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B crarbe NpHBOAATCH [aHHbICe KJIMHUYECKOT0 HAO/IIOleHMS 32 MNAaNMEHTOM C PeIKHM HaCJeACTBeHHbIM
3a0osieBaHneM — cuHApoMoM Yennaka — Xuracu. /laHHbIA CHHAPOM HacjledyeTcs MO ayTOCOMHO-PeLeCCHBHOMY
THIY, OCHOBHBIMHU NPH3HAKAMH KOTOPOT0 SIBJSIIOTCA. pelHAUBHUpPYOIIHe HHEKINH, YaCTUYHBIH aJIbLOMHHU3M,
(doTodoltusi, HICTArM U HaJU4YHE HUTOMIA3MATHYECKHX IPaHyJ B KJIeTKaX JieKoluTapHoro psina. 3adoJieBaHue
00BIYHO MposBJsieTcs y eTell MJIaleHYeCKOro Bo3pacra, KOTopoe MoxkeT ObICTPO NPOrpeccHpoBaTh, KU HMeTh
HeTsKeJl0e, pelUANBHPYIOllee TedeHHe, HO Yy JeTeil cTapiiero Bo3pacTra NepexoguT B YCKOpeHHYIO (a3y c
JIETATBHBIM HMCXO0/I0M OOBIYHO /0 AocTHKeHHs1 MU 10-1eTHero Bo3pacTa, NMPHYHHONH KOTOPOTO CTAHOBSITCS
HHQEKINN WIH 310KaYecTBeHHbIe HOBOOOpa3oBaHus. B padore nmoka3aHbl 0CO0CHHOCTH TeueHHs 3a00JeBaHNA Y
JAHHOTO MALHMEHTA. Y CTAHOBJICHO, YTO NMPUMEHEHHEe KOMILIeKCa Je4eOHbIX MePONPHUATHIA MO3BOJIMIO0 NAlIMEHTy
aocTuruyTh 19-1eTHero Bo3pacta. B Hacrosimiee Bpemsi y GOJBHOTO perncTpUpyeTcsi NMpoOrpeccHpoBaHHe
3200J1eBaHNs U MHOKeCTBEHHbIE 0CJI0’KHEHHUSI, UTO NMpeJnoJaraeT JajbHeiuii He0IaronpUsiITHbIN NPOTHO3.
Kirouessle cioBa: cunapom Yenuaka — XuracH, HacJieICTBEHHOE 3a00JIeBaHKE, IUTOIIIa3MaTHYECKUE IPAHYJIBI, JIETKA
JIEWKOLIUTAPHOTO PsAJa, MPOrPEecCUPOBaHUE 3a00JICBaHMSI.
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The given article deals with the case history of # patient with a rare hereditary disease — Chediak Higashi
syndrome. The given syndrome is a genetic disordémherited as an autosomal recessive and characteed by
recurrent susceptibility to bacterial infections, partial albinism, photophobia, nystagmus and cytoplamic
granules in the white blood cells. The disease ualy manifests itself in infancy and may develop gigkly or have
mild recurrent course but in elder children it devdops into accelerated phase with lethal outcome ued 10 years
caused by infections or cancer. Specific course tife patient’s disease has been described in thegm. The use
of a therapeutic complex provided an opportunity tosurvive into age of 19. At present, the diseaseqgression
and multiple complications are registered which sugest unfavorable prognosis

Keywords: Chediak — Higashi syndromieereditary disease, cytoplasmic granulesijte blood cells the disease
progression.

Cunapom Yenuaka — Xuracu (3a0oJjieBaHHE Ha3BaHO MO0 MMEHU SMIOHCKOTO Bpaya XHUracu u
KyouHckoro Yenmak) — peAKHil CHHIPOM C TEHEPaIM30BaHHOW KIIETOYHOH AMCHYHKIHEH ¢
ayTOCOMHO-PEIIECCUBHBIM THUIIOM HACJIEIOBaHMUs,  KOTOPBIM OTHOCUTCA K 0CO00W rpyrmre
uMmyHoepuUTOB. CTpasaloT B OCHOBHOM JIETH PaHHETO BO3pacTa, CMEPTh, IPUYMHON KOTOPOH
CTaHOBSITCS MH()EKINHU WK 3]I0KaYeCTBEHHbIE HOBOOOPA30BaHMUs, YaCTO HACTYMAET JI0 TOCTUKECHHUS
uMu Bo3pacta 10 ner. 3a0oneBaHue KIMHUYECKU XapaKTEPU3YeTCs TSHKEIbIMU THOWHBIMU
WHPEKIUIMH, aTbOMHU3MOM, KOCOTJIa3MeM, CBETOOOS3HBIO, HHUCTAarMOM, MPOTPECCUPYIONICH
HEUpONaTUeH, 3alepKKOH YMCTBEHHOIO DPa3BUTHs, CKJIOHHOCTBIO K KpPOBOTECUEHUAM. Y
OonbIIMHCTBA OOJIBHBIX B TeYeHHE Oosie3HM Ha (poHe OakTepuanbHOW WM BUPYCHOH HH(EKIHUU
pa3BuBaeTcs reMoQaronuTapHbIil CHUHAPOM, KOTOPHIH KIMHUYECKH MPOSBISETCS JIUXOPAIKOMH,
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KOMOi#i, koarynomnarueir [1]. XapakTepHbIM NPU3HAKOM JaHHOTO CHHAPOMA SIBISICTCS HATHUYHC
TUTaHTCKUX TEPOKCUAA30MONIOKHUTENBHBIX TpaHyl B HeWTpoduiax, so3mHO(HUIAX, MOHOIHUTAX
nepudepruyeckoil KpOBH M KOCTHOTO MO3Ta, MHUPKYIUPYIOIUX JTUMGOIUTAX, [UTOIIA3ME
HEWPOHOB U KJIETKAX COCIWHHUTEIILHON TKaHW NepuHEeBpasibHOW obnactu. HewTpodusibr G0IbHBIX
CHOCOOHBI HOPMaNbHO (HaroLUTUPOBATH U MPOIYLHUPOBATH CYMEPOKCHI-aHHMOH, HO HE MOTYT
OCYIIECTBISITh BHYTPUKIIETOUHOE TepeBaprBaHUE (arolMTUPOBAHHBIX MHUKPOOPTaHHU3MOB, YTO
MPOSIBIISIETCS. TSDKEJNBIMU MHQEKIUAME OaKTepUalbHOM WM TPUOKOBOM mpuposl. JIuMpouuTs
00JIbHBIX BHE TeMO(DaroluTapHOro CUHAPOMa OOBIYHO HE OTIMYAIOTCSA OT HOPMAJIBHBIX B pEeaKIMIX
OmacTTpanchopMalid ¢ MUTOT€HAMH, HO KOHTpOJIUpYomias (pyHKIKS 3TUX KJIETOK MOYTH BCErnaa
3HAYMTEIbHO HapyiieHa [2]. Bwllieyka3aHHble HapyIICHUs, BEPOSTHO, JIGKAT B OCHOBE Pa3BUTHS
reMo(arouTapHOro CHUHAPOMA, TPHU KOTOPOM HApYyIIAeTCs KOHTPOJIb Haa Tponudepanved u
(GyHKIIMEH aKTUBUPOBAHHBIX JUMMOIUTOB W MakpodaroB. Mopdosoruueckun MmposBISIETCS
MacCHUBHOM JIMM(POTUCTUOIUTAPHON WHOUIBTpAIIMEl MHOTHX OPraHOB M TKAHEW C SBICHUSIMH
reMo(aromnmuTo3a.

Heab mucciaenoBaHusi: U3YYUTh OCOOCHHOCTH TEUEHHUS PEIKOro HACIeACTBEHHOTO
cuHapoma Yeamaka — Xwuracu W OLEHUTh BIUSHUE KOMIUIEKCA  MPOBOJMMBIX JiedeOHBIX
MEPOMPUATHIA Ha TPOJOHKUTEILHOCTD U Ka4eCTBO KM3HU MallUeHTA.

Matepuanbl 4 MeToabl. VccnenoBanue OCHOBaHO HA JAaHHBIX KIMHHUYECKOTO HAOIOACHUS
3a MalKUeHTOM, MMOTYYArOIIUM JICYCHHE B OTACICHUU TeMaToioruu PecryOomnkaHCKoN KIIMHUYECKOM
oonpHuIel uM. H.A. Cemarko (r. Yian-Vm).

PesyabTaTrel m ux o0cy:xkaenue. bombHour VY., 19 mer nmarHos: ATpaHyJIOIUTO3.
[epBuunbiit ummyHonedunur. Cunapom Yeauaka — Xuracu. AQTo3HbINH cTOMATUT. XPOHUYECKUNA
tor3mwuuT. Curnpom Kpamnu. Heiponarus. ['na3znoit anpOuHn3M. MuonaTHuecKuil acCTUrMaTH3M.
Kocornasue COAPYKECTBEHHOE pacxopsieecsi. AHEMUS CpeOHEW CTENEeHW TSHKECTH.
TpomOorutonenuss |l cremeHn TsHKECTH, reMopparndeckuii cuHapoMm. AHacapka. CocTosHHE
Mocjie TOPaKOTOMHHM CJIeBa, PEBU3UMU JIEBOM IUIEBPAJIbHOM TMOJIOCTH, NEPUKAPAOTOMUH,
JpEeHUPOBaHUS TOJOCTH Nepukapaa u miespsl oT 14.04.20160oxa.

W3 anamHe3a WM3BECTHO, YTO POJIUTENM NAIMEHTa 3JI0pOBbI, PEOCHOK OT MepBOi
OEpeMEeHHOCTH, KOTOpasl MpoTekaia 0e3 ocioxHeHui. Ha mepBoM Toay Ku3HU poc 0e3 0COOBIX
OTKJIOHEHH OT HOPMBI, CO BTOPOrO ToJa JXHU3HU oTMedanuch 4vactele OPBU, OpoHXHUTHI,
UHQPEKIMOHHBIC 3a0oyieBaHUs  (MHQPEKIMOHHBIH MOHOHYKJIC03, JICMITOCIHPO3, MTHEBMOHHH,
octeomuenut). B 1999rony Haxomuics Ha 00CIE€IOBaHUN W CTAlMOHAPHOM JICYCHHH B J{eTCKOM
00J1aCTHOM KIMHUYECKOW OosbHHIE T. MpKyTCKa ¢ TUarHo3oM. aHEMHsl CMEIIAHHOTO XapakTepa,
nceBaoypyHKyne3. bbul BbIMUCaH ¢ yiydiieHHeM Ha (OHE JIeYeHHs MpenaparaMu Kelesa,
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pecnyOIMKaHCKON KIIMHUYECKOW OONBHUITEI OBLT MOCTABIICH TUarHo3: cuHapoM Yeamaka — Xuracw,
BBISIBIICHA aHEMUsSl TSDKEJIOW CTENeHH TsbkecTH, yckopeHue COD, B muenorpaMme oOHApY:KEHBI
BKIIIOUEHUsI B IHTOIUIa3My HeuTpodumoB. CocTos Ha AMCIIAHCEPHOM ydeTe y TeMaroyiora u
MMMYHOJIOTa M €XKETroJHO TIOy4yal CTalroHapHOe JiedeHHe B JIeTckoi pecmyOiIrMKaHCKOM
KInmHnYeckor OospHuIle. B mtone 2013 rona Obut HampaBieH Ijisi 1000CIeOBAaHUS U JICUCHUS B
®enepanbHbli HAYYHO-KIMHUYECKUH LIEHTP AETCKOW IeéMaTOJIOTHH, OHKOJIOTMM U MUMMYHOJIOTHUH
uMm. JI. Poraueea B MockBe. bonpHOW momydmn Tepanuio  aHTUOAKTEPHAIBHBIMH,
MIPOTUBOTPUOKOBBIMHU, KOJIOHUECTUMYIHPYIOIIMMH, MECTHBIMH aHTUCENITUYECKUMHU IIpernapaTaMu U
OBLT BBITIMCAH CO 3HAYUTEIHHBIM YJIYYIICHUEM C PEKOMEHIAIUAMHU: Moku3HeHHoro npuema ['KCD
(rpanyHOIHMTapHBIA KoNOHUecTUMYIUpyromuii ¢aktop) 300 MKr m/k dYepe3 JeHb, MOCTOSTHHOTO
npuema Oucenrona 960mr. B cyTku. IMMyHOCYpecCHBHAsA U CONPOBOIUTENbHAS TEpaIus He ObLIa
MOKa3aHa U pekoMeHzoBaHa. [lanuent nmocne moctmkenus 18-ieTHero Bo3zpacta HAXOIUTCS TOA
Ha0JII0/IEHUEM TeMaTOoJIOrOB U TMOJyYaeT PeryisipHo amOyJlIaTOpHOE M CTAallMOHApHOE JIeUeHUE BO
B3POCJIOM T'e€MaTOJOTHYEeCKOM OTAeleHnH PecrmyOnukaHCKOW KIMHUYECKOW OonmbHUIBI M. H.A.
Cemaitiko.

C wHos6pss 2015r0o1a Tepanus KOJOHHECTUMYJIUPYIOIIMMH TperapaTaMu Oblja MmpepBaHa
n3-3a ux orcyrctBusa. C mapra 2016T0ma OTMEHAIOCh pe3KOoe YXYIIIEHUE COCTOSHUS OOJBHOTO,
BEpPOSITHO CIPOBOLIMPOBAHHOE TMEPEPHIBOM B MpPHUEME KOJOHUECTUMYJIHPYIOUIETO Ipemnapara, Ha
dboHE dero  OTMEYaeTcs pa3BUTHE TeMO(parolUTapHOrO CHHIPOMA, YTO MOATBEPIKAACTCS
KJIMHUYECKUMH ¥ JTa0OpaTOpPHBIMU NaHHBIMU [3]. B cBs3UM ¢ TSKECTBIO COCTOSHUS OOJNBHOW B
SKCTPEHHOM MOpsAJIKe ObLI TOCIUTAIU3UPOBAH B reMaToJoru4yeckoe oTaeneHue PecrmyOnnkanckoit
kuHnyeckod OompHuIl M. H.A. Cemamko. Ilpu mocTymieHuM oTMevanach BbIpaKEHHas
c1aboCTh, OMBIIIKA CMENIAHHOTO XapakTepa B IMOKOE, YCHJIMBAIOIIASCS TPH HE3HAYUTEITHHOU
JIBUTATEJIbHOW aKTUBHOCTH, YTOMJISIEMOCTh, FeMopparuyeckasl Cblllb MO Tely, Ha KOHEYHOCTSX,
CBETO00s3Hb, OOM B KOCTSX, B3AyTHE M OOJHM B JKMBOTE, YBEIIMUEHHE B 00BEME KMBOTA, OTEKH
HIUOKHUX KOHEYHOCTEH, OTCYTCTBHE alllleTUTA, BBIPAKCHHAS MBIIIEUHasi c1ab0CTh — OOJIbLHOHN He
MOKeT ce0s1 00CIyK1BaTh, MoBbIeHHe Temmneparypsl Tena a0 38 €. [Ipu ocmoTpe oTMedeHo —
cocTosiHMe MO 3aboneBaHuIo Tskenoe. Co3HaHUE SICHOE, IMOJIOKEHHE BBIHYKJIEHHOE — JIEKUT B
MOCTENH, KOHTAaKTy JOCTYINEH, KPUTHUYHOCTh CHHXeHa. [IpaBMIIBHOTO  TEJIOCIIOXKEHHUS,
aCTEHMUYECKOro Tuma, kaxekcus. Poct — 177 cm, Bec — 54 kr, UMT — 17. KoxHble NMOKpPOBBI
OnmemHble, C OJKENTYIIHBIM OTTEHKOM, OOBIYHOM BIQKHOCTH, OOWIBbHAs MEIKOTOYCUHAs
reMopparmtueckasi Chlllb Ha KOXKE€ BEpPXHMX, HIKHHUX KOHEYHOCTEW, TYJIOBHUIIE, Ha TMepeaHei
OpromrHO# cTreHke remaroma auametpom 4,0 cm., puoseroBoro 1Bera. B kpecTiioBoit 001acTH U B
001acTH Ta300€PEeHHBIX CYCTaBOB UMEIOTCS MPOJIEKHHU B tuamerpe 10 3 cM. CiausucTeie 000I09KH
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kpoBomznusHue. llepudepuueckue numdoysnasl He mnaigpnupytorcs. lllutoBunnas sxenesa He
yBelnu4eHa, 0e300s1e3HeHHa. MBlIleuHass CUCTeMa U IMOAKOXKHO-)KHPOBasi KJIETYaTKAa BBIPAXKEHBI
cnabo. KuneBunnas nedopmanus rpyaHoi kinetku. OOe MOJIOBHHBI TPYAHOM KIETKH OJWHAKOBO
Y4acTBYIOT B aKkTe JbpIxaHus. HuKHUE rpaHUIbI JETKUX cMelleHbl BBepX Ha 2 cM. [Ipu nepkyccuu
TPYJIHOW KJIETKHU JIETOYHBIA 3BYK, B HUKHUX OTJE]axX MPUTYIUICHHBbIN. /[pIxaHue BE3UKYJSIPHOE, B
HIDKHUX OTJienax ocnabineHHoe, xpunos HeT. YAJ[ 22—-24B munyty. Busyansno obnacte cepama
HE U3MEHEHA, BEPXYyLICUYHBIA TOMTYOK HE BU3YATM3UPYETCH, MTPH MaJIbIIalliU PACIIONOXKEH O JIEBOU
CPEIUHHOKIIIOUNYHOW JUHUM. ['paHMIIbl OTHOCHTENBHOM TYNOCTH CepAlla pacIIUpeHbl BIIEBO:
npaBas — IV m/p y mpaBoro kpast rpyaussl, BepxHsist — |l pedpo 1mo jaeBoii OKOJIOTpyIUHHON JTHHUH,
neBass — V M/p 1O J€BOIl CpeAMHHOKIIOUUYHON JHHUM. [ 'paHHIbl aOCONMIOTHON TYMOCTH CEepala:
npasast — |V M/p y neBoro kpast rpyauHsl, BepxHsist — |V M/p 10 JIeBOM OKONOTPYIMHHOW JIMHUH,
aeBas — V M/p Mo JIeBOW CPEIMHHOKIIOYMYHOW JTUHHMU. TOHBI cepjlla PUTMHYHBIC, CIErKa
npuriymensl, YCC — 100ya. B mun, PS — 1008 mun, AJ] — 130/90mm pt. cr. Tlonocts pra:
CIIM3UCTBIE THIIEPEMUPOBAaHbl. MUHIAIMHBI YBEIMYEHBI 10 1 CT., THIEpeMUpPOBaHbI. 3a/IHsAS CTEHKA
TJIOTKHM TUIIEPEMHUPOBAHA, HajeTa HeT. SI3bIK BIIAXKHBIM, Ha KOHYHMKE s3bIKa uMeeTcs: ahTo3Hast sS3Ba
pasmepamu 0,3 x 0,4 mm. JKuBoT yBenmueH B pa3Mmepax 3a CYET aclliTa, rernaToCIICHOMETalnH,
MIPU MMAJbIIAMK YMEpEeHHass 00JIe3HEHHOCTh MO BceMy KuUBOTY. IledeHp +3cM oT kpast pebepHoit
IyTH, TIPU MaabHanuu — 00JIe3HEHHOCTh. Cene3eHka nanbiupyercs + 5 cMm u3-moj kpast pedbepHoi
IyTd, yMepeHHass OoJie3HEHHOCTh NpH nanbnanuu. CTyn peryssipHbId, KamuieoOpasHblid, 0e3
MaTOJIOTHYECKUX TpuMeceid. Moueucmyckanue cBoOogHOe, Oe30osie3HeHHOe. Moua cBeTIas,
CYTOYHBIA JTUYpE3 CUHMTAIOT, IO 00BEMY JTOCTATOUYHBIN. BhIpa)keHHbIE OTEKH CTOM U JI0 HIDKHEH
Tpetu TosieHedl. B nmanmpHeiimem HaOmonanoch yXyAIIEHWE COCTOSHUS OOJBHOTO B BHJE
MPOTPECCUPOBAHUSl  AHEMHUYECKOTO, OTEYHO-aCIMTUYECKOTO, TeMO(arouuTapHOro CHHIPOMA,
pa3Butug mojucepo3uTa. [Ipy DyHKIMM TUIEBpajdbHOW TMOJOCTH M TEpUKapia HBaKyHPOBaHO
3HAYUTEJIbHOE KOJUYECTBO JKHAKOCTH C TmpuMmechto kKpoBu 1m0 1200-1500mm. B cBszm ¢
yxynuenueM coctosiHus ¢ 12.04.mo 19.04. 2016 mauueHT HaXOAUIICS B OT/ICICHUN UHTCHCUBHOM
tepanuu. [1o moBoxy cocTosHUs OOTBFHOTO HEOJAHOKPATHO MPOBOAMIIMCH BpauyeOHbIE KOHCHUIINYMBI.
[TaruenT mpojoikal — MOJdy4yaTh  JIEUEHHWE  aHTUOAKTEpUaIbHBIMH, TMPOTUBOTPUOKOBBIMU
cpeicTBaMu, HHPY3HMOHHYIO TEpaIiio, IpenapaTbl IMMYHOTI00yrHa — neHTarmoous 50 mr B/B,
HYTPUTUBHYIO U PECIHMPATOPHYIO MOIICPXKKY, TpaHCHY3UN JOHOPCKOM KPOBU U €€ KOMIIOHEHTOB,
Moueronnbsie cpenctBa. 14.04.2016r. mamueHTy € NHCbMEHHOIO COIJIaCHsl pojuTeneil ObLIo
MIPOM3BEICHO OIEPAaTUBHOE BMEIIATENLCTBO: OOKOBasi TOPAKOTOMHS ClieBa C PEBU3HMEH JIeBOM
IJIEBPaJIbHON MOJIOCTH, IEPUKAPIOTOMUS, YCTAHOBJICHBI APEHAXH B TIOJIOCTHU IUIEBPHI U MEepUKapAa.
ExxeqneBHo 1o apeHaxkam otaessuiock npumepHo 1000—-120Qvi *UAKOCTH € MPUMECHI0 KPOBH, B
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YIOBJIETBOPUTENILHO, B MOCIEONEPAI[MOHHBIN Mepro]; 00JIeBOM CHUHIPOM YMEPEHHBIH, aHEeMUsl He
HapacTaja, Temieparypa mnepuoandecku ¢edpunpHas. 19.04.16r. B cBs3M €O CTaOMIBHBIM
COCTOSTHUEM W HEKOTOPOW TOJOKHUTEIBHON MUHAMHUKON OONBHOW OBLI MEpEeBElCH B OTICIICHUE
remaronioruu. C 20 ampens mnosBUIaCh BO3MOXHOCTh MOJy4aTh KOJOHUECTHUMYIHPYIOIIHUMA
npenapar JieMkocTuM B o3¢ 2,0 M moakoxHo 1 pa3 B neHb. Ha ¢poHe mpuema qanHoTO npemnapara
OTMeuaNnach He3HauuTelbHas dcKanmanus jeiikomutoB 1o 1,3 x 10°. B nambmeifmiem, Ha QoHe
MPOBOAMMON KOMIUIEKCHON Tepanuy, HaMeTWIach TOJOXUTENbHAs IWHAMHKA B COCTOSIHUH
00JbHOTO B BHJE KYNUPOBAaHUS T€MOPPAaruuecKkoro, aHEeMHUYECKOro, OTEYHO-aCIUTHYECKOTO
cuHapoMOB. CyOBEKTHBHO Yy OOJIBHOTO HECKOJBKO YIYYIIUIOCH OOINee COCTOSHHE, MPOoIuIa
OJIBIIIIKA, TIOSBWJICSI AaNMeETHT, OOJBHOW CTal aKTUBEH, CTal MPHUCAXKUBATHCS, HECKOIBKO
YMEHBIIUIUCh CHMITOMBI MHTOKCHUKAIIMM, YMEHBIIWIACh JUXOpanka. J(peHaxku ObLIN yHalleHBI
BCJIE/ICTBUE YMEHBIICHUS BBIIIOTA B MOJOCTAX, a TAK)KE M3-3a BHICOKOIO PHUCKA MPHUCOEAMHEHUS
BTOPUYHOW MH(EKIUN U PA3BUTHUS THOMHBIX OCIIO)KHEHUU U PEIICHUS KOHCEPBATUBHOTO BEACHMUS
6ompHOro. 16.05.2016 roma mo mnpockOe MAlUEHT BBIMUCAH JOMOH C PEKOMEHIAIUIMU
MPOJOJKCHHSI Tepamuu aMOyJIaTOpHO W MOBTOPHOM TOCMUTAIM3AIMH B OTACICHUE T€MAaTOJIOTHH
yepes OJIHY HeJleIo.

JlanHbIe pe3yabTaToOB 00CIEOBaHUN TIPH MOCTYIUICHHUH .

B knuHMYeckoM aHanu3e KPOBU LIUTOIEHHS MEpU(PEepUIecKoil KpoBH, C BOBIICUEHHEM 2—3X
POCTKOB KPOBETBOPEHHUS aHEMHMSI — YPOBEHb TeMOrI0o0uHa ot 55 /i, Tpombonuronenns 111x10°,
neiikonennst —ot 0,52x10°, COD o 55 mm/u.

B koarynorpamme BBISIBJIEHa H30JMPOBaHHAs rUNoPpUOpHUHOreHeMHUs], TUTIOKoarysnus. B
OMOXMMHYECKOM aHalW3e KpOBH OOpaliaeT BHHMaHHE rumoadbOymuHemuss 1o 35 1/m,
TUNEPTPUTIMLIEpHIEMEs], TunoHaTpuemusi, moBeimenue ypoBHs ACT go 90, AJIT no 50,
ounupyouna no 107 mxmons/n, mokasarenu JIJII B mpenenax HopMbl — 10 354 e/, MOBBIIIEH
ypoBeHb mmienouHol (ocdarasel 10 687 en/n, ypoBeHb KpeaTHMHHHA B Tpeaeiaax HOPMalbHBIX
BEJIMYMH, MoueBas kucinora — 160 mxmons/i, caxap kpoBu — 4,7 MMoub/in. XapakTepHO TaKKe
MOBBIIICHUE KOHIICHTpanuu (GepputuHa ceiBopoTku (1355,4).B 001iem aHain3e MOYM U3MEHCHHUS
HE 3HAYUTEIbHBI.

ITo OKTI" ot 04.04.16r.: uMenack oTpullaTeIbHas TMHAMHUKA. CHHycoBas Taxukapaus, UHCC
120 B munyry. Hemomnas Onokana mpaBoii Hoxku mnyuka [mca. Hapymenue mnpoueccos
pEeNoNspHU3aIiH B BEPXYIIKe U OOKOBOI CTEHKH JICBOTO JKEITYI0UYKA.

[To manHBIM penTreHorpadum opraHoB rpyaHoi kineTku oT 04.04.16r.. Obuta BBISBICHA
JIBYXCTOPOHHSII TIOJMCETMEHTapHasi MHEBMOHUSA, ABYXCTOpoHHMH ruaporopakc. I[lo MCKT
OpPraHOB TPYAHOW KIIETKH BBISBICHBI JBYXCTOPOHHUU IUIEBPUT, THIPOTOPAKC, THUAPOTIEPUKAPI,

¢ubpo3Hbie w3MeHeHUs HWxkHer momu cneBa. [lo manaeiM DXO-KI' or 07.04.16T. BBISBHIN



00JIbIIOE KOJIMYECTBO KHUAKOCTU B MEpHKaple. Yrpo3a TaMIoHaabl. Pazmepbl JIEBBIX OTAENOB Y
BEpXHEW TpaHUIBI HOPMBL. YTIUIOTHEHHE CTEHOK aopThl, CTBOPOK AOPTAJBHOTO KJaraHa,
MUTPAJIBHOTO KianaHa. MuTtpaiabHas HenocTaTodHOCTh | cr. I[lo manabiM Y3U opranoB OpromrHon
nonocti ot 04.04.16t. ompexensyiack remarocrieHoMeranus, Aud@y3Hbple U3MEHECHUs TIEUCHH,
MOKEITyIOYHOM JKene3bl, cene3eHKHu. CBOoOOmHAs KHUAKOCTh B OpPIONMIHON IMOJOCTH BO BCEX
oT[eNnax. B IHUTONOrMYecKUx aHalu3ax BBITOTHOW JKHIKOCTH IUIEBPAIILHON MOJIOCTH aTHIUYHBIC
KJICTKH HE OOHAPY)KEHbI, OOIIMIA aHAJIN3 BBIIBUI Hamu4ue Oenka 10 24,31/, 3puTpOIMTHI CILIONIb,
MOJIOKUTEIbHYIO TIpoOy PuBambpra. B mpoBeaeHHBIX OakTepuonorudyeckux aHammzax u KYM
TPEXKPaTHO KPOBH, IUIEBPATBHOMN KUIAKOCTH pocta MUKpodiopel 1 KYM He oOnapyxunu. [Ipu
oOcnemoBanny Ha Mapkepbl rematuta, YMCC, oHKOMapKepbl TMOJYYEHBI OTpHUIATEIbHBIC
PE3YNbTATHI.

JlanHbIe pe3yabTaToB 00CIEJOBAaHUN TIPH BBIIMHCKE:

ITo mapaeM DXO-KI" or 12.05.16r. BBIIBIEHO HE3HAYMTEIHHOE KOJIMYECTBO KUIKOCTU B
nepukape. Pa3Mepsl JIEBBIX OTIEIIOB y BEpXHEH TpaHHIBl HOPMBI. YTUIOTHEHHE CTEHOK AOPTHI,
CTBOPOK a0PTAJILHOTO KJIallaHa, MUTPAIbHOTO KianaHa. MuTpaibHas HEIOCTaTOYHOCTS | CT.

ITo MCKT opranoB rpynnoit kiaetku ot 13.05.16r. BbIsSIBIEHBI IPU3HAKK JABYXCTOPOHHETO
maeBputa, GUOPO3HBIC U3MEHEHUS HIDKHEW JTOJM clieBa, cBoOomHas xkunkoctb 100 M ciesa, 120
MJI CIIpaBa.

Y3U opranoB OpromHOi monoctu ot 13.05.161. ompexpensiinach remarocruieHOMETamus,
mud¢y3Hple U3MEHEHHUS! NEYEHHU, MOKETYIOYHOM skeme3bl, cene3eHku. CBOOOAHASI KUIKOCTh B
oprorrHoit mosjocTH okoo 150 Mt (B cpaBHEHHHU C MPEABIAYIIMMHU O0CIEI0BAHUAMH OTMEYAeTCs
3HAYUTEIIHbHOC YMCHBIICHHE).

B knmuHMYeckoM aHalM3e KPOBH OTMEYAeTCsl MOBBIIICHHE YPOBHs reMoriioouHa 1o 111r/x,
TpombonuTonenus 64 x10°, Ge3 reMOpParndeckoro CHHIPOMa, ICKaJaIus JICUKOIIMTOB JOCTHTIA
1,3 x10°, noseimenne ypoHs HelTpopuaoB, COD — 25im/4. B OGHOXMMHYECKOM aHAIIH3e
OTMeYaeTcs yBelrueHue oodmero 6eika 10 60r/m.

[TarueHT COOTBETCTBYET KpPUTEPHSIM JJisi MOCTAaHOBKHM JIaHHOTO JHMarHo3a. aHamHe3a,
OOBEKTUBHBIX U JOMOJHUTENbHBIX JJA0OPATOPHBIX U HHCTPYMEHTAIBHBIX METOJOB HCCIEA0BAHMUS.
C wmapra 2016 roma y mnamueHTa OTMEYAeTCS PE3KOe YXYAIICHHE COCTOSHUS, BEpOSTHO,
CIPOBOIIMPOBAHHOE MEPEPHIBOM B IMPHEME KOJOHHECTUMYIUPYIOIIEro Ipernapara, Ha (OHE 4Yero
OTMEYaeTCss  YXYIIIEHHE  COCTOSHHUA  OOJIBHOTO W pa3BUTHE  TeMo(arolnuTapHOro
TUM(OTHUCTUOLINTO3a, YTO TOATBEPKAACTCA KIMHUYECKUMU U JIAOOPaTOPHBIMU JTaHHBIMHU:
JUTUTEIIBHON JIMXOPAAKOH, pepaKkTepHON K aHTUMHKPOOHOH Teparuu, CIICHOMETaauel, OTeYHBIM
CHHJIPOMOM, T€MOpPPAardvyecKuM CHHAPOMOM, remnarociuieHomeranueid. [4]. Tlo nureparypHbIM

JaHHBIM 3a00JIeBaHUE HAUYMHAETCS OCTPO. TpUITEpOM KIMHHYECKOW MaHU(ecTauuu 3a00JeBaHUs



SBJSIFOTCSL OaHabHbIe HHeKuu (0coOeHHO repriec, BUPYCHbIC). DU3UUECKOe W MCHXOMOTOPHOES
pa3BHUTHE MANMEHTA 0 MOMEHTA Pa3BUTUS TeMO(aroruTapHOTO CHHApPOMa OOBIYHO HE CTPaJacT,
Kak ¥ B CclOydyae C JaHHbIM nandeHToM. CoXxpaHseTcss JuXOopaaka, Mporpeccupyer
renaToCIUICHOMETalIMsl, TOSIBISIETCS M HApacTaeT HEBPOJIOTMYECKas CUMIITOMATHKA, BKIIFOYAIOIIAs
pa3apaKUTENbHOCTh, CYIOPOTH, MEHUHIeallbHble 3HaKu. JlabopaTopHble MPOSIBICHUS BKIIOYAIOT
UTONCHUIO TEepUPEPUIECKO KPOBM — aHEMHUIO, TPOMOOLUTONEHUIO, JIEHKONEHUI0 U
HEUTPONECHUIO. XapaKTepHO pa3BUTUE KOAryJaolaTHH, pexXe — TOTAJIBHOW T'MIIOKOAryJisIueH,
00yCJIOBIICHHON MEYEHOYHO-KJIETOYHOM HEA0CTaTOYHOCThIO. Cpein mokas3aTesnel OMOXUMHUIECKOTO
aHaJiM3a KpoBH Hambosee Cneuu(pUUHbIM SBISETCS THIEPTPUTIHLEPUACMHUS, pPa3BUTHE KOTOPOH
00yCJIOBJIEHO WHTUOMPOBAHWEM JIMIIONPOTEMHIINIA3bl. MeTraboinyeckue aHOMAaJMHM YacTo
BKIIIOYAIOT  TUMOATLOYMUHEMHIO,  TUIOHATPUEMHUIO,  TOBBINICHUE  YpPOBHS  MapKepoB
renaTolesUTIONIIPHOTO MOBPSKACHUS. alaHWH W acrapTaTaMHHOTpaHcdepasbl (COOTBETCTBEHHO,
AJIT u ACT) OunupyOwHa, JaKTaTAECTHIPOreHas3bl. XapaKTEPHO TOBBIIICHHE COIACPKAHUS
(deppuTHHA CHIBOPOTKH. Bce BbIIIETIEpEUHCICHHBIC JaHHBIC MOATBEPXKIAIOTCA Y HAOII0AaeMOro
narienra [5].

3akioueHue. J[aHHBI KIWHWYECKUA Clydaldi HMHTEpECEH B IUJIaHE HAOMIOACHUS 3a
MalUMEeHTOM C PEIKUM HacJleICTBEHHBIM 3aboieBaHueM — cHHApoMoM Yeawaka — Xuracu Hu
noctuxkeHreMm manueHToM 19-1etHero Bospacta. Ilo-Buammomy, ajnekBaTHas W CBOCBPEMEHHAas
Teparnwsi, HaOJII0IeHHE 3a TAI[MEHTOM T'eéMaTOoJIOTaMHt TTO3BOJIMIIO JOCTUYh YKa3aHHOTO BO3pAcTa.

I'emodaronutapublii CHHAPOM, Ppa3BUBIIMNUCS y OOJBHOTO, CEPHE3HO  OCIIONKHUI
3a0oyieBaHMEe € HEOJArompuUsITHBIM MPOrHO30M. MMMyHOCynpeccHBHass U COMPOBOAUTEIbHAS
Tepamnusi He ObLIa MOKa3aHa W PEKOMEHJOBaHA NaHHOMY manueHTy. CyIecTBYeT eIWHCTBEHHBIH
paguKalbHBIA METOJA JICYEHHs] — aJuUIOre€HHas TpaHCIUIaHTalusi KocTHOoro wmo3ra ot HLA-
UJCHTUYHBIX POJCTBEHHUKOB WJIM JOHOPOB, COBMECTHUMBIX MO JIokycy D. B nanHom ciyuae
HalleMy HalUeHTy ObLIO OTKa3aHO B TPAHCIIAHTAllMM KOCTHOTO MO3Ta B CBSI3U C OTCYTCTBHEM

,Z[OHOpOB-CI/I6JII/IHFOB u ObLIa PCKOMCHAOBAHA CUMIITOMATUYCCKAA TCpaIu.
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