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PE3OME Oco6GeHHOCTbI0 AaHHOro HabnwaeHUs, NOMUMO Ype3BbiYaiHOW peaKoCTUM AAaHHOro 3aboneBaHus, AB-
NAeTCA OTCYTCTBME BbIPaXeHHbIX KIIMHUYECKUX NPOSIBIEHWIA AepMaThTa, Xopoluas TepaneBTuyeckas acpdekTne-
HOCTb NMSIAHOBON BHYTPUBEHHOW MMMYHOTEpanuu, OoTCyTCTBME TUMUYHON 303MHOMUNUKM B KPOBU, a TaKkKe OT-
CyTCTBME NoBbIWeHHOro ypoBHs IgG u IgA Ha doHe cHuxkeHHoro IgM, npucoegMHeHMe UMMYHHOFO MexaHU3Ma

TPpOMGOoLUUTONEHUN Ha (POHE MHOTrOKPaTHbLIX UH(PY3UII UMMYHOTPOMHBLIX NpenapaToB.

KnioyeBble cnoBsa: cuHapom Buckotra — Ongpuya, nepBuYHbIe UMMyHOAEPULIUTDI.

* OmeemcmeeHHbIU 3a rneperiucky (corresponding author): krasnova_ee@mail.ru.

CuHapom BuckotTta — Ongpuya, XxapakTepuayoLuii-
cA  KOMOMHMPOBAHHOW HEOOCTAaTOYHOCTbIO TyMO-
panbHOro M KNeToYHOro UMMYHWUTETA, HacneayeTcs
Mo PELECCUBHOMY CLIEMNIeHHOMY C X-XPOMOCOMOW
TUNY W NPOSIBMSIETCS TPMaZol MpU3HaKoB: peunau-
BUPYIOLMMM U XPOHUYECKUMYM MUKPOBHO-BOCMasv-
TenbHbIMU 3a60M1eBaHNSAMM, FreMopparMyeckum CuH-
APOMOM V1 9K3EMOIA.

[aHHbIA KNUHWYECKUIN CMHOPOM BnepBble Bbin onu-
caH B 1937 r., korga A. BuckoTT coobLuun o ceMbe,
B KOTOPOMW TPOe Marnb4vMKoB MMenu TpombouuTone-
HUIO B COYMETaHUW C TSXENON 3K3eMOWN U NMOBTOPHbI-
MU MHAEKUMAMU, B TO BPEMS Kak YeTbipe 1X cecTpbl
ObInn 3gopoBbiMU. Yepes 17 net, B 1954 r., P. On-
ApVY nokasarn, YTo 3TOT CMHOPOM HacneayeTcs Kak
X-cuenneHHbIn peLeccrBHbIn NpuaHak. B 50-x 1 60-x .
XX B. OblNn BbISBMEHbI MPU3HaKN UMMYHHOW Heao-
CTaTOYHOCTU, U cnHapom BuckoTtta — Ongpuya Bo-
LUern B CAMCOK NePBUYHBLIX UMMYHOLEMMLNTOB.

YacToTa BcTpeyaemoctu cuHgpoma Buckotta — On-
apuvya coctasnseT 4 : 1 000 000. BonetoT NOYTU MC-
KNHOYNTENBHO MarnbYnkn. MonekynspHbIn aedekT,
onucaHHbi B 1994 r. Derry, Ochs, Francke (CLLUA),
3akntodaeTtcs B oTcytcTBum 6enka WASP (Wiscott-
Aldrich syndrome protein), KoagMpyemoro reHom
WASP, KOTOpbIli NOKanM3oBaH Ha KOPOTKOM Mrieye
X-xpomocombl. ®yHkumm WASP g0 koHua He us-
yYeHbl, HO BbISIBIIEHO, YTO OH UrpaeT KpUTUYECKYHO
porfb B MONMMMEpU3aLMn akTuHa n opMUPOBaHUN
untockeneta. Takke B (hOPMMPOBaAHUN LUTOCKENE-
Ta (MukpoBunNK, dunonogobun, namenononodum)
yyacTByeT Genok MO33UH, KOHLIEHTpaLuMs KOTOPOro
CYLLECTBEHHO CHWXaeTcs B TpombouuTax npu CuH-
apome Buckotta — Ongpuya [4].

3aboneBaHune NposBRseTCs B paHHEM AETCKOM BO3-
pacTte, MHorga B nepuoge HoBOpOXAeHHOCTU. Knac-
cnyeckaa opma cuHgpoma Buckotta — Ongpuya
npeactaBnaeT cobon xapakTepHbIA KOMMMEKC Hapy-

WISCOTT — ALDRICH SYNDROME (A CLINICAL OBSERVATION)

Gornakov I. S., Kozlova O. B., Chemodanov V. V., Krasnova E. E.

ABSTRACT The peculiarities of this observation besides the extraordinary rarity of the disease were as follows:
the absence of the expressed dermatitis clinical manifestations, good therapeutic efficacy of planned intravenous
immunotherapy, the absence of typical eosinophilia in blood and the absence of IgG and IgA increased level on
the background of decreased IgM level, the addition of thrombocytopenia on the background of multiple infusions
of immunothropic preparations.
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LLIEHMIA: MNOBbLILLIEHHAs KPOBOTOYMBOCTb, CBsi3aHHast
CO 3HA4YUTENbHbLIM CHUKEHNEM YncTia TPOMOOLIUTOB;
PELMAMBUPYIOLLNE U XPOHUYECKNE BakTepuarnbHble,
BMPYCHblE U rPUBKOBbLIE MHMPEKLNN; KOXKHAS IK3eEMA.
MommMmo knaccumyeckon BblaeneHa 6onee nerkas
dopma OonesHn nog HasBaHMEM X-CLENTEHHON
TpomGounTONEHNN.

TpoMOOLMTONEHNST N YMEHbLUEHME pa3Mepa TPOM-
6ounToB (BOMbLLUIMHCTBO NNacTUMHOK MeHee 1,5 Mkm
B AvaMeTpe Mpu HopMe 2,3 MKM), Npy AaHHOW naTo-
normmn ABMNsIETCA NOCTOSAHHBIM CUMATOMOM. Tpom6o-
uMTONEHMS 00yCrnoBEHa HECKONBKUMU NMPUYUHAMM:
MOBBILIEHHbIM Pa3pyLUEHNEM KIEeTOK, aHOMarlbHbIM
mMeTabonmamom, HeaddEKTUBHBIM TPOMOBOLMTOMNO-
330M. Yumcno TpombGouuToB 4aule konebrnetca ot
30 x 10%n po 140 x 10%n, HO NepuoanYecKkn CHU-
xaetcsa go (10-30) x 10%n [1]. B nyHKTaTe KOCTHO-
ro Mo3ra OnpefensoT OTCYyTCTBME MerakapMoLuToB
UNWN Hanuune ux gereHepatuBHbiX hopM. M3-3a no-
CTOSIHHbIX KPOBOTEYEHMUI Y BONMBHOIO MOXET TaKkKe
pa3BUTLCS XpPOHUYECKasi mocTreMopparmyeckas aHe-
Mus. B 6oMnbLUIMHCTBE CriyYaeB OAHMM U3 CUMMNTOMOB
ABNSEeTCA 3yAsiasi KoXHas cbinb. [eMopparmyeckui
CUHOPOM yCcuUnmnBaeTcs Ha poHe MHAEKLM.

TsaxecTb UMMyHHOro gedpekta npu cuHapome Bu-
ckotta — Ongpuya BapuabenbHa. B 6onblunHCcTBE
CcrnyvyaeB nopaxaeTcs W KNeTOYHbIN, U rymoparnb-
HbI UMMYHUTET, K 6—8 rogam passumBaeTcs nMmMdo-
uuToneHus 3a cuyet geduumTta T-KNeTok. YPOBEHb
CbIBOPOTOYHOro IgG He m3meHeH, IgM — ymepeHHo
CHWXeH, a KoHueHTpaumu IgA n IgE — noBbieHbI
[2]. CneagcTBrem nmmyHogedmumTa ABNSIOTCA ynop-
Hble, YacTo noBTopsiowmecs bakTepuanbHble, BU-
pyCHbIe 1 rpubkoBble MHdeKUMn. Koxka MoxeT ObiTb
MHPMUMPOBaHa pasHbIMy BakTepusiMu B pesyrnbTate
MHTEHCUBHOTO pac4ecbiBaHUS 30H, NMOPaXKEHHbIX 3K-
3eMoi. Y Takux AeTew CyLleCTBEHHO NOBbILIEH PUCK
BO3HWKHOBEHWSI  31TI0Ka4YeCTBEHHbIX 3abonesaHun,
npexae Bcero nMMA@OM 1 NENKO30B, U C BO3PacToMm
3TOT puUck Bo3pacTtaeT. B psge cnyvaes pa3suBatoT-
Csl TaKMe ayTOMMMYHHbIE HapyLleHWsl, Kak BacKymnuT,
rnomepynoHedpuT 1 ap. MoxeT BO3HUKHYTb U UM-
MYHHasi TPOMOOLUMUTONEHUS, 3HAYNTENBHO YBEMUYN-
BaloLLas pPUCK PasBUTUS M TSXKECTb KPOBOTEYEHUN
[2, 3].

Ha nepBoM rofly Xu3HM 3K3ema MoXeT HanomMuHaTb
ceboppeliHbIi - aepmMaTUT, TSHKENbI NeneHoYHbIN
aepMatut unu ObiTb reHepanM3oBaHHOW, Mopaxas
KOXXy BCEro Tena Unm TonbKo KOHEeYHOCTEN. Y Manb-
YnkoB Ooniee cTapLlero Bo3pacTa 3dK3emMa MOXeT
OorpaHMYMBaTLCS CKMagKaMu KOXW B NIOKTEBOM Cru-
Oe, NokannaoBaTbCA BOKPYr KACTEWN PYyK UMK Lien, a
TaKkXKe Mo, KONeHHbIMU CycTaBaMy, B UHbIX Crlyyasix
OHa MOXEeT MnopakaTb 3HaYUTENbHYO YacTb NOBEPX-
HOCTW KOXW. Y HEKOTOpPbIX NaLneHTOB 3K3eMa OTCyT-
CTBYeT WUINM UMEET nerkyto popmy. XapakTepHbIMu

npusHakamn 6onesHu ABMASIOTCS PeLUanNBUPYIOLLUIA
Hecneunduyeckuin apTput, BpoHXManbHas acTMma,
HedpuT 1 BoCNanuTenbHble 3ab0neBaHNs KULLEYHN-
Ka, CONpOBOXAAOLLNECSH KPOBOTEYEHUAMM.

EOVHCTBEHHbIN METOA NeYeHusi, KOTOPbIA MOXET
MOMHOCTBK) BOCCTAHOBUTb UMMYHOJSIOTMYECKUA 1
remaTonornyeckuin aedekTtbl, — nepecagka anno-
FeHHOro KOCTHOro mMo3ra, a ee ycnex gocturaet 90%
npv UCNOfb30BaHMM TpPaHCMNnaHTaTa oT IMCTOCOBMeE-
CTMMOro goHopa. [Jo NpuMeHeHUs1 TpaHCcnnaHTauum
KOCTHOro mo3ara 60nbLUMHCTBO NauMeHToB norndanm
B paHHem Bo3pacTe (B cpegHem B 6,5 roga). MNan-
NUaTUBHOE NneYveHne BKNoYyaeT B cebsi 3aMecTUTenNb-
Hyt0 Tepanuio BHYTPUBEHHBIM UMMYHOTI00YIMHOM 1
npodunakTuyeckoe HasHadeHne aHTUMUKPOOHbIX
N MPOTMBOBMPYCHbIX MpenapaToB. BbipaeHHOCTb
remMopparmyeckoro CMHApOMa yMeHbLUaeTcs nocre
CNIIEH3KTOMMU, KOoraa y 6OMnbHbIX yBENUYMBAETCS He
TONbKO KONMYECTBO TPOMOOLIMTOB, HO MU UX pa3mep.
CnneHaKToOMUIO XemnaTeribHO MpPOBOAUTL B paHHME
CPOKMN.

[Mpn oCTpOM TeveHUn MHEKUUA NpoBoauTCH Tepa-
nMs aHTUOMOTMKaMU LUMPOKOro CrnekTpa AenCTBUS,
Kak npaBuno B BMAe kombuHauuu LedanocnoprHa
(100 mr/kr/cyT) ¢ amnHOrNMKO3NZ4amMu (B Makcmmarb-
HOW BO3paCTHOW [03€) BHYTPMBEHHO. BHe obocTpe-
HUS MHAEKUMN BonbHbIE HYXXAATCA B MOCTOAHHOM
npueme TpumeTonpuma/cynbdameTokcasona (B
aose 5 mr/kr/cyT) ons npodunakTMkM NHEBMOLMCT-
HOW MHEBMOHMMW, NPOTUBOIPUOKOBLIX (ChyKOHa30M)
1 MPOTMBOBMPYCHbIX (AUUKNOBUP) NpenapaTos.

O6sa3aTenbHbIM KOMMOHEHTOM JleYeHNsi ABNsSeTcs
perynsipHasi 3amMecTuTenbHasi Tepanusi BHyTPUBEH-
HbIM MMMyHornobynuHom (0,4 r/kr Ha BBeaeHue),
KOTOpOe NPOBOAMUTCS B CBSI3N C HApYLUEHHOW Mpo-
AyKunen cneumuyecknx aHTuTen, HecMmoTps Ha
HOpMarbHY KOHLEHTPALMIO CbIBOPOTOYHBIX UMMY-
HOrnoGynMHOB.

MpuBogMM coOGCTBEHHOE HabnogeHUe Marbuynka
Y. ¢ cnHgpomom Buckotta — Ongpuya, poXxaeHHo-
ro 11.12.2008. N3 aHaMmHe3a XW3HWN BbISCHEHO, YTO
OH POXAEH OT BTOPOWN 6GepeMeHHOCTH, MPOTEKaBLUEN
Ha pOHe rectosa, yrposbl NpepbiBaHNA 6epeMeHHo-
CTV 1 aHeMun. PoxxgeH B NepBbIX CPOYHbIX podax ¢
mMaccon 3660 r, gnuHon 53 cm. MNpunoxeH K rpyam
B MepBble CyTKW. Ha rpyaHOM BCKapMivMBaHUW Ha-
xoguncsa oanH mecsd. BakuymHauma BLXK n npotus
renatuta B BbinonHeHa B pogaome. B ganbHenwem
npodunakTu4yeckme NpPUBMBKN HE NPOBOAUINCD.

OCHOBHbIE OTKITOHEHUS B reHeanornyeckom aHam-
Hese pebeHka OTMEeYeHbl MO MaTepPUHCKOWN JTUHUW.
B uvacTtHocTW, y npababyliku 6binn getu, Kotopble
cTpaganu KpoBOTOYMBOCTbLIO (CMHSKM, HOCOBbIE KPO-
BOTeYeHust), y 6abywkn — 2 manbymka n3 OBOVHU
yMepnuv B MafeH4eCckom Bo3pacTe: OAMH — Ha nep-
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BOM MECSILLE >KN3HW NPU HEN3BECTHOW NPUYNHE, BTO-
POl — Ha NepPBOM roAy XXM3HW OT MHEBMOHUW. YCTa-
HOBMEHO, YTO Y ABOKOpoAHOro bpaTa (cubca) umetot
MECTO YacTble NPOCTyAHble 3aboneBaHus.

C gByxmecsyHoro Bospacta y pebeHka Ha poHe nc-
KyCCTBEHHOro BCkapMnunBaHusi oeboTmposan atonu-
YECKUA AepMaTuUT B COYMETaHUU C KOXHbIMWU remMop-
parn4yeckumm BbicbinaHnsamn. B Bo3pacTe 5 mecsLeB
Haxoguncs Ha nedvenun B OIKB r. ViBaHoBa. [Mpu
MOCTYMMEHNN B KITUHWKY OTMEYEHbl BbIPAXXEHHbIE
remMopparMm Ha KoXe rofioBbl, TyJIOBMULLA, KOHEYHO-
CTeln, coyeTaBLUMECS C MPOSIBNEHNSIMU aTONMNYECKO-
ro gepmaTtuta. B remorpamme obpallana Ha cebsi
BHMMaHue Tpombouutonenunsa — go 31 x 10%n. 3tun
N3MeHeHns1 ObiNM pacueHeHbl Kak ocTpas dopma
namonaTnyecKkon TpoMOOLUTONEHNYECKON Mypnypbl.
ConyTcTBytoW MMM 3ab0NeBaHNSMU SABNANUCE aTo-
NMYEeCKUn gepMaTUT U NepuHaTanbHoe nopaxeHue
LIHC, maHudecTnpoBaBluee Kak CUMHOPOM [ABUra-
TenbHbIX HAPYLUEHWNA.

MpoBeneHHas ABaxabl 3amMecTUTeNbHas Tepanus
BHYTPUBEHHbIM MMMYyHOrnobynmHom B gose 2,5 r
He npuBena K OXWAAEeMOMY HapacTaHWK Konunye-
cTBa TpombouuToB. Ha ¢oHe kypca neyeHusa npeg-
HW30MOHOM M3 pacyeTa 2 Mr/Kr Macchl Tena BHYTPb
MPOCIEXEHO KpaTKOBPEMEHHOE MOBbILLIEHNE Coaep-
XaHus TpomboumTtoB o 93 x 10%n, kKoTopoe nocne
OTMeHbI Npenapara cHuaunock Ao 8 x 10%/n ¢ Hapac-
TaHWEM BbIPAXXEHHOCTU KOXHOIO remopparm4eckoro
cuMHOpoma.

YNOPHO COXpaHAILWNACS remopparmnieckun CuH-
OPOM, HanuumMe aTonuyeckoro gepmartvra u TpoMm-
OounTONEHMM NO3BONUIN NPEANONOXNUTL Y pebdeHka
cnHgpom Buckotta — Ongpuya. [nga Bepudukaumm
OnarHosa u nevyeHnss Manb4mk Obln HanpaeneH B OT-
aenexve nmmyHonorun POKBE r. Mocksbl.

Mpn onpegenennn skcnpeccum WAS-npoTenHa B
KreTkax nepugepnyeckon KpoBM OTMEYEHO pe3Koe
ee CHWXeHne Ha numdoumTax nalmeHTa no cpaBHe-
HUIO ¢ numdounTammn goHopa (2,5% npotus 87%),
YTO ObINIO OAHMM M3 apryMeHTOB B MONb3y Npeano-
noXxeHnss 0 cuHgpome Buckotta — Ongpuya. W3-
MEHEHUs B MMMYyHOrpamme OOMnbHOro xapakrepu-
30BannCb YMEPEHHbIM CHWXeHMeM ypoBHS IgM go
30,5 Mr% (Hopma 43-239 Mr%), npyM HOpManbHbIX
nokasatensax IgA, coctaBmBwmx 20 mr% (Hopma
14—108 mMr%) n IgG — 496 mr% (Hopma 500—1200 Mr%).

[MpoBedeHHble wnccnegoBaHus W HabnwogeHve B
AVHaMuMKe MNO3BONWUNW AMarHOCTMPOBaTb CUMHOPOM
Buckotta — Ongpuya, nNo NoBOAy KOTOPOro HasHa-
YeHa perynsipHas 3amecTuTernbHas Tepanusa nMmy-
HOrnMoBynMHOM AN BHYTPUBEHHOIO BBEAEHMWS B 403€
0,4 r/kr maccel Tena oavH pas B 3—4 Hegenw. Ha npo-
TskeHun 4 net pebeHoK cucTtemaTuyeckn nonyyan
3TO neveHue.

C yyeTom TOro, 4YTO pagukanbHbIM METOAOM fneve-
HUA gaHHOro 3aboneBaHus SABNSETCHA TpaHCMNnaHTa-
LMs KOCTHOro moasra, nposegeHo HLA-tunuposaHue
0N ganbHenLwero novMcka AOHOPCKOW MynoBUMHHON
kposu. OgHako ngeHTuyHon no HLA nynosuHHOM J0-
HOPCKOWM KPOBW HEe HanWaeHo, a OT AarnbHenLwero no-
NCKa BO3MOXHbIX OHOPOB POANTENM OTKa3anuch.

B mexrocnutanbHOM Mepvofde Marnb4yvk nosyyan
NMPOTUBOMMKPOGHYIO Tepanuio BMCenTonoM, MUKO-
MaKCOM, 3aMeCTUTENbHYIO Tepanuio BHYTPUBEHHBLIM
MMMYyHorno6ynuHoMm. Ero pocT u paseuTie cooTBeT-
CTBOBasnu Bo3pacTy, 6oren HeyacTo BUPYCHbIMY 3a-
GoneBaHUsIMU, NPOTEKaBLUMMWU AOCTAaTOYHO NErko B
BUAE HazodapuHruTa.

lMpn noBTOpHOW rocnuTanu3daumMm n yrnybneHHom
obcneposaHuu B POKB 6bIno yctaHoBReH naTmkpar-
HbI POCT YPOBHSA aHTUTeN K TpombouuTam Ha doHe
BbIPa)XEHHOW TPOMOOLUTONEHNM, YTO MO3BOMMIIO
OMarHocTnpoBaTb ayTOMMMYHHbIA ee xapakTtep. B
CBHA3M C 3TUM bbina pekoMeHOoBaHa CnieHIKTOMMUS,
OfHaKO OT JaHHOro onepaTMBHOrO BMelLaTenbCTBa
poauTenu Takke oTkasanucb. B nmnaH neyeHus pe-
beHka gobaBneH NpegHU30I0H 1 a3aTUOMNPYH.

M3 nocnegHux 3abonesaHui, NnepeHeceHHbIX pebeH-
KOM, crieflyeT HasBaTb HeTsKemnyt BHEGONbHUYHYIO
NPaBOCTOPOHHIOK HWXHEOOMNEeBY MHEBMOHMIO, KO-
Topas xapakTepusoBanacb MealeHHbIM Perpeccom
OCHOBHbIX CUMMTOMOB.

Manbunk ocmoTpeH 24.10.2013 B OETCKOW KIUHUKE
BO BPEMSI BHYTPMBEHHOIO BBEAEHUS MMMYHOIN0o0y-
nuHa. Ero Bo3pacTt Ha MOMEHT OCMOTpa COCTaBIsAN
4 roga 10 mecsaues, Bec — 19 kr, poct — 110 cM. du-
31M4YEeCKOe pas3BUTME pacLieHEHO Kak cpeaHee, rapMo-
HU4YHoe. [MNepakTUBEH, ABUraTENbHO PACTOPMOXKEH.

CamouyBcTBME yaoBneTBoputensHoe. KoxHble no-
KpoBbl BriegHble, cyxue. Ha koxe TynosuLua, KoHeu-
HoCTen (roneHun, npegnneyss, NoscHULA) onpegens-
I0TCS OTAErbHblE 9KXMMO3bl, B 0611acTn ArogMyHoOn
cknagkm — netexuwarnbHble anemeHTol. [Nepudepu-
yeckme numdartmyeckme yanbl eQuHUYHbIe, He yBe-
nunyeHbl, 6e3bonesHeHHble. CycTaBbl HE N3MEHEHDI,
OBWKEHNS B KOHEYHOCTSAX B NONHOM o6beme, BbisiB-
neHa nrocko-BanbrycHasi crona. CepaevHo-neroy-
Has [JdesTenbHOCTb yaoBneTBopuTenbHas. XXueoT
MArkuiA, 6e360Mne3HeHHbIN, NeYeHb No kpak pebep-
HOW Oyrn, ceneseHka He nanbnupyeTcd. VMveetcs
NPaBOCTOPOHHSASA NaxoBas rpbbka. dusmonornyeckme
OTNpaBneHns He HapyLLEHbI.

Mpn Y3WM opraHoB OpHOLIHOM MOMOCTX BbISIBIEHO
YMEPEHHOE YBENWYEHWE neyeHn 0e3 HapylleHus
€€ 3XOreHHOCTW, MOMKENydodHas >ernesa Takke
YMEPEHHO YBENWYEHa C OOHOPOOHOW MapeHXUMOW,
XKENYHbIN My3blpb S-06pa3Hoii opMbl C YUCTbIM
npocBeToM. bBpbikeedHble numdaTnyeckne yanbl
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MHO>XeCTBEHHbIE pa3mMepom 0 5 X 9 mM. No4kn nme-
0T 0ObIYHOE pacnonoxeHne, ymepeHHo yBeJIM4YEHbl,
YalleYyHO-N0XaHO4YHble KOMMJ1EKCbl HE N3MEHEHHbI.

Ha 3KI' oTmeyeHbl M3MeHeHus MeTabonmyeckoro
xapakTtepa. Kakon-nnbo 4eTkon 3aBUCUMOCTY MEXAY
KOMNMYeCTBOM TPOMOOLIMTOB M HanM4mMeM MHTEpPKyp-
PEHTHbIX 3aboneBaHuii He BbisiBeHo. KonnyecTtBo
TPOMOOLMTOB HMKOrAa He [AOCTUrano BerM4YMHbI
140 x 10%n. B nepudepmryeckon KpoBM coaepkaHue
remorrnobuHa ObIno B npegenax HOpMbl, NEeVKouu-
TapHas ¢opmMyna cOOTBETCTBOBana BO3PaCTHbIM
3HAYEHUSIM.

B HacToswee Bpemsa Hapsgy C BHYTPUBEHHbIM UM-
MyHOrnobynuHoMm nonyyaet 6ucenTon, MUKOMAKC,
auunknosup (MOCTOSAAHHO), ONUTENbHO — a3aTUOMPUH,
NpegHN30noH. YpoBeHb TPOMOOLMTOB B KPOBU Ha
doHe neyeHus ocTaeTcss AOCTaTOYHO HWU3KUM, CO-
XpaHAeTCs KOXHbIN reMmopparnyeckmin CUHAPOM, Bbl-
paXXeHHOCTb KOTOPOro 3aB1UCUT, MOMUMO NPOYEro, OT
NOABMXHOCTM pebeHka. Npu obcrnegoBaHny B KNu-
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HUKEe BbIABIIEH 3pO3MBHbII7I racTpoayoaeHuT, conpo-
BOXOaBLUMNCS KpOBOTEYEeHNeEM, paCLLeHeHHbIVI KaK
OCJTIOXHEHne FOpMOHaJ'IbHOﬁ Tepannn.

OcobeHHOCTbI0  faHHOro  HabnwogeHus, noMUMO
YpesBblYaliHOWM PeaKOCTM AaHHOro 3aboneBaHus, sB-
NSETCA OTCYTCTBME BbIPAXKEHHBIX KITMHUYECKMX NPO-
ABMNEHMN AepMaTuTa, Xopollas TepaneBTudeckas
3(PPeKTUBHOCTb NMAHOBOW BHYTPUBEHHOW MMMYHO-
Tepanuu, oTCyTCTBME TUMNYHOM 303MHOUIK B KPO-
BW, @ TaKKe OTCYTCTBME MOBLILEHHOrO ypoBHA 1gG
n IgA Ha ¢oHe cHwxeHHoro IgM, npucoeanHeHue
WMMYHHOIO MexaHuama TpoMoouuToneHnm Ha doHe
MHOFOKPaTHbIX MH(Y3MIA MMMYHOTPOMHBIX Mpena-
patoB. OTAaneHHbIn NPorHo3 y AaHHOro 60mbHOro
COMHUTENbHBINA, MOCKOMNbKY BO3MOXHOCTM KOHCEp-
BaTUBHOW Tepanuu MoryT ObiTb MCYepnaHbl B CBS3U
C Hens3bexHbIM POPMUPOBAHNEM TONEPAHTHOCTM U
nosiBneHnem noboyHbIx 3dEKTOB NneveHus (annep-
rMYecKkne peakuun, CUHAPOM OTMEHbI).

3. Cwungpom Buckotta — Ongpuya / ®. . CubratynnuHa
[ ap.]// Mepunatpus. — 1998. — Ne 2. — C. 103—-106.

4. CHuxXeHue KoHLUeHTpaumm Genka uuTockeneTa mMoasu-
Ha B TpombBouunTax 60nbHbIX ¢ cMHApomMoM BuckoTTta —
Onppwya / A. 1O. WepbuHa [n gp.] // Tematonorus n
TpaHcgysmonorma. — 1999. — Ne 4. — C. 17-22.
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