodeccuit, CBI3aHHBIX BO3MOXKHBIMH TpPaBMaMH, a TaKke C
HEOOXOAMMOCTBIO YaCTBIX TMOE3J0K C camoJieTax W moe3fgax. M30eath paOOThl B OOJIBIIHMX
KOJIJIGKTHBAX, pa0dOThl, TpeOyIolIel AIUTEIbHOro mpoe3aa B o0IIecTBeHHOM TpaHcnopte. [Ipu

yenemHo TI'CK orpanuueHuii HeT.

OTHOMICHUE K POXKICHUIO JIETEH.



be3 TI'CK neroponnas ¢pyHKumsi 0ObI9YHO HE cTpanaet, mocie nposenenHord TI'CK Bo3mokHO
Oecmionue.

[IpenaTtanbHast AMAarHOCTUKA U TEHETUYECKOE KOHCYJIbTUPOBAHHUE.

Cembs 0oasHOTO CBO

Heobxomuma mpeHaTalibHasi TUAarHOCTHKA MPH BCEX MOCIEAYIOIMUX OCPEMEHHOCTSIX MaTepu B
JaHHOM WU Apyrux Opakax. HeoOXoammo TecTHpOBaHHE HA HOCUTEIBCTBO MYTAaIlUU CECTEp
0OJILHOTO, BCEX CecTep MaTepu JETOPOJHOTO BO3pacTa, IO TMOKa3aHUSIX — JPYrux

POACTBCHHUKOB XCHCKOT'O I10J1a.

Boasnoit CBO

[lpenaranpHasi OUAarHOCTMKAa HE I[IOKAa3aHa, TaK Kak pUCK 3a00JieBaHUs y MaJb4YUKOB
OTCYTCTBYET, y JeBouek coctasisieT MeHee 0.1%. Puck HocurTenbcTBa MOpakeHHOIO reHa y
nodepeit 6oipHOTO coctaBisteT 50%, HEOOXO0IUMO 00CIETOBaHHE 10 JOCTIIKEHUS JIETOPOJIHOTO

BO3pPacTa, CEMEHHOE KOHCYJIbTUPOBAHHUE.
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