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Cunapom Yeaunaka-Xuracu — pepkoe MMMyHOAePULMTHOE COCTOSHUE C FEHEPAnU3OBAHHOM KNETOYHOM AUCHYHKLMEN, C AyTOCOM-
HO-PELIECCMBHBIM TUMIOM HacnenoBaHus. CTpaaaioT B OCHOBHOM AETH paHHero Boapactd. CMepTb, MPUYMHOM KOTOPO# CTAHOBSTCS MH-
beKLMM MK 3NOKAYECTBEHHbIE HOBOOBPA3OBAHMS, YACTO HACTYNAET A0 AOCTUXEHMUS MMm Bospacta 10 net. Mbl onuceiBaem cyyait
TEeYEHMS MHPEKLMOHHOTO MOHOHYKIE03d, BbI3BAHHOTO BUPYCOM DnwTerHa-bapp y manbumka 3-x neT Ha ¢poHe peaKoro HaCNEACTBEH-
Horo cMHapoma Yeanaka-Xuracu ¢ paseuTHem reMoparoLMTapHOro CUHAPOMA.

KnioueBble cnoBa: aetH, NepsuyHbIi UMMyHOREPUUMT, crHapom Heamaka-Xurack, anbBUHM3M, TUIOHTCKME NEPOKCHMAA3ANONOXH-
TENbHbIE PAHYJIbI, NEPBUYHbIN reMOdAroLUTAPHbIA TMMGOrMCTUOLMTOS
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Cungpom Yepmaka-Xuracn (CHX) — peakoe mm-  nepudepnyeckoi KpoBM M KOCTHOTO MO3ra, LMPKYIMpYio-

MYHOAE(PULUTHOE COCTOSHME C FEHEPANM30BAHHOM KIETOY-
HOM AMCOYHKLMEN, C OYTOCOMHO-PELIECCUMBHBIM TUMOM HO-
cneposauus, obycnoenenHoe mytaumeit B reqe LYST/CHST,
KOAMPYIOLLEM COOTBETCTBYIOLIMI BENOK-PETYNSTOP NU30CO-
manbHoro Tpaxcnopta [1, 2]. Brepsbie onucan B 1943 ro-
ny KyBuHCKMM Bpavom u ceponornctom A.M. HYeanakom, a
Takxe snoHcknm neanatpom O. Xuracu. B ocHose natore-
HE3Q NIEXMT HapYLUeHWe NoABUXHOCTH dbarounTos M aedu-
UMT TMAPONUTMHECKMX PEPMEHTOB, MMEET TAKXE MECTO re-
HETUYECKMIA AedEeKT, BbI3bIBAIOWMIA HOPYLLEHUE PeLenTop-
Hon ¢yHkumm NK-knetok. Hedekr NK-knetok Beger k
MNOBbLILLUEHUNIO YACTOTbl BO3HUKHOBEHMUA 3JTOKAYECTBEHHbIX
onyxonen. XapOKTEPHbIM MPU3HOKOM AAHHOTO CMHAPOMA
SIBASIETCA HANMYME TUTAHTCKMX MEPOKCHAA3OMNONOXMUTENb-
HbIX FPAHYN B HEMTPOPUIAX, S03MHOPUIAX, MOHOLMTAX

WMX NTUMPOLMTAX, LMTOMNA3ME HEMPOHOB W KIETKOX CO-
eOMHUTENBHOM TKOHW NepuHeBpanbHoit obnactu [3—7].
CHX xapaktepuayeTcsi paHHUM AeBIOTOM, SPKOWM KITMHM-
4eCKOW KAPTUHOM: anbBUHU3MOM, KOcornasuem, ceetobo-
S13HbIO, HUCTATMOM, MPOrpPeccUpyloLen HeMponaTmMen, 3a-
LEPXKOM YMCTBEHHOTO PA3BMTHUS, CKIIOHHOCTBIO K KpOBOTE-
yenusm [8]. Y GonblwmHcTea 6onbHbIX B TedeHne 6onesHu
Ha ¢oHe BAKTEPHUATBHOM MU BUPYCHOM MHOEKLMM PA3BU-
BAETCS reMOpArouMTapHbIA CUHAPOM, KOTOPbIM KIMHMYe-
CKM NPOSIBNSETCS JIMXOPAAKOM, OTEKAMM, renaToCnieHoMe-
ranuen, Xentyxou, numbageHonaTen, NAHLUTONEHMENH,
CyLOpOramu, KomoH, koarynonatmed. CTpapaioT B OCHOB-
HOM AeTW PAHHEro BO3pacTd, CMepPTb, MPUYMHON KOTOPOM
CTOHOBSITCA MHPEKLMM UNU 3NOKAYECTBEHHBIE HOBOOBPA30-
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BOHMS, YOACTO HACTYNAeT A0 AOCTMXEHMS MMM BO3PACTA
10 net [9—11].

Mpu cuHapome Yepmaka-Xuracu nporHos vebnaron-
pusiTHbIA. B BonblunHCTBE Cnyyaes feTv He LOXMBAIOT A0
NOAPOCTKOBOrO BO3PACTA MO MPUYMHE TAKENbIX OCHOX-
HEHUM, TAOKMX KAK MHOUALTPALMS TMMPOY3NOB, NeYeHn u
ceneseHku, beicTpas nponudepaums nMmeboumuTos. 3Ha-
YUTENBHO YXYALICIOT MPOrHOCTUHECKYIO KAPTUHY PA3BM-
TME 3I0KAYECTBEHHbBIX OMyXOMeM.

TakTuka nedenus paspabaTbiBOETCS B KAXAOM Chy-
4ae MHOMBMOYQNbHO, B 3ABMCMMOCTM OT KIMHWMYECKOM
KOPTHHbI, BO3PACTA pebeHKa; NPUMEHSIOT METOAbLI CUMM-
TOMATMYECKOM Tepanmu, B YOCTHOCTM HA3HAYAIOT GHTU-
6akTepuanbHble MPenapaThl PA3AMYHBLIX TPYMM, [IOKO-
KopTUKOCTepouabl, noxu3sHeHHbin npuem [KCP (rpany-
NIOLUMTAPHBIA  KOMOHUECTUMYTMPYIOLLMI  GaAKTOp), M Mo
Mepe NpPOrpeccHpPOBAHMS QHEMMU BIMBAHMS SPUTPOLM-
TapHoM Maccel uam nnasmsl [11].

[na KpATKOBPEMEHHOW PEMUCCUM B HEKOTOPbIX CIy-
yasix Heobxoanma crineHsktomms. C Lenbio Hopmanusa-
UMM MMMYHOTNOTMYECKMX M KPOBETBOPHBIX PYHKLMH, d
TOKXE YBENMYEHMS KOMMYECTBA JIMMPOLMTOB, MPOBOAST
QnNoreHHylo TPAHCAAAHTauMio koctHoro mosra (TKM),
nocre NpPOBEAEHUs KOTOPOM BbIXMBOEMOCTb B TeYeHMe
nocnegytowero S-netHero nepuopa coctaensetr 55—
60% [12, 13]. Mpuunna rmbennt — paHo BO3HMKaAOLWME
onyxonu, nnbo Tsxensie 6AKTEPUATbHBIE UHPEKLMM.

Mpodunaktuieckmx mep Ans NPefOTBPALLEHNS CUHA-
poma Yepmaka-Xuracu He CyliecTByeT, MOCKOJbKY 3TO
HacneactBeHHas natonorus. CemeiHbIM NApam, KoOTo-
pble MAGHUPYIOT LETOPOXAEHUE M OTHOCSTCS K rpynne
puCKa, crefyeT NPOMTU reHeTUYECKME NCCIIELOBAHMS.

Mbl onucbiBaem cnyyait TedeHus MHPEKLMOHHOrO
MOHOHYK/1e030a, BbI3BAHHOrO BMpyCcom DnwTeiHa bapp
y Manbumka 3-x neT Ha $OHe PEenKOro HACNEACTBEHHO-
ro cuuapoma HYepmaka-Xuracu c passmutmem remodaro-
uMTapHoro cuHapoma. [lonyyeno uHbopmmposaHHoE
cornacwe.

Knunuueckoe Habniogenue. bonsHoit M., 2019 r.p.
noctynun 8 PLUMB 28.09.2022 r. Xanobsl npu noctyn-

Tabnuua 1. broxummuyecknit aHANM3 KPoBK
Table 1. Blood chemistry

NIeHUM: HO nosbilweHne Temnepatypsl go 38,9°C, cna-
60CTb, CHUXEHWE anmneTuTa, yBenuueHue U BonesHeH-
HOCTb MOAYENIOCTHBIX M MEPEAHMX LLEMHBIX TMMPOY3N0B,
B3ayTHe xuBoTa. M3 aHamHesa 3a60neBaHUs U3BECTHO,
yto peberok boneet ¢ 20.09.22 r., nonyyan ambyna-
TOpHO B/M LEepOTAKCHM, AeKCameTasoH 6e3 Nonoxu-
TenbHoM guHamukM, ganee 27.09.22 6bin rocnuMtanuam-
posax B APKB ¢ auarnozom: OPBM. B obwem aHanuaze
kpoBu: remornobun — 69 r/n, pombountel — 71 x 109,
moHoHykneapbl — 11%. lNocne koHcynbTaUMt remaTono-
ra v uHdekupoHucta, peberok nepeeener s PLINB ¢ ou-
QrHO30M: MHPEKLMOHHBIA MOHOHYKIEO03.

N3 aHOMHE3Q XWM3HM: POAMTENM MANbYMKA SIBMSKOTCS
POACTBEHHUKAOMM (TpotopogHbie). Peberok poauncs ot 2 Ge-
peMeHHOCTH, 2 ponos, HepemeHHOCTb npoTekana 6e3
ocobeHHocTeH, poabl HO 39 Helene, eCTECTBEHHbBIM My-
TeMm; Bec npu poxaeHnn 3650 r, poct 52 cm. 3akpuyan
cpasy. [epsbiit pebeHok, AeBOYUKA, CO CIOB MOMbI, 340PO-
Ba. Ha amcnaHcepHom yyete y cneunanmcros He coctos,
poauTenu 3n0possl. PebeHok He NpuBKT (OTka3 OT BaKLM-
HAUMKM CO cTOpoHbI poauTener). Ha nepsom rogy XusHu
pebeHoK poc 1 pa3enBancs 6e3 OTKIIOHEHUI OT HOPMbI, HA
BTOPOM M TpeTbem rogy bbino Heckonbko anusogos OPBM.
Annepronormyeckmit GHOMHe3 He OTSIFOLLEH.

CocrosiHtme pebeHKka HA MOMEHT MOCTyMneHus B
PUWE taxenoe, temnepatypa — 38,7°C, catypauus —
98%; YOO — 24 B muH.; nynbc — 82 B muu; ALL — 95/
45 mm.pr.ct. Oblee coctostne pebeHka Tsxenoe, Bs-
nbii. KoxHble NoKpoBbl BreaHO-XENTYLWHbIE, C IMMOHHBIM
OTTEHKOM, BbIChINAHMI HeT. Bonockl ceetno-pyceie ¢ ce-
pebpucTteim otTeHkoM. JTuuo opytnosatoe. Cnegpl kpo-
BOTOYMBOCTM fiECEH, 30COXLAs KPOBb Ha rybax. Mybel cy-
Xue, 3eB MMNepeMUPOBAHHBIM, €AMHUYHbIE THOMHbIE HO-
NIOXEHUS HO MUHAANMHAX. [lanbnupyloTcs yBenuyeHHble
u Gone3HeHHble LENHbIE, MOAMbILLEYHbIE NMMPOY3Tbl.
KopmneHue soHpoBOe, comepXxunmoe xXenyaka «koden-
Has rywa». [pu ayckynbTaumm gpixaHWe XeCTKoe, Xpu-
Mbl, NATONOrMYECKME LUYMbl He BbiChywusatoTcs. [lynbc
PUTMMUHBIN, TOHbI CEPALA MPUIYLLEHDI. 13bIK BAOXHbIM,
obnoxeH y kopHs 6enbim Hanetom. )XMBOT yBenuYeH 3a

e, e AT, ACT, O6wwmit 6enok, O. 6unnpybmH, [mioko3a,  KpeatuHuH, nar, CPb,

en./n en./n r/n MKMOSb/ N MMoAb/ 7l MKMOSb/ N en./n mr/n

28.09.22 274 462 59 0,4 3,3 17 27
30.09.22 185 520 50 56,4 4,5 12 2046 23
01.10.22 216 871 48 98,0 1,4 0 2385 24
03.10.22 166 697 51 200, 1 1,6 13 2404 25
04.10.22 145 678 57 199,4 1,5 50 2580 34
05.10.22 134 688 56 209,1 1,7 6 2682 49
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Tabnmua 2. Bruoxumuueckuit aHANK3 KPOBM: INEKTPONMTLI
Table 2. Blood chemistry: electrolytes

[ara Kanuit Hatpuit
MMOfb/n MmO/ 7
30.09.22 3,4 141
01.10.22 3,8 136
03.10.22 3,4 123

CYyeT acumMTa, B3gyT, NANLNATOPHO 6e3b0ne3HeHHbIN,
YCHUNEHA MOAKOXHAS BEHO3HAS CETb HA NepeaHen bpioLu-
HoM cTeHke. [enatocnneHomeranus: neveHb U ceneseHka
Ha ypoBHe nynka, kpas nnotHeie. CTyn He HapyweH. [Ou-
ype3 yMmepeHHbid. Moveuncnyckanme csobopHoe, 6e3bo-
nesHeHHoe. MeHuHreanbHble 3HAKM OTPULATENbHBIE,
OYArOBOM CMMMTOMATHKM HET.

MNpu ncecnepoBaHmm B 0BLLEM QHANM3E KPOBM BbISIBIEHA
aHeMusl, TMMPOLMTO3 1 MoHOLMTO3. PesynbTatel Gruoxmmu-
4eCKOro aHANM3a KPOBM NpeacTaBneHsl B Tabn. 1, 2.

Kposb (MPA) Ha BOb-undekumio: IgG k paHHemy aH-
tureny EA BOb — He obHapyxeHo; IgM k kancupgHomy
antureHy VCA BOb — obrapyxetro 0,460; IgG « saep-
Homy antureHy NA BOb — 0,696. Masok 13 HocornoTku
Ha [MUP: o6Hapyxenbr OHK eupyca Snwrenn-bapp u
AHK UMB; kposb Ha BUY — He obHapyxeHo; Ma3ok 13
Hocornotkn Ha COVID-19: otpuuatenbHbiif; KpoBb Ha
MApKePbl BUPYCHBIX FENATUTOB — He OBHAPYXEHO.

Y3W opranoe 6piowHon nonoctu ot 30.09.22:
NPU3HAKM BbIPAXEHHOM renartocnneHomeranuu. Bebi-
paxeHHbiit meTeopuam. MNpusHaku xoneumctura. JIum-
daneHonata. Acumt (KMAKOCTb B BPIOWHOM NONOCTH
no 100 mn).

Y3W opraxos 6ptowHoi nonoctn ot 05.10.22: npu-
3HOKM BBIPAXEHHOM renaTocnieHoMeranmu (nevexs yee-
nuyeHa o nynka; ceneserka 152 x 51 mm). MpusHakw
xoneumctuta. JlumbageHonatua. Acumt, cBobogHOM
XMBKOCTb B BptowuHoit nonoctn okono 1800 mn. Heanaun-
TeNbHBIM BHINOT B NNeBpanbHoi nonoctn (okono 20 mn).
Y BOpOT neyeHu: ysenuuerHsie numdoyanel (n/y), makcu-
manbHbii 1/y — 24 x 13 mm. Bpeixeeunsie n/y 23 x 6 mm;
sabprowmHHbie n/y 15 x 9 Mm; naxossie n/y cnpasa —
15 x 5 mm, cnesa — 14 x 6 mm; nepeaHuit weiHbin n/y
cnesa 73 x 22 mm; noguenioctHbie 1/y — 29 x 13 mm; 3aa-
HewemnHble — 27 x 11 Mm; okonoywHsle — 23 x 12 mm;
noambieyrble 1/y cnpasa 7 x 3 mm, cnesa — 9 x 3 MM.

9XO-KT: OOO wenesugHoe. Mpornb NMCMK, ¢ pe-
ryprutaumeit 1 + . MNMonoctn cepaua B Hopme. CokpaTu-
MocTb Muokapga JIX coxpaneHa. BrisieneHo pacxoxpe-
HWE NUCTKOB nepukapaa no 3agHei crerke JIK Ha 4 mm,
no 6okosoit crerke JIXK-2—3 mm, 3a MM 3 mm (120—
130 mn). OKT: Putm cunycosbiin. YHCC — 155 8 muH.
20C B ropusoHTanbHOM nonoxeHun. PentreHorpadus
OPraHOB rPyAHOM KIETKM: MPU3HAKM NATONOMMM OPraHOB
TPYAHOM MONOCTU HE BbISBIEHO.

o4

Jlakrat kposu pCO, PO,

MMmonb/n PH mmHg mmHg
3,0 7,33 35,4 58

2,0 7,38 32,4 134

3,0 7,43 39,4 78,6

MNosTopHO KoHcynbTMpoBaH rematonorom 03.10.22:
PEKOMEHAOBAHO MPOAOMXMTL MPOBOAMMYIO TEPAMNMIO.
Undyans /8 ummyHornobynuua N2 5. Koncynstupoean
xupyprom 04.10.22: Acumr. MNpoussepeH nanapoueH-
Te3. DBakymposaHo okono 400 mn xuakoctn. YcTtaHos-
NIEH APEeHAX ANs BbiBEAESHMS XKMAKOCTM.

KoHcynbtaumst sHaokpuHonora: y pebeHka Taxenas
rMnornukemus Ha GoHe ocHoBHOro 3abonesatus. Heob-
XOAMM KOHTPOJb MUKEMMYECKOTO Npoduns Kaxasie 3 4 1
tutpoeanmus 20% rmokossl 10 mn/kr. Mpoeepera Tene-
MEAMLMHCKAS KOHCYNbTALMS CO CMELMANMCTAMK reMaTo-
noruyeckoro otoenenms u otoenenms OPUT, OCI1 POKB
Prady BO «PHUMY um. H M. Muporoea». 3akntoye-
Hue: y pebeHKa He UCKIIOYAEeTCs OHKOreMATONOrMYeckoe
3abonesanue.

MNaunenty B otaenennn OPUT nposepeHo: soHgoBoe
kopmnenwe; narnodepan; 8/B kanensHo mepoHem; B/ B
camenukc; 8/8 C3M1; B/B apuTpOUMTApHAS B3BECh; B/B
TPOM6OKOHLEHTPaT; B/B AEKCAMETA30H; B/B QUMKIO-
Bup; B/8 20% ansbymuH; dypocemms; B/ B ropaokc; TMT-
posanne 20% rniokosbl; 8/B MMMYHOrMOBYNMH Yenose-
YECKMH.

05.10.22 r. npoBeaeHa NyHKLUMs KOCTHOrO Mo3ra. 3a-
KMIOYEHME: MYyHKTATH M3 2-X TOYEK CPEAHEN M HOPMArb-
HOM KNIETOYHOCTM, COCTABBI MX NoAnMopdHbl. bnactos He
obHapyxeHo. HeHTpoduibHLIA POCTOK COXPAHEH, CO3-
peBaHue HeiTpodunos He HapyleHo. B muenomaHbix
KNETKAX HA BCEX CTAAMSX CO3PEBAHMS OBHAPYXeHb Mna-
TOrHOMMYHbIE  CreuudUIeckue rPaHynbl  (QHOManbHbIE
NM30COMBI), SAPA B NeiKounTax AebOPMUPOBAHLL. DPUT-
POMAHBIA POCTOK CyXeH, efMHNYHble. YBENMYEH NPOLEHT
MMPOLMTOB, B LMTOMNA3ME KOTOPbLIX BCTPEYAIOTCS Cre-
unduueckme KpynHole rpaHynsl. 1o mopdonoruueckum
NPM3HOKAM MOXHO BbICTaBMTbL AnarHo3: Cungpom Yepu-
aka -Xuracu.

B tot xe peHb, 05.10.22. koHcynbTauMs reHeTmka: y
pebeHKa CUMNTOMOKOMMIIEKC HACNEACTBEHHOrO 3abone-
BAHMS cMHapoma Yeguaka-Xuracu. Pekomengosara: mo-
NEKYNSIPHO-TEHETUYECKAS AMArHOCTMKA (MOMUCK MyTaLwit B
reve LYST).

HecMoTps Ha npoBogymoe neyeHue COCTOsHWE pe-
HeHKa OCTABANOCH KPAMHE TAXKENbIM, CO3HOHME YyrHeTe-
HO, YCMIIMICS OTEYHbIA CUHAPOM, NPUCOEANHUIOCH rPUB-
KOBOE MOPAXEHUe CAN3UCTBIX 0bonoYeK, nporpeccupo-
BOSIM MPU3HAKM TEMOPPArMYECKOro CMHAPOMA C PA3BM-
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TMEM KHMLLEYHbIX KpOoBOTEYEHWH. [eModparounTapHbIi crHa-
POM, PU3BMBLUMICS Y BOMBHOrO, CEPLE3HO OCNOXHMA 3a-
bonesaHue 1 Ha PpoHe NaAEHUS APTEPUANBHOTO AABNEHMS
M KOMbl HOCTYNMWI NETAMbHbIA MCXOA (AaTa  cmepti

05.10.2022 r., 7 kowiko/nHen).

Takum 0Bpa3soM, HO OCHOBAHWMM KIMHUYECKOWM KAPTH-
Hbl, AHOMHECTUYECKMX OAHHBIX, PE3YNbTATOB KIMHWKO-NA-
6OPATOPHOrO MCCNEfOBAHUS Obifl BbICTOBNEH 3AKIIONM-
TenbHbIN KnMHndeckui amartos: E70.3 Cungpom Hepunaka-
Xuracu.

Conytcreylowmit  anarHos: B27.0 MHdekumoHHbIN
MOHOHYK/I€03, BbI3BAHHbIA BUMpycom nwrTeiHa-bapp.
[enatocnneHomeranms. Acumut. AHemus Taxenon crene-
Hu. TpombouuToneHms.
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