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Cry4ail w3 NPAKTHKH OMMCAH Cyuall HACACACTBEHHOrO  HMMYHOLedHUNTHOTO cuHApoMa Heanaka-Xurawh B
Tak Ha3biBaeMOM (a3e aKCENEPaLMM C PAIBHTHEM reMOQaroitTapHoro aumdorncTHounTosa.

Cunnpom Yeanaka-Xuraiuu (CUX) - 910 peakuil ay TOCOMHHO-PELUCCHBHDI i CHUHIPOM, OTHO-
CAIMACA K 0COGO# rpynne UMMYHOACHUUHUTOB, NIPU KOTOPOM BbISBISETCA nedekrHan GpyHkums
KaK IMMGBOLKTOB, TAK H KIETOK FPaHYNOUNATAPHONO PANA, H KNHHKYECKH NPOARNAIOWMACH HaCTHY~
HBIM ATLOGHHH3MOM, CBETODOA3HBIO, HHETATMOM W CIJIOHHOCTBIO K THOHHBIM HMH(ekunam bax-
TepHanbHol 1 rpruGKoBoH NpUpolbl. Y GonbituKcTBa GoNbHbIX B TeueHnH Gone3HM pa3BopayuBa-
eTCA Tak HazbiBaeMan (asa akCeNnepatuu win reModaroUMTapHbiil CHHIPOM, NPOBAIOUMHACS JiH-
XOpa/ko#H, OTekaMH, renarocruieHomeraiuei, numdoanexonarued, naHuuToneHned, CYHOpOTaMH,
koarynonatueii [1]. ITatorHoMoHn4HbiM npusHakoM CUX SBNSETCA HANMYKE THFAHTCKHX rPaHyn
BO BCeX JIEHKOLUTAX U ApYruX rpaHynoconepmamﬁx knetkax. Heiitpodunbl GOJBHBIX ITUM CHH-
JPOMOM CMOCOGHBI HOPMaNLHO (JaroUMTUPOBATH M MPORYLMPOBATL CyNEPOKCHA aHHOH, HO ABNSA-
I0TCA HECNOCOOHBLIMH 06pa30BLIBATL TMOMHONUEHHYIO (DarOHUTapHYyIO BaKyOflb M OCYHMIECTBIATH
BHYTPHKIIETOUHOE NepeBapuBaHue (ParouHTHPOBAHHBIX MUKPOOPraHH3MOB, YTO NPOSBIAETCS MO~
BTOPHBIMH THOTEHHBIMU MH(DEKUMAMU CTAQUIOKOKKOBOH, CTPEITOKOKKOBOMH M KaHAHAO03HOH MpH-
ponst. Jlumdountsl Gonbhbix CHX BHE hasbl akcesiepalyH, Kak NPaBANO, HE OTIHHAIOTCA OT HOp-
MaIbHBIX B peaKumax 61acTTPAHCHOPMALIMK C MUTOTEHAMH, HO KOHTPORMpYIOWAs dyHKLMA ITHX
KNETOK BCErJa 3HauMTeNbHo HapyuweHa [2]. MMenHO Hapywexue (yHKUMH MOCHEAHMX, NO BCEH
BEPOSTHOCTH, IHT B OCHOBE PA3BMTHA (asbl aKCenepaumy, NpoABNMIOLCACS HAPYLIEHUEM KOH-
TpoNA Hal nponudepauret v GyHKUHEH aKTHBUPOBAHHBIX' apmdountos n Maxpodaros. Akcene-
pupoBanHas ¢aza passopaunaercs y okono 80% GonbHeix CHX, 4To npospiseTca BbICOKO# JH-
XOpajKoH, yBenuueHneM JuMGOY3II0B, KENTYXOH, CIIEHOMeranuel, oTekamu, MaHUUTONEHHEH,
Koaryjonatueii. Y 3HaUNTENbHOR 4acT GONIBHBIX ' PA3BUBACTCA KIMHMYECKAA KAPTHHA sHuedanm-
Ta - CyAOPOrH, KoMa u T.A. Mopdonoruieckum cyGCTpaTOM pasel akcenepaumuy ABASETCA MaCCHB-
Hast MMMOTHCTHOLMTAPHAA HHOWABTPALIAA NOPAKERHBIX OPraHoB ¢ Donee Wil MEHEE BbIPAKEH-

HbIMH ABJIEHUAMH remModarounTosa.

Met onucbiBaeM cayuait CUX y nepouky 2,8 neT C pa3BUTHEM reMO(paroLUUTapHOTO CHH-
ApOMa, HaxoAuBLIEHCS Ha feueHnn B Kiunuke HUK JETCKOi reMaTosIOr1u.

Bonbnas B., 2 roja-8 Mec, NOCTYNuAa B KIHHUKY C HANPaBASIOWNM AMarHO30M: HMMYHO-
ne(UUMTHOE COCTOAHME, reuepanmosanuax dopma BpoxaenHolt uadekunn. Hactoswee 3abone-
BaHKe HAauanoCh B Bo3pacTe 2,5 JeT, KOrla BHE3AMHO MOSBUNACH MXOpANKa M yBENHUMIUCH
anMQOy3Nbl LIeH, a 3aTeM NPUCOSIHHUINCD renatocruieHoMeranus 1 acuut. B obnactHoi 6onb-
HHLE NpY NOCTYIUIEHWH NPOBOAWIOCH JIEYEHHE  KOPTHKOCTEPOMAAMH, aHTubaKTepHanbHBIMH
npenaparami. B cBA3M C yXyAuieHHEM COCTOAHHMA AE€BOUKA Guina nepesenexa B HUM netckoi re-
matosoruu. [pu nocTyuieHnn otMeyanacs cy6hedpiIbHas NHX0pajka, KeTyWHOCTh CKIIep, ac-
UMT, pacllMpeHye BEHO3HOTO PUCYHKA Ha mepeHeil CTeHKe KHBOTA, TIaCTO3HOCT rofeHeH, cTon,
OTEHHOCTb KMBOTA, BbIpAXEHHAs CBETOOOA3HD H HEBPOJIOrMUECKHE NPH3HAKKM NMPaMUIHOH HeAoC-
TaToyHocTH. V3 aHaMHe3a KHM3HW U3BECTHO, 4TO POLMTENH JCBOUKH ABJIAOTCH POACTBEHHHKAMH,
pebeHoK OT nepBoii GepeMeHHOCTH yMEp B BO3pacTe 1 rona 6 Mec NpH CXOAHOH KAHHHYECKOH
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kapTude. Jlesouka poaunack OT BTOpoH GepeMeHHOCTH, MpoTekaBuieif ¢ ¢eronnauenTapHoit He-
AOCTaTOYHOCTHIO, AHeMHEH, MaTh niepeHecsa OPBH B neppoii monosuue ' 6epemensoctu. Ha nep-
BOM IOy XHM3HH AEBOYKa POCJA M pa3BUBanach 6e3 @TKIOHSHUH OT HOPMLL, Ha BTOPOM rofly GnL10
OTMEYEHO OTCTaBaHHE B PUINUECKOM U IICUXHYECKOM, Pa3BUTHH, yacTsie OPBU.

Tlpu HccnenoBaHuK B aHANM3aX KPOBH BbisABJEHa aHeMHs, TUMPOLUMTO3 H MOHOLMTO3. B
MHENOrpaMMe YBENWUEHHE KIETOK HEHTPODHALHOTO, IMMOOUMTAPHOIrO W MOHOUMTAPHOIO PsAa.
HelttpodunbHeli psa MMeeT IHCNNACTHUECKHE TIPU3HAKK.C TEHACHLMEH K OMONOXEHHIO. B Jeii-
KOLMTaX BCEX BHOOB U BCeX cTaavil AHGQepeHLIHPOBKY BLIBASIOTCS aHOMAbHbIE TPAHY b, Xa-
paxtepHbie ana CUX. MerakapHoLmThl ¢IMHHYHbIE, G€3 NPU3HAKOB OTILHYPOBKH TPOMOOLMTOB.
B npenapatax CKONJIEHHs CTPOMATbHBIX EMEHTOB. B LuMTOMpenapate MMKBOpa - SPHTPOLUTLE
IIOKPLIBAIOT BCE I10JE 3pEHus, C YBENHIEHHEM KoJIYecTBa aumdountoB 1 makpodaros. Ipu Y3U
OpIOLIHOH MONOCTH BBIABIICHO YBEJIMYEHHUE NCYECHH, CENE3EHKH, BCEX MPYNN IMM(OY3I0B.

Y4uThIBasA HAPaCTalOLLYIO TAKECTb COCTORHUS pebeHka, Gblo HaYaTo NedYeHHe NO €Bpo-
nefickoMy NPOTOKOJY MU CeMeHHOro reModarouuTapHoro IMMAQOrkcTHoUnTo3a. OIHOBPEMEHHO
MPOBORMIM TEPANMIO aHTHOHOTUKAMH, 3aMECTHTENBHYIO TEPANHIO KPOBO3aMeHHTeNsMH. OIHAKO,
HECMOTPA Ha npoeoanmoe NEHEHHE, COCTOAHNE YXYNWANOCk: HAPAcTana renarocnieHoMeranus,
BO30OHOBHJIACH INXOpalika Ha QJOHE arpaHyJIOUMTO3, YCHIMICS OTEHHBIH CUHAPOM, MPUCOEINHH-
aock rpubkoBoe NOPAXEHHE CAMUZMCTLIX 0GO/I0YEK, MPOTPECCHPOBATH NPHU3HAKH TEMOPPArH4ecKo-
rO CHHApPOMa ¢ paBBHTMeM MACCHBHBIX KHILEUHLIX KPOBOTEUYEHHIT, M Ha (hOHE NajeHus apTepualb-
HOT'O JIaBJIEHHS K KOMbI HACTY MU JIETANbHbIH HCXOL.

Ha Bckpbitiu Gbinu o6Hapyskerbi MHOXKECTBEHHbIE IETEXHU HAa KOXKE TYJI0BHMILA, KOHEY-
HocTedl, B OenoM Be‘mecﬁe rOJIOBHOTO MO3ra, NIEFKHX C PA3BUTHEM reMOPPArHuecKnX uHdapkToB,
3PO3UHM M OCTPHIE A3BbI B CIMINCTON 060I0UKE HKETYAOUHO-KHILIEUHOTO TPAKTA C pa3BUTHEM Me-
neHbl ¥ KodelHoM rywmy, reMOpparueck1-HeKPOTHUECKHE O4arn B NOJUKETYI04HOH Kenese, Be-
HO3HOE MONHOKPOBME' fUpaMui novek. Ha can3ucTeix 060n0YKaX POTOBOH MONOCTH Onpeaens-
HCh GeniecoBaTbie PLIXJIBIE HaioxkeHnA. KOCTHbI MO3I KPbUTbER MOAB3AOUHON KOCTH OTe‘lem
TEMHO-KpacHblit. [IpH rHCTONOrHUEeCKOM HCCIENOBAHUN B TKAHU FONOBHOTO MO03ra, NeYeHH, MNok-
eIy ROHHOH XKenese, CTPOME MHOKap/ia Obinti 0BHapyKeHb IMMPOrUCTHOUMTAPHbIE HHQUILTPA-
Tbl, a B CeJle3eHKe - ABJEHUS remModarounTosa. IlaTonoroaHaroMuueckuii nuartos Guin copmy-
anpoBad criepyrowmum obpasom: Cunapom Ueamaka - Xurawmu. JleueHbrit reMO(baroumaprm
NUMGOTHCTHOLIMTO3: anNasus  KPOBETBOPEHHH, JeliKoneHns ¢ arpaHyJIOLMTO30M, AHEMHS.
TPOMOOLUTONEHHS, THNOANLOYMHHEMHUS, TeMODArOUMTO3 B CeNe3eHKe, renaToChIeHOMEraing
{(nedens maccoit 740 rp npu Bo3pactHoit Hopme 450 rp. cenesenka 300 r npu Hopme 40 r).
Cna6oablpa>KeHH' numborncmoumapnaﬂ HHUILTPaUMS napenxumamzuux OpraHoB, MATKHX
MO3roBbIX 0Gonoyek. T pubxoso- -DakTepHaNbHLIii cencuc (BbiceB 3 kposu rputos posa Candida
ot 15.08. 95) prnnocmarosaﬂ TIHEBMOHUA ‘CO CKOILIEHUAMH rpuﬁoa pona Candida B ouarax Boc-
NaneHus, MHOXKECTBEHHbIE aCTIEPIHITOMBI B JIErKUX C nepmboxa.nbubm ‘BOCMANEHHEM, KPOBOW3-
IHAHUAMH, IPUOKOBBIF CTOMATUT. ['eMOpparuueckuii CUHIPOM: MHOXECTBEHHbIE KPOBOM3NHAHHA
B KOXeE , CIM3UCTHIX 060N0YKax BHyTpeHHHX oprauos, CEPO3HBIX 060n0qkax MI0JIOCTEH, KPOBOM3-
JHAHUA B TKAHb MO3ra. Xponuqecxax 2382 B AykoBuue 12- nepcmoﬁ KHIWKH. MHOXecTBeHHblE
3PO31H B CIIU3HCTON 00ONOUKE XeyaKka u TOHKOTO KMLIEYHHKA. Tlpusnaku coctosBuierocs xeny-
JOYHO-KHLIEUHOro KpOBOTequm] MeJieHa B npocaeTe KHLLIKH, "Koq)eunax rywa" B npocsere xe-
aynka. Judysubii lleCprKTMBHO remopparuqecmn MaHKPEATHT, ‘KPOHUUECKUI NepCHCTUPYIO-
KA renaTuT, HEQPUT C 04aroBoi- Me3aHruam>Hou nponmbepauuen Kanmurupoa knybouka. na-
nnno—memﬁpanozuaﬂ THEBMONATHA ¢ opramﬁauueu qm6pnna H HaqanoM Kapﬂndmxaunn Orek
FOJIOBHOTO MO3ra.

Taknm 06pa3om, Ha OCHOBAHMM KIHHUYECKOH KapTHHbl AHAMHECTHUECKHX JaHHbBIX, faH-
HBIX KTHHHKO- na6opaTopHoro nccnenoBaHus Guld MOCTABIEH AMATHO3 3TOr0 PEAKOro 3abonesa-
HUs. Jluarvos’ nonTBepmnaeTca 0GHapy®eHHeM NaTOrHOMOHWYHBIX FHTAHTCKHX rpaHysn B M-
douurax u KNETKaX BCEro MUENOMIHOrO pana. Mopq)onoruqecxum CyGCTpaTOM dazur’ akcenepa-
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LiMH SBNAETCA MACCHUBHAS NHM(OTHCTHOLHUTAPHAA WHOUALTPAUHS MOPAKEHHDBIX oprauos ¢ Gonee
WIH MEHEe BBIPAXKEHFLIMH SBICHUAMH remotbaroumma —_— :
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One Incident from Practice: this Incident about famile immunodefiticental Syndrom of the Chediak- HIOaShI wnh
the formation of haemophagocytic lymphohistiocytosis.






