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OBOCHOBAHME

ToKcuyeckui anuaepmanbHblil Hekponus (TOH) — pea-
KO€e XU3Heyrpoxalollee 3aboneBaHne, KOTOpoe NposBs-
eTCcs TSHKEbIM NOParKEHWEM KOXMU U CIM3NUCTbIX 060104EK.
KoxXHOMY CMHAPOMY MOTryT MpeawecTBOBaTb JIMXOPaAKa,
HegoMoraHue, 601b B ropne W Kawenb. B nocnepyto-
LWEeM MPOUCXOAUT MOParKEHWE KOXWM U CIU3UCTbIX 060-
JIoYEeK B BUAE 3PUTEMATO3HbIX MNATEH, KOTOPbIE CKOHHbI
K MPOrpeccupoBaHunio, C MOJOXUTENbHbBIM CUMMNTOMOM
HMKONbCKOro — MexaHn4YecKoe pa3aparkeHue Bbl3blBaeT
oTcnoeHue anuaepmuca. lNopaxeHue cnmna3ucTbix 06050-
YyeK, B HaCTHOCTM POTOBOM MONOCTH, HabnogaeTcs y noaa-
BAsitoLero 60blIMHCTBaA NaLMeHTOB. HepeaKko BCTpeYatoT-
CSl M OCNOXKHEHUS CO CTOPOHbI ra3 U reHuTanuin. MasHole
CUMMTOMbI MOTYT BapbMpPOBaTb OT OCTPOIr0 KOHbIOHKTUBH-
Ta 10 3p03u1KM poroBumLbl. llaTonorng Mo4enonoBoro TpakTa
BK/IlOYaeT B cebs o6pa3oBaHWe Crnaek, CTEHO3 ypeTpbl,
pybLeBaHue U CTPUKTYpbl. MapKepom TaxecTu 3abone-
BaHMA ABNSETCS NowaAb nopaxeHus Koxun. TOH n cuH-
apom CtuBeHca — [oHcoHa (CC/) aBnsaioTca BapMaHTaMu
OAHOro MaToNOrM4yecKoro npouecca, pasnuyalowmmucs
no pacnpegeneHunio naouwaan NOBEPXHOCTM Tena: nopa-
eHne < 10% obwen nnowaam NoBEPXHOCTHU TeNa Knaccu-
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duumpytot Kak CC, > 30% — Kak TOH [1-4]. 3aboneBaHue
ObICTPO MpoOrpeccupyeT, XapaKkTepmn3yeTcs BbICOKOW CMepT-
HOCTbIO — CpPEeAHWN 3aperncTpupoBaHHbIM YPOBEHb CMEPT-
HOCTU cocTaBnseTt 25-35% [5].

KJMHUYECKHUHA NPUMEP

O nauueHTe

Manbuuk, 14 net. Co cnoB 3aKOHHbIX NpeacTaBuUTENEn
M COrnacHo npeaocTaBA€HHOW MeAWLMHCKOW AOKYMeHTa-
umMn, B Bo3pacte 4,5 mMec y pebeHKa BrepBble BO3HUKIU
NPUCTYNbl CyA0POr Ha GOHe NOBbLILWEHUS TEMMNEepaTypbl TeNa,
KOTOpble COMPOBOXAANNCL NOAEPrUBAHUAMM MbIWL, MLa,
TOHMYECKUM HaMpPsKEHWEM MbllL, TYN10BUILEA M KOHEYHO-
CcTeN, 3aBefeHneM rnas3Hblx S610K BBEPX, NPOAOIKUTENb-
HOCTbO 10 5—6 MUH.

B Bo3pacTe 2 net npoBeAeHO MOSIEKYNIAPHO-FEHETUYECKOE
nccneaoBaHue: o6HapyKeHa HoHceHe-MyTaums C664T B 3K30-
He 5 reHa SCN1A, npuBoasiwas K 06pa30oBaHMIO CTOM-KOAOHa
K222X. YctaHoBneH amarHos: «CuHapom [paBe (Taxkenas
MMWOKJ/IOHUYECKas 3NWAENCcUst paHHEro AETCKOro Bo3pacTa)».

MpoBoanaca HeOAHOKPaTHbIM Nog6op NpPoTUBOI3NUIEN-
TUYECKOM Tepanuu: BasbnpoaT HaTpusa, NeBeTupaleTam,
3TOCYKCUMWUA, CTUPUMEHTON, Knobaszam. Ha ¢oHe npue-
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Ma nonauTepanun — CTUPUMNEHTON, Kno6asam, Banbnpoart
HaTpUs — OTMEeYanoCb yMEeHblUeHWe 4acToTbl MPUCTYMOB.
OpHaKko B fdafibHeWWeM CTUPUNEHTON OTMEHEH B CBfA3KU
¢ durHaHcoBbIMM TpyaHocTaMu. C BBedeHMEM B Tepanuio
TonuMpamaTa reHepann3oBaHHble aTOHMYECKWUE MPUCTYMbI
He PerncTpmpoBannCh, HO yBenM4MIach YactoTa NPUCTYNnoB
no TMNy abcaHCOB A0 €XeOHEBHbIX, NEPUOLUYECKHM CO CTa-
TYCHbIM TeyeHueM. TpUcTynbl KynUpPyTCa BHYTPUMBbILLEY-
HbIM BBEAEHWEM fMasenama.

B aHBape 2024 r. Haxoauncs Ha cTauuMoHapHOM obcne-
[OBaHUN U NEYEHUN B MCUXOHEBPONOrMYECKOM OTAENEHUN
B OAHOM M3 denepanbHbiX yyperaeHun r. MOCKBbI, rage
nocsie KOMMNJeKcHoro o6cnefoBaHmns 6olna NnposBeaeHa Kop-
PEeKLMS NPOTUBOCYAOPOKHOM TepanmMnm — BanbnpoaTt HaTpms
500 mr 2 pasa B CyTKMW, TonMpamaT 2 pa3a B cyTku (50 mr
yTpom, 100 mMr Be4yepom), AeKCaMeTa3oH 4 Mr, exXxeHEBHO,
C NoCcTeneHHOn OTMEHOW.

17.01.2024 wHUUMMpPOBaHa Tepanus KOMOGUHWMpPOBaH-
HbIM nNpenapaTtoM (beHobapbutan + 6pomusoBan + Kode-
WH-6eH30aT HaTpPUs + NanaBepuHa rMAPOXA0pPUA + KanbLus
rnoKoHat — Marnodepan-2) no 1 Tabnetke 2 pasa B CYTKHU,
HexxenaTteNbHbIX BAEHUA He 3aperucTpupoBaHo.

Mo peleHnto KOHCUAMYMa COrnacoBaHO MNPUMEHEHME
He 3aperncTpMpoBaHHOro Ha TeppuTopun Poccun nekap-
CTBEHHOro npenapata [unakomut (cTupuneHton). lNocne
BBEAEHUS B Tepanuio CTUPUMNEHTONa PEKOMEHLOBaHa Kop-
PEKLMS aHTUINMNENTUYECKOM Tepanuu: noctTeneHHas otMe-
Ha Marntodepana-2 (no 1/4 kaxable 10 gHEN) n nocteneH-
Hoe BBefeHWe Knobasama — 250 mr 2 pasa B CyTKM 7 AHEN,
3aTem no 500 mr 2 pas3a B CYTKW, Aanee no 2 Kancynbl
yTpoM, 3 Kancynbl Be4epoM, ANnTensHo, 6e3 nepepbiBOB.

BbinucaH coMatnMyeckun B CTabUIbHOM COCTOSIHUM.

27.01.2024 posa MNarnwdepana yBenunyeHa:
Narniodepan-3 no 1 Tabnetke 2 pasa B CYTKM.

02.02.2024 nosiBUNUCb BbICbINAaHWA Ha KpacHOM Kanme
ryo, Ha ¢oHe caMOCTOATENIbHON HapPyXKHOM Tepanuu AeKc-
NaHTEHO/IOM — 6€3 NOSIOKMUTENbHON JUHAMUKM.

04.02.2024 nosBUANCb 3PUTEMATO3HbIE BbICbiNaHUA
Ha KOXe nuua.

05.02.2024 otmevanocb MOBLIWEHWE Temnepartypbl
Tena 0o 40 °C, KOXHbIM NaToONOrMYecknin npouecc npuob-
pen reHepanu3oBaHHbIN XapaKTep; 0CMOTPEH UHPEKLMOHH-
CTOM, AMarHo3 He yCTaHOBMIEH, PEKOMEHA0BAHO: MHTepde-
POHbI, aHTUFMCTAMUHHbIE NpenapaThbl, COPOEHTDI.

06.02.2024 noBkllleHne TemnepaTtypbl Tenano Gebpub-
HbIX LMdP COXpaHAeTCs, C }KaponoHMKaloWen Lenbio caMmo-
CTOSITENIbHO MaTEPbO MCNONb30BaHbl Napauvetamon 15 mn
2-3 pasa B CyTKW, uméynpodpeH no 1 tabnetke (200 mr)
3 pasa B CYTKM, BHYTpPb.

07.02.2024 o6patunuMcb B pamoHHYlO 6ONbHULY,
HanpaBfieH B MEAMLMHCKYIO OpraHM3aLmio TpeTbero ypoB-
H$1, MO TAXECTW COCTOAHNUS rocnuTann3vnposaH B JAPO (aet-
CKO€ aHecTe31010ro-peaHMMaLMoHHoe OTAeNeHuE).

C6op aHamHe3a XM3HW 3aTpyaHeH (aHamHe3 cobpaH
13 npefocTaBieHHON MeANLMHCKOM AOKYMEHTaUMUKN B CBA3KU
C OTCYTCTBMEM PSAOM poaHOM maTtepu). Pe6eHOK OT nepBom
6epeMeHHOCTH, NpoTeKaBlwen 6e3 0cob6eHHOCTEN, NepPBbIX
CPOYHbBIX CaMOCTOSTENbHbLIX POAOB. Macca Tena npu pox-
nennn — 3360 r, anvHa — 52 cm. PaHee annepruyeckue
peakuuMu He oTmevanucb. feMoTpaHCdY3MOHHbIM aHaMHe3
He oTdAroweH. BakunMHMpoBaH TONbKO B POAMSIBHOM Aome
npotmMB Tyb6epKynesa v renatuta B. Y oaam no oTuoBCKOM
JIMHUKU NOCTTpaBMaTUyecKas anunencus.

dusnKanbHaa gUarHocTuKa
O6uiee cocTosiHe pebGeHKa MPU MOCTYMEHUU Tawe-
noe, 06YC/NOB/IEHO KOMXHbIM MaToNIOrMYECKUM MPOLECCOM,

rmnepTepMuYecknm cuHapomom. Macca — 27 Kr. AnuHa
Tena — 140 cm. Temnepatypa Tena 41,0 °C. KoxHbI naTo-
NIOFMYECKNUIA NPOLLECC HOCUA TFeHepaNM30BaHHbIN XapakK-
Tep, NpeactaBieH NATHaMK, nanynamu, I0Kanu30BaHHbIN
Ha KOXe nuLa TynoBuLLa, KoHeyHocTen. KpacHas Kama ryé
XapaKkTepu3oBanacb 0OGMMEM KPOBOTOYALLMX remopparu-
YeCKMX Kopo4yeK. Cnmsnctas poTorioTKM rmnepemMmpoBaHa,
A3Bbl HEe BU3yanuanpytotcs. Cumntom HMKONBLCKOro oTpuua-
TenbHbIM. OTMeYaeTcs 0AyTNoBaTOCTb AnLa. KOHbIOHKTMBA
He runepeMupoBaHa, OTAENAeMOro HeT. AKT rnoTaHus
ymepeHHO 6o0ne3HeHHbIn. KOCTHO-MblWeYyHas cucTtema:
dopma yepena — oKpyrnas, rpygHasi Knetka — LUWAWH-
ApUYeCKas, KOHEYHOCTU — aKTUBHblE ABUXEHWUS OrpaHu-
YeHHbl. BUTanbHble GYHKLKUKM COXPaHHbI: YacToTa CepaeYHbIX
COKpaleHnn — 92 ya./MuH, apTepuanbHoe haBlneHne —
110/60 mm pt. cT. Sat0, = 98%. Mo ocTanbHLIM opraHam
n cuctemam 6e3 0Co6eHHOCTEN.

MpeaBapuTenbHbi AUArHo3

1o COBOKYMHOCTU KJIMHWKO-aHAMHECTUYECKUX AaH-
HblX YCT@HOBNIEH NpeaBapUTENbHbIN AMArHo3: «TOKCMKO-
annepruyeckmm gepmaTmt: cuHapom CtuBeHca — [AXXOHCOoHa».

AnMHamuKa u ucxopbl

Mpu nepBrYHOM NabopaTopHOM UCCieA0BaHMM B 06LLEM
aHanun3e KpoBM — MoKasaTesM KOMNEHCUPOBaHbI, B GUOXU-
MUYECKOM aHann3e — NpU3Hak1 TOKCUYECKOro NoparkeHus
nevyeHun: anaHuHaMuHoTpaHcdhepasa (AJIT) — 350 Ea/n,
acnaptatamuHoTpaHcdepasza (ACT) — 325 En/n, nak-
TataerngporeHasa (J14r) — 1286 Ea/n, KpeaTWHUH —
67 MKMONb/N, MO4YeBUHaA — 9,88 MMONb/N, BbICOKME Map-
Kepbl BocnaneHus: npokanbuutoHuH (MKT) — 8 Hr/mn,
C-peaKTnBHbIn 6enok (CPB) — 161 mr/n, ¢beppuUtnH —
1746 ur/mn. I1gM, 1gG, OHK Chlamydophila pneumoniae,
Mycoplasma pneumoniae, a Tak»e BUPYCOB NPOCTOro rep-
neca 1, 2, Bupyca dnwrterHa — bapp, untomeranoBupyca
He O0BHapyKeHbl, YpPOBEHb CbIBOPOTOYHbLIX MMMYHOTN06YN-
HOB B npeaenax pedepeHcHbIXx 3HAa4YEHUN, cuctema remo-
cTa3a 6e3 0CO6eHHOCTEN.

Mp1M MWUKPOBMONOIrMYECKOM WCCNEeLOBaHUM Ma3KoB
M3 pasnn4HbIX JIOKYCOB MaTOMIONMYECKU 3HAYUMble TUTPbI
He 3aperncTpupoBaHsbl.

C Lenblo NOUCKa CKPbITbIX 04aroB MHOEKL MM BbINMOAHEHO
yNbTPa3BYKOBOE WUcCneaoBaHWe OpraHoB OGPIOLWHOW Moo-
CTH, NOYeEK, aXoKapanorpadumsa, KomnbloTepHas ToMorpadpus
opraHoB rpyaHon knetku (KT OF'K) — 6e3 natonoruu.

Mo COBOKYMHOCTU KAMHWKO-aHAMHECTUYECKUX, nabo-
PaTOPHO-UHCTPYMEHTaNbHbIX AaHHbIX COCTOSiHWE pacue-
HEHO KaK «TOKCUKO-annepruyeckumn gepmatuTt: CUHAPOM
CtuBeHca — [KOHCOHa». [peanonoxKeHo, YTO 3TUONOIMU-
yeckum dakTopom aBnsietcsas deHobapoutan. lpenapart
Marnodepan oTMeHeH, npoBefeHa KOppeKuus NpPOTUBO-
CYAOPOXKHOM Tepanun — gobasneH nesetupauetram 200 mr
2 pasa B CyTKM K Tonupomaty 50 mr ytpom, 75 mr Bede-
poM W BanbnpoeBon Kucnote 500 Mr 2 pasa B CYTKM,
MHULMMPOBAHa nNyfAbc-Tepanua MeTUANPELHU30N0HOM
10 mr/Kr/cyT, xnopanupamuHom 20 Mr B/B, CTPYMHO, YPCO-
[€30KCUX0NEBON KNCOTOM 15 MI/Kr 1 pa3 B CYTKM, C LieNblo
npodunakTMKK A3B Xenyaka — omenpason 20 mr 1 pas
B CYTKM, C Liesiblo 06e360/1MBaHNs, 06BONIaKMBaHUA POTOBOM
nofiocTM — anregpat + MarHus rmgpokcua + 6eH30KauH
3 pasa B CYTKW, KOHTPO/Jb W KOPPEKLMS INEKTPOSMUTHBIX
HapyweHuin. Ha ¢oHe npoBoaAMMOWN Tepanuu OoTMe4asnocb
NPOrpeccupoBaHmne KOXHOro MaToNorMyeckoro npoiecca
(puc. 1-4): Ha KoxXe KOHEeYHOCTeW, TynoBMLLa, nua nosiB-
naTCa 619LWKKN, TpaHchopMupylowmecs B Ny3bipu ¢ nocne-
OYIOLWMUM BCKPbITUEM M OTCIOMKOW anuMaepmuca — CTeneHb
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CLINICAL CASE

KNTUHUYECKUU CNTYHAHU

Puc. 1. BHewHuin Bua 6onbHoro. KposoTtoyauine
remMopparM4eckme KoOpoyku
UcTouHuk: M6uwesa A.X., 2024.

Fig. 1. General appearance of the patient. Bleeding hemorrhagic
crusts
Source: Ibisheva A.Kh., 2024.

nopaeHus Koxun 6onee 30%. Cumntom HUKONBLCKOrO NOM0-
WUTENbHbIA. BudyannanmpoBanocb MOpParKeHWe CAU3UCTbIX
060104€eK rnas.

B poToBOM MONOCTM MHOMECTBEHHbIE KpPOBOTOYaAlWME
3po3un. [loBbilieHWE TemnepaTypbl Tena coxpaHseTcs,
CYAOPOXKHbIN CUMHAPOM He 3apernctpupoBaH. OTmevaeTtcs
NoNoXMUTENbHaA AMHaMUKa CO CTOPOHbI NaGopaTopHbIX Map-
KepoB: CPb — 45 wmr/n, NKT — 5,9 Hr/mn, ACT — 54 Eg/n,
ANT — 148 Ea/n, AT — 629 EZl/n, NOBbILWEHHbIN YyPOBEHb
deppuThHa coxpaHanca — 1861 Hr/Mn, anbOyMUH — 24 1/n,
KpeaTuHWH — 46 MKMOonb/n, Mo4eBUHA — 3,34 MKMOb/N,
C3 komnnemeHTa — 159 mr/an, C4 — 50 mr/an.

YcTaHOBNEH AuarHo3: «TOKCUMYECKUM anuaepMaibHbIn
HeKkponu3 (cuHapom Jlanenna)». Y4uuTbiBass NporpeccupoBa-
HME KOXHOro MaTosIorMyeckoro npouecca, UHULMUMPOBAHA
Tepanus UMMYHOTN06yIMHOM ANS BHYTPUBEHHOIO BBEAEHMS
(BBUI) MpuBuaxkeH 1 r/kr (11.02.2024, 12.02.2024).

14.02.2024 ycTaHOBJIEH LEHTPaNbHbIM BEHO3HbIV KaTe-
Tep (UBK), npoBegeH nnaamMoo6MeH ¢ nocneayolwmm BBeae-
Huem BBUT (500 mr/kr/cyT). NpoBeaeHa TenemeauumnHcKas
KOHCYy/NbTaLMs co crneuuanuctamun degepanbHOro LEHTpa,
pPeKoMeHA0BaHO MPOAOMKUTL Tepanuio MeTUnNnpeaHn30no-
HOM, NpOBeAeHME MN1a3Mo0OMeHa.

MpoaomKeHa KOPPEKLMA INEKTPONUTHBIX HapyLEHWN.

20.02.2024 npowusowno chy4anHoe ypaneHue LIBK
naumMeHTom. B cBA3K € NONOKUTENBHOM AMHAMUKOM MO KOXK-
HOMY CMHAPOMY NEpPEBEEH B COMATUYECKOE OTAE/IEHNE.

B panbHenwem oTMeEYaeTcs HMBENMPOBAHME KOXKHOMO
naTofIorMyecKoro npotecca, OAHAKO rMNepTepMUYEeCKUit

Puc. 2. BHelwHUin Bua 6onbHoro. leckBamauus anunaepmuca
McTouHmK: Mbnwesa A.X., 2024.

Fig. 2. General appearance of the patient. Epidermis
desquamation

Source: Ibisheva A.Kh., 2024.

CUHIPOM COXPaHsACs Npu OTCYTCTBMM MapKepoB Bocnane-
HuA. Kpome TOoro, Ha ¢OHe OTMEHbl MEeTUNNPEAHM30JI0Ha
BO306HOBWJ/ICSA CYAOPOXHbIM CUHAPOM. [0 AaHHbIM 3HUe-
danorpammbl Ha GOHE NPUHUMAEMbIX MPOTUBOCYAOPOMKHbIX
npenapatoB MaToO/NOrMYECKNUX M3MEHEHUN KOPKOBOMW PUT-
MUKW HE OTMEYEHO, aNUNenTMPopMHas aKTUBHOCTb, 3MU-
NenTUYeCcKne NPUCTYMbl HEe 3aperncTpupoBaHsbl. MNpoBeaeHa
KOHCYNbTaLMsl 3NUAEnTosiora C nocieaylollen KoppeKLm-
eV NPOTUBOCYAOPOXKHON Tepanuu (yBenuvyeHa Ao3a Nese-
TupaueTama), Ha POHe KOTOPOM FUMMepTEPMUYECKUIN CUH-

Puc. 3. BHewHui Bua 601bHOr0. My3bipb C CEPO3HbLIM
COAEPHUMbIM
McTouHuK: M6mwesa A.X., 2024.

Fig. 3. General appearance of the patient. Vesicle with serous
content
Source: Ibisheva A.Kh., 2024.



Puc. 4. BHewHUn Bua 60nbHOro. lemopparmMyecKkas Cbifb Ha KOXe
HUXHUX KOHEeYHOoCTeN

McTouHmK: Mbunwesa A.X., 2024.

Fig. 4. General appearance of the patient. Hemorrhagic rash on
the skin of lower limbs

Source: Ibisheva A.Kh., 2024.

OPOM HUBENWPOBaH, YacToTa CYAOPOXHbIX MOAEepPruBaHun
yMeHblnnach. B nnaHe nHMuMauma cTMpuneHTona, 3asasKa
B paborTe.

26.02.2024 y pebeHKa oTmevaeTca 601e€3HEHHOCTb
npu nanbnaumMm B NOAKAOYMYHON OobnacTu (Ha mecTe ycTa-
HOoBKKM LIBK), npu axorpaduyeckom uccnegoBaHuMu B Nofa-
KJIIOYUYHON BeHe BU3yannaupytoTcs Tpombomaccehl (8 MMm),

Puc. 5. YnbTpa3ByKoBOe UCCeA0BaHNE MATKMX TKaHeMn.
Tpom6omacchl B MOAKOYMYHOWM BEHE
NcToyHuk: Mbuwesa A.X., 2024.

Fig. 5. Soft tissue ultrasound. Subclavian thrombotic masses
Source: Ibisheva A.Kh., 2024.

no agaHHbiM KT OIK ¢ KOHTpacTHbIM yCUIEHWEM MPU3HAKK
TPOM603IMBONUM NEroYHOM apTepUn — OKKIIO3MpyloLme
TpoMOOTUYECKNE OedeKTbl HarnoSIHEHWS MpaBOW 3agHew
6a3anbHOM CEerMeHTapHOW M NeBOW nepeaHen 6asanbHOM
CerMeHTapHon aptepui (puc. 5, 6).

MHUUMMpPOBaHa aHTUKOarynsHTHasa Tepanua — Hedbpak-
LLMOHMPOBAHHbLIM renapuH (No4 KOHTpO/sem MoKasaTtenen
Koarynorpammbl n aHTudakTopa Xa). Ha ¢oHe npoBognumon
Tepanuu 0TMe4anocb yMeHblUEeHNe pa3mepoB TpoMmbomac-
cbl, ogHako 11.03.2024 3aperncrtpuMpoBaHoO yBennyeHue
ob6bema B NoAKM0YNYHOM BeHe — 6,2 MM (0T 05.03.2024 —
4,2 mm). C Lenbio OUEHKM 3PGEKTUBHOCTM MPOBOAMMBIX
MepOonpUATUI BbinonHeHa nosTtopHas KT OIK ¢ KoHTpacT-
HbIM YCWNIEHMEM, NO pedynbTaTamM KOTOPOM OTMevaeTcs
NoNOXMUTENbHAsA AMHaMWKa B BUAE YMeEHbLUEHWUS B pa3me-
pax MMEBLUMXCA TPOMOBOTUYECKUX LedEKTOB HaMOHEHUS.
Tepanus NpoJo/mKeHa B TOM e 06beMe.

3a BpeMsl HaxoXAeHWs B CTauMoHape B AafibHENWeM
COCTOSIHUE C TMOJIOKUTENbHON AUHAMWUKOW — OONEe3HEH-
HOCTKM MpuY NafnbnauMm B NOAKIOYMYHOM 06NaCTU HE OTMeE-
YyaeTcs, MO AaHHbIM MHCTPYMEHTaNlbHbIX METoAOB [Aua-
FHOCTMKM TpoM6GOMacChl He BU3Yann3uMpyloTCs, KPOBOTOK
duKcupyeTcs.

26.03.2024 BbiNUcaH 13 oTAeNeHNs COMaTUYECKU B CTa-
OMNbHOM COCTOSIHMKM C pa3pelleHMeM KOXKHOro cuHAapoma
M Pa3BMBLUMXCA OCNOXHEHWUM MOA HabnaeHwe neguatpa
Mo MEeCTY XXUTeNbCTBa (pUc. 7).

MporHos

CuHapoMm Jlanenna ABASETCA TAXKENbIM KUSHEYrpoXKalo-
MM COCTOSIHUEM, NMPU KOTOPOM CTEMEHb NMOPAXKEHUS KOXKMU
BbICTyNaeT OCHOBHbIM MPOrHOCTUYECKUM GaKTOPOM.

OBCYXAEHME

T3H, unn cuHapom Jlanenna, ABNSETCA PeaKUM XKU3He-
YrPOXaloLWMM COCTOSIHWMEM, KOTOPOE nopaykaeT npubanau-
TenbHo 1 nam 2 Ha 1 MAH exerogHo [6]. M3-3a peaKocTu
3a60/1eBaHUsA OTCYTCTBYIOT AaHHbIE O PacnpOCTPaHEHHOCTH
cpean neguaTpuyecKux NauueHToB, O4HAKO YCTaHOBNEHO,
YTO y AeTel CMepPTHOCTb M YacToTa PeunanBOB HUXKE, Yem
y B3pochbix [7].

Yale Bcero npoouupyolmMm daktopom pa3sutua TOH
BbICTYNalOT SIeKapCTBEHHble npenapaTbl — MNPOTMBOCYAO-
POXKHble, HECTEPOUHbIE MPOTUBOBOCNANUTENbHbIE U @HTH-
6aKTepuanbHble [7].

Puc. 6. KomnblotepHas Tomorpadus nerkmx. Tpoméomacchl
B /IEFOYHbIX apTEPUSX
NcToyHuK: Nouwesa A.X., 2024,

Fig. 6. Lungs computed tomography. Thrombotic masses in
pulmonary arteries
Source: Ibisheva A.Kh., 2024.
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Puc. 7. PaspelleHne KOXHOro naTonornieckoro npotecca
y naumeHTa
NcToyHUK: Neunwena A.X., 2024.

Fig. 7. Recovery of skin lesions in the patient
Source: Ibisheva A.Kh., 2024.

CNOXKHOCTb HaCTOALWEro KAMHMYECKOro cyyYas 3aK/io-
Yyanacb B HECKOJIbKMX acrneKTax.

MepBoe: nNauuMeHTy MpUWAOCbL OTMEHWTb Mpenapar,
KOHTPONIMPYIOLWNIA CYAOPOXKHBbIM CUHAPOM, 6eCnOKOALLMN
Ha MPOTAKEHUU MHOTMX NET U KyNMUPYEMbIA €XeAHEBHbIM
BBeAeHWeM Aunaszenama. OTMeHa npenapata npuBoavna
K BO30OGHOBJ/IEHUIO CYyAOPOT.

B. Lobao # coaBT. coobwmnu o TOH y KeHWmnHbl 57 net
nocne peseKkumn MEHUHIMOMbI, KOTopas NpuHMMana GeHu-
TOWH C NPOTUBOCYAOPOXKHON Lenbto [6]. HemeuKknmu uccne-
poBaTtensiMu 6bI10 MOKa3aHo, YTo Mo4YTW Bce cnyyvaun TIH
n CC[ pasBuBanucb B TeyeHMe 63 AHeW nocne Havana
npuema NpoTUBO3INUAENTUYECKKUX NpenapaToB. Kpome Toro,
aBTOPbl OTMETU/IU, YTO PUCK pa3BUTHSA TOH Ha 10 ThiC. HOBbIX
nauneHToB yBennunBasncsa ansa kapbamasenuHa (1,4 cnyyas
Ha 10 Tbic.), namoTpuaxuHa (2,5), peHobapbuTana (8,1)
n deHunTomHa (8,3) [8].

Mo gaHHbIM MPaHCKUX y4YeHblX, Hanbonee pacnpocTtpa-
HEeHHbIMUM NpenapaTamMu, Bbi3biBatowmmu CCA n TOH y peten,
aBnsTca deHobapbuTan, KO-TPMMOKCa30/l U aMOKCULMA-
NvH [9].

Anungemunonornyeckoe uccnegosanme CCA 1 TOH noka-
3as0, 4To caMbIM YacTblM GOHOBbLIM 3a60sieBaHNEM Y NaLM-
eHToB ¢ TOH 6bina anunencus. Kpome TOoro, B nevyeHumu
CC/A y Habnogaembix NaLMeHToB UCNONb30Baan CTEPOUAbI,
B TO BpeMs KaK B fie4eHnn TOH — KoMOMHMPOBaHHYIO Tepa-
MU0 TNIOKOKOPTUKOMAAMMU U BHYTPUBEHHbLIM UMMYHOIN06Y-
nuH [10].

BTopoe: Ha ¢oHe nynbc-Tepannun METUNNPESHNU30/10HOM
HamMK OTMEYEHO NPOrPECCUPOBAHME KOXHOIO CUHAPOMA.

Cneundunyeckasa Tepanus cuHgpoma Jlanenna, KoTo-
pas AoKasana 6bl cBOK 3PPEKTUBHOCTb B KOHTpOAMUpye-
MbIX KJIMHUYECKUX UCCNEOOBaHUSAX, Ha CErofHSAWHUIA AeHb
He paspaboTaHa. [MaBHbIMWU COCTABAAWMMU B JIEHEHWUU
TOH gaBnsOTCS 3NMMUHALMA NPUYUHHO-3HAYUMOro daKTo-
pa, noAAepxuBalouwas Tepanus, BKAYalowas MOHWUTO-

PUHI 6anaHca KMAKOCTU U 3NEKTPOAUTOB, PECNUPAaTOPHYIO
M HYTPUTUBHYIO NMOAAEPHKKY. Hanbonee 4acto ucnonbaye-
MbIMWU METOAaMMU NleYeHUs SABASIOTCA MMMYHOTI06YIMUHBI,
CUCTEMHbIE TIOKOKOPTUKOUAbLI M LIMKAOCNOPKH A, 61ON0MN-
yecKue npenapaTtbl n nnasmadepes [11].

Mo paHHbIM PEeTPOCNEKTUBHOIO MHOrMOLEHTPOBOrO
nccneaoBaHus, KOPOTKUMIM Kypc NynbC-Tepanuun eKkcameTa-
30HOM MOET MPUBECTU K CHUKEHUIO YPOBHSA CMEPTHOCTHU
naumeHToB ¢ TOH [12]. Ucnonb3oBaHWe rMIOKOKOPTUKONI0B
CBfI3aHO C MX MPOTMBOBOCNANUTENBHBIM U UMMYHOAENPEC-
CMBHbIM gencteuem. [lokasaHo, YTO BbICOKME [O3bl MMOKO-
KOPTMKOMAOB MOTYT MOAaBASATb anonTo3 KepaTMHOLMTOB,
BbI3BaHHbIN T-KneTkamu [13].

MHOro4McneHHbIMK UcCnefoBaHUaAIMM NoKkasaHa addek-
TMBHOCTb B neyvyeHun TOH BbICOKOAO3HbIX BHYTPUBEHHbIX
MMMYHOTNO6Y/IMHOB, AENCTBMUE KOTOPbIX 0BYCNOBIEHO 6/10-
KupoBaHueM cBa3blBaHUS Fas-FaslL, npepbiBaHnem nepe-
Jayn curHana anonto3a M NpeaoTBpalleHMeM HeKposa
KepaTuHouuToB [14-16].

Opyrum TepaneBTUYECKMM MNOAXOAOM SABASETCA Mpw-
MEHEeHWe aHTUTeN NPOTUB GaKTopa HEKPO3a OMyXOau alb-
da (TNF-a). ABTopbl coobwmnm 06 abopTUBHOM TeYeHUH
3a6o0neBaHus B TeyeHne 24 4 1 MOSHOWM peanuTennsaunu
B Te4yeHune 5 aHen [17].

[JoKasaHa ponb WU LMKNOCNOpKHa B fiedeHun TIH. Tak,
B OAHOM M3 UCCnefoBaHUM 6bIN10 NOKa3aHo, YTO UMMYHOCY-
npeccuMBHas Tepanus cBs3aHa C peanuTenndaumen U HU3-
KUM yPOBHEM CMePTHOCTH [17-19].

HabniogeHnsa SINOHCKUX YYeHblX MO3BONWAM 3aperu-
cTpupoBaTth apbEKTUBHOCTb Nna3madepesa y NaLneHToB
¢ TOH, KoTopble 6blNK pedpaKkTepPHbl K TepanMm CUCTEMHbI-
MU TIIOKOKOPTUKOMAAMWU U BHYTPUBEHHBIM MMMYHOIN06Y-
nnHom [20].

MatoreHe3 TOH u3yyeH He A0 KOHUa. KnioyeBbiMKM
KNieTKamu, y4acTBYIOWNMU B Pa3BUTUK HacTosWwero 3abo-
fleBaHusa, CcyMTalTCA LMUTOTOKCUYecKue T-TMMbOoUMUTI
N eCTECTBEHHbIE KNETKU-KNANEPbI. ATU KNETKM pacno3HatoT
Ha KepaTMHOLMTax TOKCUYHble npenapaTbl Uan ux Metabo-
NNTbl, NPEeACTaB/EHHbIE MONEKY/TaMU MaBHOIMO KOMMJEK-
ca rMCTOCOBMECTUMOCTHM | Knacca. AKTMBaLMa UMMYHHbIX
KNIETOK MPUBOAUT K BbICBOOOXKAEHMNIO PA3IUYHbBIX LIUTOKK-
HOB, BK/4Yasa Fas-nuraHa, nepdopuH, rpaH3mm B 1 rpa-
Hyn13uH, TNF-a, KoTopble, B CBOK o4epelb, onocpeaytot
anonTo3 KepaTMHOLMTOB, OTC/IOEHUE KOXMK WU CIAU3UCTbIX
o6oso4eK [1-5].

Y 60MbWKMHCTBA NaUMEHTOB HabGMAOAAOTCS pasnnyHble
OC/IOXKHEHWS, TaKMe KaK MHEBMOHMUSA, renatut U centuue-
MUSl, KOTOpble SBASIOTCS OCHOBHOM MPUYMHOM THAMKENOro
TeyeHus n cmepTn [1-3].

TpeTbe: B HaweM crnyyae Mbl CTONKHYIUCb C FPO3HbIM
KaTeTep-accouMMpoBaHHbIM TPOMOGO30M, noKanusaums
TPOMOOTMYECKMX Macc Npu HeahdEKTUBHOCTU KOHCeEpBa-
TUBHOW Tepanuu 3HayvuTeNbHO ycyrybnsna paspelleHue
3aboneBaHus.

3AK/TIOYEHUE

CuHapom Jlanenna aABNSIeTCA PeaKow M TAXKENOM TOKCHU-
[epMUen, paHHAS AMArHOCTMKa W NevyeHne KOTopon unme-
0T pellatolllee 3Ha4YeHne AN AOCTUKEHUS B6NaronpUATHbIX
pes3ynLTaToB.

WHOOPMUPOBAHHOE COIJIACHUE

OT 3aKOHHbIX NpeacTaBUTENEeN nNauuMeHTa nony-
4yeHo uWHbOpMMpPOBaAHHOEe [06pPOBONbLHOE cornacue
Ha ny6avKauuio pe3ynbTaToB ero o6cnefoBaHus, nede-
HUS M NpeaocTaB/ieHHbIX doTorpadui (gata nognucaHus:
11.09.2024).
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