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OCOBEHHOCTU TEYEHMA
TPOMBOTUYECKOM
TPOMBOLIMTOHEHW-IECKOﬁ NYPNYPbI
Monoea A.N.

HayyHblii pykoBoguTeNb: fOLEHT, K.M.H. JlapuHa JI.E.

Kadenpa nponeaesTukm JeTCKux 6onesHeit Mo
PHAMY um. HW. Muporosa MuHsgpasa Poccumn
Mopososckasa I Kb A3M

Tpom6oTHYECKas TPpOMGOLMTONEHMYECKas nypnypa
(TTN) — pegkoe Xu3Heyrpoxatollee sa6onesaHue, ac-
COLMMPOBAHHOE C BPOXAEHHBIM MU NPUOBPETEHHBIM
aebuuntom aktusHoctn ADAMTS 13. PacnpocTpaHeH-
HOCTb BPOXAEHHOW U NpUo6pPeTeHHOl HopMbl cocTas-
nset 2,7% v 97,3% cooTBeTCTBEHHO. HapylweHune dyHk-
LMW MeTannonpoTenHasbl NPUBOAMUT K HaAKOMNEHMIO
BbICOKOMONEKYNSAPHbIX MyNbTUMEPOB hakTopa Bunne-
OpaHAa, KoTopble CMOCOGCTBYIOT akTUBALMW M arpera-
LMW TPOMBOLUTOB C pasBUTUEM TPOMOGOTMYECKOI MU-
KpoaHruonaTtum (TMA).

NauuenTka K. (19.06.1999 r.), sabonena B BospacTe
12 neTt, KOrga nocne NeTHero OTAbIXa C BbICOKOIA CTe-
NeHb MHCONALMU MOABMIUCHL 9KXMMO3bl. B TeueHue
ABYX MecsileB KOXHblii remopparnyeckuii CUHLpPOM
ycunueancs, oTMevyanucb 6nefHOCTb, acTEHOBereTa-
TUBHbIN CUHAPOM. B cBA3W C nosBneHWeM ovaroBoi
HEBPONOrNYECKO CMMNTOMATUKN B BUAE HapylleHus
YYBCTBUTENIbHOCTU KOHEYHOCTEH, HUXHei YenocTy,
YCUNIEHUS TONOBHOM 60/1M, HapacTaHWEM remopparuye-
CKOro cuHApoma (COHTaHHOE KPOBOU3NISHUS B M-
KWe TKaHu 60MbWOro nanbua KUCTW), BNepBble Gbinia
rocnuTanusMpoBaHa B reMaTonorMyeckoe oTaeneHue
MArKBE. Mpu nocTynneHnu B remorpaMme TpomoéoLu-
ToneHus (18 Toic/Mkn), KyM6c-oTpuLaTeibHas aHeMuUs.
boina npoBefeHa TpaHcdy3ns 3puTPOLMTApPHON B3BeE-
CcH, NyNbC-Tepanus METUNNPEAHN30/I0HOM C KpaTKoBpe-
MeHHbIM 30 PeKTOM, 0AHAKO 3aTeM BHOBb HapacTana
HeBpPONOrnyeckass CUMNTOMATMKa, remopparuyeckui
CUMHAPOM, nosiBUNacb MakporemaTypus U CHUHLPOM
Xentyxu. 3anofo3peHo TeyeHne TMA, npoBeAeHO uc-
cnepoBaHue akTuBHocT ADAMTS 13, BbigBneH aedu-
UMT — 5%, a TaKXXe BbICOKUA TUTP MHTUBUPYIOLLMX aHTH-
Ten kK ADAMTS 13. [lnarHoctupoBaHa UMMyHHasa TTII,
Ha (oHe ropmMoHasnbHoi Tepanuu (MHOY3UU feKcameTa-
30Ha, 3aTeM nepopanbHas Tepanus NpegHU30N0HOM),
NHOY3MiA CBEXE3aMOPOXEHHOW Maa3Mbl, NPOBELEHNS
nnasmagepesa [AOCTUTHYTa KAUHWUKO-NabopaTopHas
peMuccus, AnuBlIasica B TeyeHue AByx net. B 2014
roay passunocb o6ocTpeHue TTI, TpUrrepomM KOTOporo
SIBUNacb pecnupartopHas uHdekums (anemus fo 60 r/n,
TpombounToneHus 12 Tbic/MKA, MapKepbl remonusa,
AJAMTC-13 meHee 5%). TTI 6bina KynupoBaHa 6naro-
Japa NpoBefeHHOI naToreHeTMYecKon ropMoHanbHoMl
Tepanuu (NpefHU30/I0H 2 MI/Kr/CYT B TeueHue 3 Heaenb
C MocnefylowWwum NepeBOSOM Ha asbTepHUpYHOLWMii
KYpC), Tepanuu CBeXe3aMOpPOXeHHOI nnasmbl 20 M/
kr (N2 16) u renapuHom 100 eg/kr n/k. Mpu peTpocnek-
TUBHOI OLleHKe 060CTpeHNst 3a601eBaHMS Y MaLUEHTKM
oTMevanuch Ha ¢oHe uHdekuyuoHHoro npouecca (VIlI-
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2015, X11-2016), panee ogHOKpPaTHO Nocie nepesoja Bo
B3POCAYO CETb.

MaumenT [. (08.09.20051.), Habntogancs ¢ 2 neT remMa-
TOMIOTOM C JMarHO30M UMMYHHas TPOMOOLUTONEHNYE-
cKaa nypnypa, ¢ 3,5 ieT ¢ BpOXAeHHON reMoNMTUYECKOA
HecdepouuTapHoii aHemueid (nuponoiikunounTos). Te-
panus BKAOYana rnoKoKopTUKOCTEPOUADI, Nepuoguye-
CKM NPOBOAWSIUCH 3aMECTUTENbHbIE FreMOTpaHChy3um.
B cBsisn ¢ Heah(heKTMBHOCTbI Tepanuu B BO3pacTe
7 net 6blna NpoBeJeHa CNNEHIKTOMMA. TakXe U3BecT-
HO, YTO C 5 neT Habngancs cneyuanuctTamm no NnoBoAY
XenyekameHHOI# 601e3Hu, ¢ 8 neT — anunencus, nony-
yan NpOTUBOCYAOPOXHYH Tepanuio (neBeTupaleTam).
B 2018 rogy noctynun 8 MATKBE c xano6amu Ha ronos-
Hble 60nM, OBWMPHYIO NOLANOHEBPOTMYECKYH reMa-
TOMY 11eBOWN TEMEHHO-BUCOYHOI 06/1aCTH, BO3HUKLLYIO
nocne TpaBMmbl. O6beKTUBHO BbIPaXEHHbI KOXHbIii
reMopparumyeckuii CUHLPOM, HOCOBOE KPOBOTEYEHME.
Mo paHHbIM nabopaTopHOro 06cnefloBaHUA Femorno-
6uH 116 r/n, TpomboUUTbl 43 Thic/MKA. Bbina HavaTta
remocratuyeckas Tepanusi 3TaM3unaToM, NaToreHeTu-
yeckas Tepanua BBUT 1 r/kr. OgHako Ha GoHe Tepanuu
O0TMeyanocb HapacTaHWe aHeMWU4Yeckoro CcuHppoma
(remorno6uH 64 r/n), TpoMGoLMTONEHUN (MUHUMANDb-
HO A0 12 TbIC/MKN), MapKepoB remonusa (NoBbieHue
nar po 801 ea/n), npoba Kym6ca oTpuuaTesibHas,
BrnepBble OTMeYyeHa asoTemus. MoyeBOW CHUHAPOM
6bl1 NpeAcTaB/ieH npotenHypueit (1,26 r/n). Yuntbias
aHaMHes, KJIMHUKO-NabopaTopHble AaHHble, 6bl1 3ano-
po3peH puarHos TTI, nocne nonyyeHus pesynbratoB
Aoo6cnefoBaHus (aKTMBHOCTb MeTanionpoTenHasbl
ADAMTS 13 — 0%, anTutena kK ADAMTS 13 He o6Hapyxe-
Hbl) AMarHos 6bin BepuduunpoBaH. Takxe obcnefoBa-
Hbl POAWUTENN NALUEHTa, Y KOTOPbIX BbIABAEHO CHUXe-
HWe aKTUBHOCTU MeTannonpoteuHasbl fo 34-40%. B
OTAENEeHUN ManbyuKy npoBoaunuch TpaHcoysum C3,
aHTMKoarynsaHTHaa Tepanus. B puHamuke oTmeuvancs
perpecc reMopparMyeckoro CUHAPOMa, paspelieHue
remaToMbl, KynMpoBaHue LMTONEHUH, CHUXKEHUE a30Te-
mumn, ADAMTS 13 — 7,4%. MaymeHT 6biN BbINMCAH C peKo-
MeHAaUMAMN perynspHoro MOHMTOpWUHra na6opaTop-
HbIX NoKasaTeseil, HedhponpoTEKTUBHON (3Hananpun)
W renatonpoTekTopHoi (YOXK) Tepanuun. C 2018 roga
no HacTosiwee Bpems (2022 roa) rocnuTanusupyertcsa B
reMaToJsiornyeckoe oTaeneHue ¢ uHTepeanom 1-2 me-
cAua B CBA3M C KpU30BbIM TeyeHneM TTI1, B oTAENIEHUM
nposogATtcs TpaHchysum C3M110-15 ma/kr gna socnon-
HeHusa peduumta ADAMTS 13, Ha doHe yero cocTosiHue
ynyJwaercs.

MauyueHT T. (04.04.2009), B utone 2016 roga (7 ner)
Ha QOHe pOTaBMPYCHOW MHGEKUMW nosiBUNacb MKTe-
PUYHOCTb CcKnep, 6nefHOCTb, 3KxMMO3bl. Haxoauncs
Ha CTaLMOHAPHOM JIeYeHUN, yYMTbIBas rNyGOKY0 TPOM-
Gouutonenuto (14 Tbic/MKn), NpoBOZMNAachb Tepanus
BBUI 2 r/kr ¢ He3HauuTenbHbIM adpdekTom. CamocTo-
ATenbHo BnepBble obpatunca B MOIKB. MsBecTHo,
YTO NMPU POXKAEHUM OTMEYANNUCh FTMNepOUNpyGuHEMUs
Ao 340 Mkmonb/n, aHemus 88 r/n, uTo 6bINO pacLeHe-
HO KaK reMonuTuyeckas 60Jie3Hb HOBOPOXJEHHOrO
no pesyc-aktopy. Ha 6 cyTKM XW3HM npoBOAMNach



remotpaHcoysus. B 4 roga (B aekabpe 2013 r) Ha hoHe
MHOEKLUMOHHOTO MOHOHYKNlIe03a BrepBble TPOMOOLM-
ToneHns 54 Tbic/MKN, aHeMus remornobuH 89 r/n. B
anpene 2015 r Ha QoHe TeyeHUs BETPAHOI OCMNbl BHOBb
TpombouuToneHusa Ao 40 Tbic/MKN U aHeMuUs, 6blia au-
arHoCTMpOBaHa WMMYHHas TPOM6OLUTONEHNYEeCKas
nypnypa, Ha ¢oHe Tepanuu BBUI pocTurHyta KnuHu-
Ko-nabopaTtopHas pemuccusi. [py nocTynieHnn B otae-
NeHne remMaTosiorMu: HOPMOXPOMHAas HopMmouuTapHas
aHemus 2 cteneHu (remorno6ux 88 r/n), TpoMGOLUTHI
211 Tbic/MKN, pETUKYNOLNTO3, NoBbliweHue JIAT, npoba
Kym6ca oTpuuaTenbHas. IpUTPOLUTOMETPUA U 3JEK-
Tpodopes reMornobuHa 6e3 NaToNorun, 0CMOTMYECKas
PE3UCTEHTHOCTb 3PUTPOLIUTOB HE M3MeHeHa (MUHU-
manbHas 0,52%, makcumanbHas 0,32%). B muenorpam-
Me — pa3fpakeHne IPUTPOMAHOTO W Merakapuouu-
TapHOro poctka. B AMHaMUKe aHEMUYECKMIA CUHLPOM
KynupoBaH (remorno6uH 101 r/n). CocTosiHMe naunenTa
pacLeHuBanocb Kak coyeTaHue TpomboLMUTOMeHUYe-
CKOW nmypnypbl U BPOXAEHHOW reMONMTUYECKOW aHe-
mun. [lanee B Te4eHMe ABYX IET NOBTOPANNCH 3NN304bl
TPOMOOLMTONEHNUM, UHOTJA COMPOBOXJAaeMble aHEMMU-
yeckum cuuapomom (XI1-2016, 1V-2017, IX-2017, 111-2018,
VII-2018), kynupoBanucb BBegeHuem BBUT. B pekabpe
2018 ropa Haxogunca B WHPEKLMOHHOM OTAENEHUMN B
CBSI31 C TRYUEHUEM BUPYCHOI MHbeKUmn (rpunn A). Kak u
npexge MHPEeKLMOHHbIA NpoLecc Bbi3aBasl NajeHue Ko-
nuyecTBa TPOMOBOLMTOB M reMOrnobuHa, NpoBoAUNach
Tepanusa BBUI. OgHako B cBA3K c oTCyTCTBMEM 3 dekTa
0T Tepanum n cCoxpaHeHWeM NpusHaKkoB remonun3a, Bnep-
Bble cnycTa 5 net 6bina 3anogospeHa TMA. [iuarHos
TTMN BepuduuupoBaH Nocne MoNy4YeHUss pesynbTaToB
poobenenoanna — ADAMTS 13 5%. HasHaueHune uHy-
3uit C3I1 npuBeNO K KYNMpOBaHUK TPOMOOLUTONEHNU
W aHeMUN. Y4uTbiBasi HEMOCTOSAHHbIE, Pa3BMUBalOLLMECH
Ha GoHe MHeEKLMOHHOro npouecca Kpusbl TTI, aud-
(hbepeHUuManbHbIl JUMarHos NpoBOAMACS MEXAY Npuob-
peTeHHbIM peduuutom ADAMTS 13 U BPOXAEHHBIM.
OAHaKoO OTCYTCTBME QHTUTEN U CHUXKEHUE aKTUBHOCTb
(bepmeHTa y o6oux poauteneit (go 40%) noaTeepauno
BPOX/EHHbIN XapakTep 3abonesaHus. B nepuog ¢ 2018
rofa no Hactosiwee Bpems (2022) mManbyuk rocnuta-
NU3NpyeTcA B OTAEJIEHUW TemMaToNOrMn B CPefHeMm
nBax bl B rog B cBA3u ¢ kpusom TTI B BMge remop-
parMyeckoro CUHAPOMa, TPOMOOLMTONEHUN U aHEMUH,
npeuMyLlecTBEHHO Ha GOHEe pa3BUTUA UHHEKLMOHHOTO
npouecca, Ans Bo3MelleHus gepuumnta pepmeHTa.

Bxogsawaa B ucxogHoe onpegenenne TTIM nonHas
KJMHMKO-nabopaTopHas neHTaga — Mxopaaka, MMKpo-
aHrmonaTuyeckas reMonuTUYECKas aHemus, TpOM6OL M-
TONEHUS,, HEBPONIOTUYECKUE HAPYLIEHUA W MOpPaXeHue
noyek, BcTpeyaetca meHee yem B 10% cnyvaes. Onu-
CaHHble KNUHWYECKMe HabNIoAeHUs HarnsagHO LEeMOH-
CTPUPYIOT, YTO COYETaHWE TPOMOOLUTONEHNUU C 3MU30-
AaMy reMOSIMTUYECKOI aHEMUM TPeOyeT BKJIOYEHUS B
Kpyr anddepeHunanbHbix [UarHo30B TPOMOOTUYECKMX
MWUKpOaHrmonaTtuii c 06a3aTesibHbIM ONpefeneHneMm ak-
TMBHOCTM ADAMTS 13.

KNUHUYECKUI CNYYAN
HETUMWYHOIO TEYEHUA
BbOJIE3HU KABACAKHU
Munéxuna M.10., bpbisranuna C.10.
Hayunbiii pykoBoguTenn: fO4eHT, K.M.H. JlapnHa JI.E.

Kadbeapa nponeaeBTUKM feTCKUx 6onesHei Mo
PHAMY um. H.WN. Muporosa MuHsgpasa Poccuu
Mopososckasa AI'Kb 13M

CM3NCTO-KOXHbIA  NMMGOHOLYNAPHBIA  CUHLPOM
(cunppom/6onesHb Kaeacaku), panee bK, sBnsetcs
OCTPO NMPOTEKalWMM CUCTEMHbIM 3aboneBaHMeM, Xa-
PaKTEPU3YHOLWMMCA MOPaXEHUEM CPEAHUX U MENKUX
apTepwii (apTepunT), pasBUTUEM JECTPYKTUBHO-MPONHN-
(depatuBHoro Backynuta. NHorga B npoLecc MoryT BOB-
nekaTbCs aopTa W Apyrue KpynHbole apTepuun. Hambonee
yacTo cMHApoM KaBacaku BCTpevaeTcsy feTeil rpygHo-
o W paHHero Bospacra.

PacnpoctpaHeHHocTb BK, cpefHuii ypoBeHb 3abone-
BaeMOCTM KOTOpPoii cocTtasun 2,7 Ha 100 Teic. geTen ot
0-17 neTn 6,6 cpepu peteit MnagLe 5 neT, 3SHaYMTENbHO
NpeBbIWaET YacTOTy BCEX OCTa/bHbIX GOPM BacKynu-
TOB U peBMaTUYECKOW IMXOpaaKu n ABNAeTcA OAHOMN U3
BEAYLWMX NPUYMH GOPMUPOBAHUA NPUOBPETEHHON Cep-
JeyHOii 1 COCYANCTOI NaToNorMmn B eTCKOM BO3pacTe.

Ha cerogHAwWwHWiA [eHb B YCNOBMAX NaHAEMUM
COVID-19 CNOXHO OLEHUTb UCTUHHYIO YaCcTOTY BCTpeya-
emocTi BK n3-3a nosBneHns 4eTCKOro MynbTUCUCTEM-
HOro BOCMajAUTENbHOTO CUHAPOMAa BBMAY NOAMMOP-
hun3ma KNMHMYECKNUX NPOSBNEHWNIE 3TUX 3a60NeBaHui, a
TaK)Xe UX CXOXECTMU.

370 TONbKO noayepkuBaeT BaXHOCTb HAaCTOPOXEH-
HOCTU B OTHOWeHuKN BK, B cBA3M C BEPOATHOCTbIO HETU-
MUYHOTO TeYeHnda paHHOro 3a60s1eBaHus.

Manbuuk, 8 net. PaHHee pa3BUTUe COOTBETCTBYET
BO3pacTHbIM HOopmaMm. BakuuHupoBaH no HauuoHanb-
HOMY KaJieHAapto. XpOHMYECKMX 3abofieBaHWii HeT.
Annepronormyeckuin aHamHes He oTAroweH. TpasM,
onepaumii, remoTpaHcdy3ui He 6bin0. boneeTt ocTpbIMK
pecnupaTopHbIMM UHEKLNUAMM He Gosiee 4 pas B rof,.
3abonen octpo: 6.10.21 nosBMANCH Xanobbl Ha 601b B
XuBoTe U debpunbHyto nuxopagky. 7.10.21 rocnutanu-
3MpOBaH C JMarHo30M anneHjMuUunT, BbINOHEHA annex-
A9KTOMMSA. Ha crnepylowmii jeHb 0TMEYEHO NosABEHME
MATHACTON CNUBHOIA CbIMW HAa CNUHE, XXUBOTE, B NOAMbI-
WEeYHbIX BMajuHax, pacLeHeHHON KaK annepruyeckas
peakuusi Ha npenaparbl, UCMOJIb3yeMbIE NPU HapKo3e
W KynupoBaBlLeiica caMocToaTeNbHO. KpoMe Toro, Ha-
onoganucb hebpunbHas nuxopagka, B 06LWeEM aHanu-
3e kpos# (OAK) neiikountos go 30 Tbic/MKA. B cBA3K C
He60MbWMMN BOCNANNTENIbHbIMU UBMEHEHUAAMU B aHa-
nnu3e Mouu 6bin NMPEANoNIOXKEH fMarHo3 MHPeKLUM Mo-
YeBbIBOAALLMX NYTEN, NPON3BEJEHA CMEHA aHTMbaKTe-
puanbHoi Tepanuu. [lanee B TeyeHue Hepenn Ha GoHe
MPOBOANMON aHTWGAKTepMasbHON Tepanum cOCTOHUE
60/1bHOr0 6€3 AMHAMUKKW, YTO M NOCAYXUNO0 MPUYMHOIA
Ana camoobpauieHus B npuemHoe otgenedne MACKb
15.10.21.



lMpu nocTynneHum coxpaHanacb imxopagka, oTMeva-
nacb TeHAEHUMS K BpajuKapauu, YBENUYEHUE NeYeHU
Ha 3 cM u3-nop, Kpas pebepHoii ayru. Mo pesynbtatam
nabopaTtopHoro o6cnepoeaHus B OAK neiikouutos
28 Ttbic/mkn, MUP Ha COVID-19 oTpuuaTenbHblid, aH-
TuTena k COVID-19 metogom UDA He o6HapyxeHbl. B
Koarynorpamme nosbiwenue [-aumepos ao 0,5 mr/n;
noBbileHne ypoBHA TponoHuHa | go 4500 nr/mn. Ha
afieKTpoKapAuorpaMmme nepuopmyeckas bpagukapams.
Mo pesynbTaTtaM axokapguorpaduu- gunarayus nesoro
xenygouka (J1XK), norpaHUYHOE CHUXEHUE COKPATUMO-
cTv JIX, nokanbHblii TMNOKMHe3 6asanbHblX OTAENOB,
KOpPOHapuT, TUraHTCKas aHeBpu3ma NepefHen Mex-
XeNyJOYKOBON BeTBM /IeBOil KOPOHapPHOW apTepuu C
NPUCTEHOYHbIM TPOMO0O30M, Me/IKas aHeBpM3Ma NPOK-
CMMaNbHOro CerMeHTa NpaBOi KOPOHapHOW apTepuu,
He60NbLI0e KONNYECTBO XMLKOCTHU B NepUKapae.

Onupascb Ha NonyYeHHble JaHHbIe, yCTaHOBJIEH Aua-
rHos: bK, HenonHas hopma ¢ nopaxeHWeM KOPOHapHbIX
apTepuii, akTuBHasi dasa. MMraHTckas aHeBpu3Ma ne-
pefiHeln Mex>KenyfouKoBOW BETBM JIeBOW KOPOHAPHOIA
apTepun C MPUCTEHOYHbIM TPOM6030M, MeNKas aHeB-
pu3Ma npoKCUManbHOro CerMeHTa npaBoil KOPOHAPHOA
apTepuun. HK 2A-2B.

MpoBefeHO neyeHne BHYTPUBEHHBIM MMMYHOI/0-
OYNNHOM 2 1/Kr/KypC W aLueTuncanuunioBoin KUCnoToi
n3 pacyeta 80 MI/Kr/CyT Cc NOCNEAYIOWMNM CHUXEHUEM
[03bl, renapuMHoTepanus u guypetuyeckas Tepanus. B
CBSI3M C PE3UCTEHTHbIM TEYEHWEM W JANTENbBHOI INXO-
pafKoii, NOABNEHNEM HOBbIX aHEBPU3M fanee npose-
JeHa Tepanusa MHrMbuTopamu GakTopa HEKpo3a onyxo-
nu — anbda.

Ye yepes 10 gHeil 0T Hayana NPoOBOAMMOIL Tepanum
hpakums Boibpoca JIX BoccTaHoBMNACh, 30H N0Kab-
HblX TMMOKMHE30B CEpAEYHON CTEHKM W 06pa3oBaHus
HOBbIX aHEBPU3M He 6bI10 0TMeyeHo. 29.10.21 Manbyuk
BbINMUCAH [OMOI B YAOBIETBOPUTENIbBHOM COCTOSIHUM
nofg HabnofeHue neguatpa, peBMartonora, kapauonora
W remMatonora no MecTy XUTeNbCTBa C peKoMeHAaumns-
MU NPOJONMXMTb renapuHoTepanuto, aHTuarperaHTHyto,
QUYPeTUYEeCKYH U TMNOTEH3UBHYIO Tepanuio.

B 3aknioueHue xoyeTcs MOAYEPKHYTb, YTO Npu 06-
paweHun peTteil ¢ GpebpuUnbHOI NUXOpajKoii HescHo-
ro reHesa Heo6xoAWMa HaCTOPOXEHHOCTb MO NOBOAY
aTUnM4Horo TeyeHms bK nnu ee npotekanusa B cTepToi
dhopme.

Tak e ocTaeTcs akTyanbHbIM BOMPOC guddepeHym-
anbHOro AMarHo3a MynbTMCUCTEMHOIO BOCNAANTENIbHO-
ro cuHapomMa u bK B cBA3K C nepBOHavyanbHO CXOLHO
KJMHWYECKOW KapTUHOI, HO NPUHLKUNNANbHBIMW pasiu-
YMAMMK B Tepanum faHHbIX COCTOSHWIA.

MMMYHOKOCTHASA
AUCNNA3NA WUMKE
XaTtwykos 3.A., Ps6oBa A.Il.
HayyHblii pykoBogHuTENb: fOLEHT, K.M.H. JlapnHa JI.E.

Katbeapa nponefeBTukm aetckux 6onesteit Mo
PHUAMY um. H.W. Muporosa MuHsgpasa Poccun

MmmyHOKoCTHas  aucnnasmsa  Lumke — ayTocom-
HO-peLeccUBHOE  MYNbTUCUCTEMHOE  3a60neBaHue,
XapakTepusyrweecs CNoHAMI0aNupuU3apHoin gucnna-
31eil C 3ajepXKoii pocTa, HedponaTueid, gedpuyutTom
T-KNEeToK, a TakXXe HEBPOJIOrMYECKUMMU NPOABIEHUAMY,
Takumu Kak Mukpouedanus, KOTHUTUBHbIE HapyLIEHNS,
MUTPEHenof06Hble TON0BHbIe 60U, TAXECTb TeYeHUs
MMMYHOKOCTHOIA gucnnasum LLnmke Bapbupyet o1 mna-
AEHYECKON UNu TSHKeNon HOpMbl C paHHUM Hayanom u
BbICOKMM PUCKOM CMEPTHOCTU B paHHEM BoO3pacTe A0
IOBEHUNBHOW UK Gonee nerkoii Gopmbl ¢ 6onee No3a-
HUM HayasnoM 1 y4LWUM NPOrHO30M. 1ns 3a6oneBaHus
XapakTepHbl TUNWYHble O0COGEHHOCTM (eHoTMna: nur-
MEHTHblE NATHA, TOHKME BOJIOCHI U JucMopduyeckue
yepTbl MU (KOpoTKas Lies, TPEYrofibHOE UL, WKPOo-
Kas nepeHocuua, KypHochlil Hoc). 3a6oneBaHue Bbi3Ba-
Ho MyTauuamu B reHe SMARCALT, koTopblii kogupyet
NHK-renukasy, yuaCTBYHOLL YO B pacCKpbITUM penanKaum-
oHHOW Bunkun IHK Bo Bpems fenenus. Yactorta BCTpe-
YyaemocTy 3aboneBaHusa coctasnsaet 1:3000000 peteit B
rop.

Manbumk M., 6 net, oT 4 6epeMeHHOCTH, 2 pojoB
(1 — 3mopoBblii Manbunk, 2, 3 — MeguuMHCKKe abop-
Tbl). Popbl Ha 34-0ii Hepene. Macca Tena npu poxpae-
Hum 1490 1, gnuHa 40 cm (oueHka Z-score no LKane
Intergrowth macca — 3, anuHa — 2). OueHka no wkane
Anrap 6/7 6annos. [locne poxaeHue nepeBefieH B 0Tfe-
NeHne peaHuMaLnm U MHTEHCMBHOW Tepanuu B CBA3U C
AblXxaTeJIbHON HeJO0CTaTOYHOCTbIO, NOAyYan AbixaTenb-
Hyto nogepxky CPAP. BakuuHuposaH BLX B 6 mecs-
LeB, 0TMeyanocb anutenbHoe teyeHue bLXK-uta. o
rofia HepBHO-NCMXMYECKOe Pa3BMTUE COOTBETCTBOBANO
BO3pacTy. Ha nepBOM rogy XusHu oTMevanacb niaoxas
npubaBKa B Macce u pocTe, B 1 rog — 7 Kr, 65 cM, neitko-
NeHns ¢ MUHUMAaNbHbIMU 3HAYeHUsAMM [0 2,85 TbiC/MK,
numbonenmus go 1,58 toic/mMkn. B BospacTe 1 1. 8 Mec.
BrepBble o6cnefoBaH: kapuotun XY, TaHAeMHas
Macc-cneKTPOMEeTPUs KpOBM Ha OpraHMYyecknme aMuHo-
aumaypuu, aedekTbl MUTOXOHAPHUANbHOrO 6eTa-oKuc-
NIEHNS B HOPMe, TOPMOHaNbHbI Npoduib (rOPMOHbI
WMTOBMAHOW XXefnesbl, napaTropMOH, COMaToMenuH)
B HopMme. C ABYX JIeT 0TMeYanocb CHUXEHNE QYHKLMUN
noyvek (ckopocTb Ky60ukoBoit GpunbTpaumm no Leapuy
A0 61,9 Mn/MuH/1,73M2, runepkanueMus 1o 7 MMoJb/n),
aptepuanbHas runeptonus go 140/90 mm pt. cT. B
2018 ropy BbifiBNeHa cnoHgunoanuduaapHasa gucnna-
3usl, ABYCTOPOHHWII noaBbiBux 6eppa. C 2019 no 2021
rofi 0OTMEYeHo 7 3NU3040B TPAH3UTOPHbIX HapyLeHKii
MO3roBOr0 KpOBOOGpaLLEHUSA, NPOTEKABLINX C OHEME-
HWEM NeBbIX NafOHN U HOTW, NEPeKOCOM IeBOI YacTu
nnuLa, HapyleHuem peuun, ONUTenbHOCTbl 20 MUHYT
6e3 NoTepu Co3HaHus. ATaku 3aBeplIanucb camocTos-



TenbHO. [10 AaHHbIM MarHUTHO-Pe30HAHCHOW TOMOrpa-
¢Gun ronosHoro Mosra (MPT M) 2019 roaa BbisiB/EeH
y4acCTOK NIMO3HbIX U3MEHEHWUN Y 3afHero pora npaso-
ro 60KoBOro xenyaouka. Mo gaHHbIM KOMMbIOTEPHOI
Tomorpadun (KT) TM BbifiBNeHa runonnasus npasoii
3ajHeil COeAMHUTENbHOW apTepun, NPOKCUMaNbHbIX
OTAEeN0B NpaBoil 3afHEN MO3roBOW apTepuu. YUuTbl-
Bas BbIABJEHHYI CMOHAMIO3NU(pU3apHYIO HepocTa-
TOYHOCTb, NPOrPECCUPYHIOLLYI0 XPOHUYECKYHD MOYEYHYHO
HEeL0CTaTOYHOCTb, TPAH3UTOPHbIE UILIEMUYECKUE aTakMy,
BPOXAEHHbIN UMMYHOZedUUNT, B utone 2019 r. BbINONI-
HEHO NONIHOE 3K30MHOe CEeKBEHUPOBaHue (NaHeNb Ha-
CNeACTBEHHble 60/1e3HM CKENeTa), BbISIB/IEHA FreTeposu-
rotHas MyTauus B reHe SMARCALT (c.G2542T:p.E848X B
17-om ak3ome). 02.2020r npoBeaeHo fo06cne0BaHue
meTtoaom [P B peanbHOM BpeMeHH, BbiiBNEHa Aene-
una reHa SMARCAL1 B reTepo3suroTHOM COCTOSIHWM.
Pogutenu poobcnefoBaHbl — reTepo3nroThl, BbifiBe-
Ha MyTauusa B reHe SMARCALT. Ha ocHoBaHUu Bbilwene-
PEYUCIEHHbIX AaHHbIX BbICTABNEH ANArHO3: NepBUYHOE
UMMYHOZEePUUNTHOE COCTOSIHME — UMMYHOKOCTHas
aucnnasus LWumke. NeiikoneHus. Hedgponatus B pam-
Kax cuHapoma LUnmke: nsonmpoBaHHas NpPOTEUHYPUS.
XBIM 1 ct. BropuuHasa apTepuanbHas runepTeH3us.
CeppeyHas HegocTaToyHocTb 0 cT. Mapokcu3amanbHble
COCTOAHNS. CUHApOMabHAA HU3KOPOCNOCTb. Pe6eHky
NpoBOAKUNach HepoNpOTEKTUBHAA Tepanusi aHananpu-
nom 0,3 mr/kr/cyT 6e3 nonoxutenbHoro adpdekTa, runo-
TeH3uBHas Tepanusa amnogunuuom 0,11 mr/kr/cyT, Kap-
Begunonom 1,3 mr/cyt, Ha GhoHe Tepanuu oTMevanacb
TEHAEHLMUS K HOpManusaunm apTepmanbHoro faBneHus
00 108/65 MM pT. CT.

01.09.21 o6patunca 8 MATKB ¢ xanobamu Ha ro-
NOBHYI0 601b B NPaBoii BUCOYHOI 061acTh, OHEMEHUE
neBbIX KOHeYHocTeil. Mpu noctynneHun poct — 80 cM,
macca — 9,7 kr. dusmyeckoe pasBUTME OYEHb HU3KOE.
Mo paHHbIM KT M faHHbIX 3a Hanuume BHYTpuyepen-
HbIX KPOBOM3NUAHWIA He BbifiBNEHO. 1o faHHbIM MPTTM
BbISIB/IEHbI MPU3HAKN CHUXEHWUA KPOBOTOKA MO MpaBoil
cpegfHemo3roBoii aptepun (CMA). ins 6onee TouHOi
OLLeHKM NPOXOANMOCTH apTepuil rONOBHOIO MO3ra npo-
BeJeHa LepebpanbHas aHruorpadus noj HapKo3oM C
KOHTPacTUpPOBaHMEM COCYLO0B MyTEM KaTeTepusauuu
6efpeHHON apTepum. Mo fgaHHbIM LepebpanbHOii aHru-
orpatdumn BbisBNneH cTeHo3 80% HUXHero cTeona npa-
Boi CMA, KpUTUYECKMit CTEHO3 A0 CY6OKKN03MM B M2
CerMeHTe HuxHero ctsona npasoit CMA. BbicTaBneH
AMarHo3: TPaH3MTOPHbIE HapyLWeHUs MO3roBoro KpoBo-
o6paLieHns No NWEMUYECKOMY TUNY B 6acceitHe npaBoii
CMA. C03.09.21y pebeHka oTMevanucb 601 B 06nactu
npaBoii Horu. Mpu ¢uankanbHOM o6cneaoBaHumM npa-
Bas Hora npoxnagHas Ha owynb. Ha Y3U cocynoB Hux-
HUX KOHEYHOCTEN BbISBJIEH HEOKKJ/T03UOHHbIA TPOM603
npaBoii 6eapeHHON apTepuu. PebeHKy npoBopunacb
Tepanua BBUI 0,5 r/kr, aHTUKoarynsiHTHas Tepanus re-
napuHom (45 E[l/kr/4ac) c nepeBojioM Ha flanbTenapuH
HaTpusa 2000 E[, (200 EZl/kr) 2 pasa/cyTKU NOAKOXHO C
NoNoOXUTeNbHbIM 3h(heKTOM B BUJE UCUE3HOBEHUSA 60-
neii, HOpMannu3awmn KOXXHo TemnepaTypbl, OTCYTCTBMUA
axorpaguyeckmx npusHakoB TpoM603a npaBoil beapex-

HOW apTepuu. PeGeHOK BbinuMcaH [OMOI B yaoBneT-
BOPUTENbHOM COCTOSIHUW C MPOAO/KEHWEM Tepanuu:
janotenapud Hatpusa 200 E[l/kr x 2 pasa/cyTku nop-
KOXHO, 3alLMILEHHbIe NpenapaTbl aLeTuacanmLmuIoBoi
kucnotbl 3,75 Mmr/kr/cyT. lMocnegHAas rocnuTanusayms
21.10.2021 r. Mo paHHbIM Y3U coCyLOB HUXHUX KOHEY-
HOCTE 0TMeYaeTCs YaCTUYHan pekaHanusaLms npaBoii
6eapeHHON apTepun. Pe6EHOK MpofonxaeT monyyatb
aHTMKOArynsaHTHYIO U flesarperaHTHyo Tepanuio.

MMMyHoKocTHas gucnnasus Lumke sBnsetcs peg-
KUM 3ab60/1eBaHUEM C MYNbTUCUCTEMHBIM NOPaXKeHneM
OpraHoB M TKaHei, TpedyLWNM KOMNIEKCHOrO obcne-
[OBaHUs U NneyeHnsi. B cBA3n ¢ peakocTbio 3aboseBa-
HUA MHPOPMUPOBAHHOCTL Bpayeill HWU3Kas, maToreHes
NoAPO6GHO He M3Y4YeH, NaTOreHeTMYECKOro IEYEHUS He
paspa6oTaHo. OgHaKo Npu CBOEBPEMEHHOI LUarHoCTu-
Ke W HasHaYeHUM Tepanum KayecTBO M NPOJOMKUTESNb-
HOCTb XW3HM Y NALMEHTOB 3HAYMTE/bHO NOBbILIAKTCS.
Mpn BbINOSIHEHUM WHBA3UBHbLIX MEAULMHCKUX MaHMU-
nynaunii He06X0AUMMO MOMHUTb O MOBbLILEHHOM PUCKE
TPOM6006pa3oBaHNA Y 3TUX NALWUEHTOB U NPOBOANTD
CBOEBPEMEHHYIO NPOPUNAKTHKY.

CNYYAWHOE BbIABJIEHMUE
TYBEPKYJIE3A
Y PEBEHKA PAHHEI0 BO3PACTA
c nogo3PEHUEM HA HHOPOJIHOE
TENO AbIXATE/IbHbIX MYTEN

Ceprenvesa E.I'., PomaHoBa M.U.,
Abpamuenko A.B.

HayyHblif pyKoBOgHTEND:
Kucenesny Onbra KOHCTaHTHHOBHA, K.M.H., JOLEHT

PHMY um. H.M.Mnporosa MunH3apasa Poccum

BeepeHune: YpoBeHb 3a60/1eBaeMOCTM aeTeit Tybep-
Kyne3om SIBNSIETCA BaXHOW XapaKTEpUCTMKOW anupe-
MUYeCcKOii U couuanbHoii cutyauuu B Mupe. o faHHbIM
BO3, 9,9 mnH. yenosek B 2020 rogy 3abonenu Tybep-
KynesoM, 4to skBuBaneHTHo 127 cnyyasm Ha 100 000
HaceneHus. Ha peteit npuxoautcs 11% cnyyaes u3 06-
wero yucna 3a6oneslmnx. CBoeBpeMeHHas U NOHOLEH-
Has AWArHoCTMKa 3TOro MHPEKLMOHHOTO 3aboseBaHms,
0CO6EHHO y fleTeil, ABNSeTCA OAHON U3 NPUOPUTETHBIX
3agau.

Llenb: NpoAeMOHCTPMPOBaTb BaXHOCTb KOMMEKC-
HOI AMarHOCTUKM Ty6epKynesa, Tak Kak TONbKO COBO-
KYMHOCTb AaHHbIX MOXeT ABNATbCA ONpejensioueil B
NOCTAHOBKE AWarHosa.

Knununyeckuii cnyyvait: PebeHok @., 1 rog 7 mec., no-
CTYynun B NpMeMHOE OTAeNeHne B ropoAckoii obueco-
MaTMYeCcKoi 60NbHMLbI C NOAO3PEHNEM HA MHOPOLHOE
TENO HUXHUX AbIXaTeNbHbIX NyTeil. U3 aHaMHesa: pebe-
HOK 0T 1 6epeMeHHOCTH, NepBbiX PoAoB Ha 39 Hepene
6epemeHHocTH, Bec 3150 rpamm, pocT 52 cM. PaHHee
NCMXOMOTOPHOE pasBUTHe — No BO3pacTy. He BakLUHU-
POBaH HU OAHOI BaKLMHOIA, B CBA3M C OTKA30M pojuTe-
nei.



AHamHe3 3aboneBaHWA: MaMa yBUAEeNa, YTO pebeHoK
CUJ,EeN CO CTEKJIOM BO PTY, NOCJ/Ie Yero JocTana 0CKOIoK
W Bbl3Bana CKOPYID MeMLMHCKYI0 MoMOLb. Pe6eHok
OblN AOCTaBNEH B MpUeMHOro otaenexue. lMpu nocty-
naeHumn: obliee coCcToHME YAOBNEeTBOPUTENbHOE. Bec
13,6 kr. PocT 88 cM. Ha ocMOTp pearupyet HeraTUBHO,
He AaeT cebs ocMoTpeTb. CMMNTOMbI MHTOKCUKALUK
OTCYTCTBYIOT. KOXHble NOKPOBbI 61efHO-PO30BbIE, Yu-
cTble. CnnaucTas mosiocTu pta po3oBas, BNaxHas, MiuH-
JanuHbl He yBenuyeHbl. ManbnupyoTca eAUHUYHbIE He
YBE/MYEHHbIE MOJYENHOCTHbIE NIMM(ATUYECKUE Y3Iibl,
6e360N1e3HEHHbIE, NOABUXHbIE, HE CNasHHble. AyCKynb-
TaTMBHO AblXxaHUe Nerkux ¢ 06enx CTOPoH NyapuibHoe,
YMepPeHHO ocnabneHo B BEPXHUX OTAeNax crnpaea, Bbl-
CNYLIMBAIOTCS eANHUYHbIE Ccyxue Xpunbl. OAbILKK HET.
ToHbl cepfua 3BYYHble, pUTMUYHbIE. XXUBOT JOCTYNEH
NOBEPXHOCTHOI W rNy60Koi nanbnauuu Bo BCeX OThe-
nax, 6e36onesHeHHblii. MeyeHb, ceneseHka He Nanbnu-
pyetca. dusmonorunyeckue otnpaBneHus B Hopme. Mpo-
BeJieHa 0030pHasi peHTreHorpaMma OpraHoB TpyAHOil
KNeTKu B NpsIMOiA NPOeKLUM — 06HaApPYXEHO yCUNeHne
NEeroyHoro pucyHka cnpaea, onpegensercss UHOUNb-
TpaTMBHaA TeHb TPEYronbHOW (GOpMbI, BEpXYLWKOW Ha-
npaBfieHHas B CTOPOHY KOPHsA fIerkoro (atenektas?).
BoinonHeHa puarHoctuyeckas OGpPOHXOCKOMUS noj
HapKo30M, No pesynbTaTaM KOTOPOI BM3yanusupyT-
CS 9HJOCKOMMWYECKUe MpPU3HAKM KaTapasibHOro npa-
BOCTOPOHHEro 6pOHXUTa, JaHHbIX 32 MHOPOLHOE TeNo
He o6HapyXeHo. PoguTenn oTkasanucb OT rocnuTany-
3aummn. Yepes 2 aHA cembs obGpallaeTca B OTAeNeHue
HEOT/N0XHO negmaTpun heepanbHOro MeauLMHCKOro
LLeHTpa AN19 KOHCYNbTaLumM No BbiABAEHHBIM U3MEHEHH-
fIM Ha peHTreHorpamme. lpu NOBTOPHOM NPOBEAEHUM
PEHTFeHOTrpaMMbl OpPraHoB TPYAHOI KJIETKW OTMeuya-
nacb oTpuuaTeNnbHas JUHaMUKa B BUAE YBENNYEHUS UH-
(GUNbTPATMBHOI TEHW, B CBA3W C YEM PELIEHO NPOBECTH
KOMMbIOTEPHYIO TOMOrpaGuu OpraHoB rpyLHOi KNeTKu
(KT OTK). Ha KT OTK: B BepxHeit Aone NpaBoro nerkoro
B NPUKOPHEBOI 06NnacTu onpefensieTcs JONONAHUTENb-
HOe OKpyrnoe MsIrkoTkaHoe o6pa3oBaHue pasmepamu
24,5x16,5 MM C 4aCTMYHO NepeKpbITbIM MPOCBETOM
6poHxa B3 u AguctanbHOi KoHconupauuei NerovyHoi
TKaHu. MNpu ucnonb3oBaHN B/B KOHTPAaCTUPOBaHUSA 06-
pasoBaHWe YMEpPeHHO HepaBHOMEPHO KOMUT KOHTpacT-
Hoe BelecTBO. CerMeHTapHblit 6poHx B3 npaeoro ner-
Koro He Bu3yanusumpyetcs. [MHeBMaTusauus BepxHen
JONU NpaBoro Nerkoro He paBHOMEpHas, C Hanuunem
yyacTKOB «MaTOBOro cTekna». [lpoBefeHa MoBTOpHas
OpOHXOCKONUS MOJ HapKO30OM: BepXHe[0/1eBON GPOHX
MpaBoOro JIerkoro CyXeH, B NpOCBeTe onpejensercs
rHoiiHasi MOKpOTa, NepefHUN CermMeHTapHblii BpPOHX
CY)XeH, B NMpOCBeTe OnpeAensieTca rpaHyneMatosHoe
o6pa3oBaHue, nokanbHblii 6poHXKT. o pesynbTaTam
o6cnefoBaHUA Gbin BbICTaBNEH AMarHo3: BepxHegosie-
Bas NHeBMOHWS. HasHayaeTca aHTUOaKTepuanbHas Te-
panus uedtpuakcoHom 0,7 /M 1 pa3 B geHb — 10 gHeil.
Ha koHTponbHoM KT OIK uepes 10 gHeit : ymepeHHas oT-
puuatenbHas JUHaMUKa N0 CPaBHEHUIO C NpeablayLieil
KT OTK B Buge yBenuuyeHus yyactka KkoHconupauuu S3
npasoro nerkoro, KT kapTuHa foONoNHUTENBHOTO 06pa-
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30BaHMA B BepxHeii Jone npaBoro nerkoro, ¢ KoMnpec-
cueii cerMeHTapHoro 6poHxa B3 u runoeHTUNALME
AWUCTaNbHO NEeroyHol TkaHu. Pasmepbl numdartuye-
CKMWX y3/10B CpefoCTeHUs B npeaenax Hopmbl. Hecneu-
upuyeckoe neyeHne 6e3 NONOKUTENbHOW LUHAMUKM.
Bpauamu oTaeneHus 6bin coctaBneH anddepeHunans-
HO AMarHOCTUYECKWIi pafj U3 A06POKAYECTBEHHOI ony-
X0/ BEPXHEr0 CPefoCTeHMs, BPOHXOreHHOI KMCTObI,
nopoka pa3BMTUs NIErKOro, NepBUYHOr0 Ty6epKynesHo-
ro Komnaekca. Pe6eHoK 6bl1 NPOKOHCYNbTUPOBaH PTU-
3MaTpOM KYPUPYHOLWMM CTaLMoHap, HasHayeHbl Npo6bl
MaHTy ¢ 2 TE u ¢ annepreHoM Ty6epKyne3HbiM peKoM-
6UHaHTHbIM (ATP). Pe3ynbTaTbl Npo6 OLEHMBANNCH, KaK
cnabononoxuTenbHas peakuus B nepBoM ciiyyae — na-
nyna 5 Mm, BO-BTOPOM, oTpuuaTenbHas peakuus. Opu-
EHTUPYACb Ha pesynbTaTbl UMMYHOAMArHOCTUKK, TY-
6epKynesHblii npouecc 6bi1 UCKOYEH. [ocne aToro
pe6eHoK 6bin NpeAcTaBeH Ha KOMUCCUIO TOPOKaNbHbIX
XUpYpros, rae pewweHo NpoBecTU BUAEOTOpaAKOCKOMM-
YecKylo onepauuio Ha opraHax rpygHon nonoctu gns
yfaneHus HoBoO6pa3oBaHMA BEPXHEr0 CPEOCTEHMSA C
6uoncueii BHyTPMrpyaHbix nuMdaTuyeckux ysnos. Becb
maTtepuan, nonyyYeHHbld Ha onepayuu, 6bin HanpaBneH
Ha rMcToNnornyecKoe nccnegoBaHue.

Yepes 6 mecsiLeB poautenu o6paTUANCb B MOCKOB-
CKMWit NPOTUBOTYGEPKYE3HbIi AUCNaHCep C HanpasJe-
HUeM 0T NeAnaTpa B CBA3M C KOHTPONbHbIM 06CNefoBa-
HUeM MnocJie onepayuu no NoBoAy A0O6POKAYECTBEHHOI
onyxonu cpegocteHus. Mpu ocMoTpe: obwee cocTos-
Hue yposnetsoputenbHoe. Bec 13,0 kr. PocT 89 cm. Ha
OCMOTp pearupyeT HeraTUBHO, BbipbIBaeTCs U3 pyK po-
autenen, opeT. CUMNTOMbI MHTOKCUKaLMUWN — NOCTOSH-
Has nnakcuBocTb. KOXHble NOKPOBbI 6/1eiHO-PO30BbIE,
yncTble 0T UHPEKLUMOHHOI cbinu. JlumdaTnyeckue y3nol
nanbnupytotcst B 5 rpynnax, 2-3 pasmepa, 6esbones-
HEHHble, MOLABWXHbIE, HE CrasiHHble. AYCKYlbTaTUBHO
AblXaHWe Nerkux ¢ 06emx CTOPOH NyapuabHOe, XpMNoB
HeT. ToHbI cepALa 3ByYHble, pUTMUYHbIE. )KNBOT 06bIY-
HOWi (OpMbl, AOCTYMEH MNOBEPXHOCTHOW W TNy6OKOA
nanbnaunu, 6e360ne3HeHHbIii. [leyeHb, ceneseHka He
yBenuyeHbl. Pusnonorunyeckme oTnpaBAeHNUs B HOPME.

Mpu aHanuse BbINUCOK U NPEACTAB/IEHHOrO PEHT-
reH-apxuBa obpallaeT Ha ce6s BHUMaHMe MONULUKIY-
YeCKN U3MEHEHHBbI KOpeHb NpaBoro nerkoro, a no pe-
3ynbTaTaM MMMYHOJAMArHOCTMKW 3anofO3peH PaHHUid
nepuoj nepBUYHON Ty6epKynesHoi Hpekunn. Pesynb-
TaT FMCTONIOTMYECKOrO UCCej0BaHUA ONepaLuoOHHOro
maTtepuana u 6uoncuu nUMdaTUYeckux y3nos — 06Ha-
PYXXEHbl 3NUTENUONIHO-KIETOYHbIE TPaHYNIEMbI C NpK-
MECbl0 TMCTMOLMUTOB U €AMHUYHbIX (pubpobnacTos, ¢
Ka3e030Mo06HbIM HEKPO3OM B LEHTpe, KNeTKu Mupo-
roea-JlaHrxaHca. KucnotoyctoiiuuBble MUKob6aKTepuu
(KYM) He o6HapyXeHbl.

HasHauyeHa NMOBTOPHO WMMYHOANArHOCTUKHM, peak-
uma ManTy — cnabononoxutenbHas, npo6a ¢ ATP- oT-
puuatenbHa. Masku u3 3eBa — KYM He oGHapyxeHbl.
Pe6eHOK 6bln NpefACTaBAEH Ha LEHTPaNbHYl Bpayeob-
Hyto Komuccuio (LIBK) no getsm u nogpoctkam npoTu-
BOTYOEPKYNE3HOro LieHTpa, B pesynbTaTe BbiCTaBNEH



AMarHos: nepBUYHbIA Ty6epKynesHblii Komnnekc S3
MpaBoro JIerkoro ¢ NopaxeHnem BHYTPUTPYAHbIX NTUM-
(aTuyeckux y3noB 6POHXONYNbMOHaNbHOW WU Tpaxeo-
6pOHXManbHOM rpynn cnpasa, COCTOSAHKUE Nocie onepa-
TUBHOrO neyeHus. HazHaueHo neveHue no Il pexumy
XMMUOTEPANUM: U30HWA3NA, NUpasuHaMua, aTaméyTon,
pudpamnuumH. Becero 6bino npuHaTto 270 pos. Ha KT
OlK, BbINONHEHHON MO OKOHYaHWK OCHOBHOrO Kypca
Tepanuu : Gu6pos S3 NpaBoro NErkoro, KanbluUHATbI
BO BHYTPUIPYAHbIX MMMbaTUUYeCKMX y3nax 6poHxonynb-
MOHanbHoW rpynnel cnpasa. locne yero LUBK Hayu-
HO-NPaKTUYeCKOro NPOTMBOTY6EPKYNEe3HOro LeHTpa Ha
OCHOBaHWUM NONOXUTENIbHON KNMHUKO-PEHTreHonoruye-
CKOW AMHAMUKM, yepes 9 MecALEB OT Hayana neyeHus
pe6eHKy nocTaBuna AMarHos: KANHUYECKOe U3neyeHne
nocne nepeHeceHHoro Ty6epkynesa.

BbiBogbl: BO U36eXaHWe OWNGOK B NOCTAHOBKE BEp-
HOro gMarHosa Heo6xoaMmMo cobnAaTb KOMMNNEKCHbIN
MOAXOJ B AMArHocTuKe Tyb6epkynesHoro npouecca. B
CBOK oYepepfb, OTCYTCTBUE addeKkTa OT NpoBeAeHUs
HecneynMdUYecKoro NEYEHUs, MOrau NOMoYb C Bbl6O-
POM MpaBWU/bHON TaKTUKM NedyeHus. B utore, guarHos
Yy AaHHOro pebeHka 6bln BepMGULMPOBAH FUCTONOMU-
YeckM, TaK KakK MofyyeHbl pesynbTaTbl, yKasblBatolme
Ha Hannuyue Ty6epKynesHoi rpaHyneMbl B NOPaXeHHOM
opraHe.

KNUHUYECKUI CNYYAN
TYBEPKYNE3HOIO
MEHWHTO3HLLE®ATIUTA NOJ, MACKOW
NEBIOTA MNAJEHYECKOW 3NUNENCUU

KysHeyoBa A.A."?, LlleaepkuHa U.0.",
Keccenb A.E.', UBuH H.0.", BpyHoBa 0.10.!

1 —Mopososckas [JIKb 13M
2 — PocCuIACKMiA yHUBEPCUTET ApYX6bl HAPOJOB

BeTynnenue.

PacnpocTpaHEHHOCTb TYGEPKYNE3HOTO MEHWHIK-
Ta ABNSIETCA CBOEO6Pa3HbIM MapKEPOM COLMAaNbHOro
6narononyuus HaceneHms ctpaubl. C NosABNEHNEM Bak-
LMHALNU N eXErofHbIX CKPUHUHIOBOro 06CNneaoBaHus
YOaNnocb CHWU3UTb KONUYECTBO BbISIBIAEMbIX CllyyaeB
Ty6epKynésHoro MeHmHruta go 10-25 cnyvyaeB B rog
Ha Tepputopun PO (0,07 go 0,15 Ha 100000 HaceneHus)
[1,2]. Oco6eHHOCTbIO TeUEHUA TY6EPKYNESHOrO MEHUH-
rutay feten ABiseTca CTEpTas KNMHMYecKasa KapTuHa.
Kak npaBuno sa6oneBaHue HayuHaeTcs MOAOCTPO B
BUAE Peakuum CUCTEMHOro BocnaneHus (1-3-a Hepens),
3aTeM NpUCOeSMHAITCA HEBPOIOrMYECKUE CUMNTOMbI.
Mpyv TeyeHMN TY6ePKYNE3HOrO MEHMHTUTA BaXXHO CBOEB-
peMeHHOe Hayano Tepanuu, Tak Kak 3abosieBaHue ume-
€T HebnaronpuATHbLIA MPOrHO3 U B TeYeHne 3 HefeNb OT
nebtota 6e3 Tepanun MOXeT NPUBECTU K NeTanbHOMY
ucxony.

Llenb: npogeMoHCTpuMpoBaTh TpyAHOCTH AnddepeH-
LManbHO ANArHOCTMKMU TY6EPKYNE3HOrO MEHMHTO3HLe-
tbanuTa.

OnucaHue KNMHUYECKOTrO Cyyvas.

Manbyuk Y., HaUMOHANbHOCTb — XUTeNb TafXWUKu-
cTaHa, He npusuT. CO CIOB MaMbl, COCTOANA Ha Y4YETE B
XEHCKOW KOHCYNbTaLun, pe6EHOK 0T 1 6epeMeHHOCTH,
1 CPOYHbIX CAMOCTOATENbHbIX POAOB, Mef.[OKYMEHTa-
LMA He NMpejocTaBieHa, BbIMUCAH HA 3 CYTKM XMU3HMU.
XunuwwHo-6bIToBbIE YCNOBUS: CEMbSI NPOXKUBAET B KOM-
HaTe B KOMMYyHaNbHOW KBapTupe. B cBA3n c oTCYTCTBYU-
em peructpaunu Ha Tepputopun P® n nonuca OMC k
MONMKNHUKE He NPUKPENEH, NaTPOHaXHbIX OCMOTPOB
He 6b1n10. B Bo3pacTe 3 Mecsiues noctynun B FbY3 «Mo-
po3osckas Kb [13M» B cBA3M C OAHOKPATHOI PBOTOW,
3MNWU3040M B BUAE BHE3AMHOI OCTAHOBKM [bIXaHUA A0
30-40 cekyHf, KOTOPbIA CaMOCTOATENbHO KynupoBan-
cs. C6op aHamHe3a 6bin 3aTpyaHUTENeH BClefcTBue
A3bIKOBOT0 6apbepa. 1o AaHHbIM 06LLero aHannaa Kpo-
Bu (OAK) npu nocTynneHnn — 6e3 n3MeHeHuil, B uccne-
AoBaHuu rasos, okcumeTpum kposu (KLLIC) oTMeyanacb
runoHatpuemusa fo 127 mmons/mn. Mo gaHHbiM HCI
OTMevanucb ymepeHHble AudQy3Hble U3MEHEHWS No
KOHBEKCUTaNbHOI NoBepXxHOCTU. Pe6EHOK rocnuTanu-
3MpOBaH B CBA3N C NOJO3PEHUEM Ha cybapaxHoupgans-
Hoe KpoBousnusaHue. o gaHHbIM KOMMNbIOTEPHO TOMO-
rpaduu (KT) faHHbIX 3@ KPOBOM3/IMSIHUE HE MONYYEHO.
B oTaeneHuu otmeyanoch 15 GpokanbHbIX NPUCTYNOB B
BMAE NOBOPOTA roJIoBbI W rnas BNpaBo, LiKaHo3a, ANu-
TENbHOCTbIO MEHee 1 MUHYTbI, KynMpoBanncb camocTo-
ATeNbHO. B HeBponormyeckoM cratyce BHe mpucTtyna
061eM03roBoii, MEHWHreanbHOW, 04aroBoi cMMNTOMa-
TUKU He 0TMeyanoch. 1o AaHHbIM PYTUHHON 3N1EKTPOIH-
uedanorpaduu (33r) anunenTUPOPMHOI aKTUBHOCTH
He 3aperucTpupoBaHo. HasHayeHa BanbnpoeBas Kuc-
noTa B CTapTOBOM A03€ C MONOXUTENbHbIM 3 hekTom
B BM[E YMEHbLIEHMS YacTOTbl NPUCTYNoB. B cBsisn c
OTCYTCTBMEM CTPYKTYPHOI NMaToONOMMM NO AaHHbIM HEl-
poBM3yanusauumn, 0TCYTCTBMEM AaHHbIX 33 MUHDEKLMOH-
HbIN NpoLecc, BHYyTPUYEpPENHOE KPOBOU3NNSHWE, NONO-
XWTENbHbIA 9Q(EKT 0T NPOTMBOCYAOPOXHOI Tepanuu,
pe6EHOK BbiMMCaH NOA HabnogeHue ambynaTopHo ¢
peKkoMeHfauuaMm no foo6cnefoBaHnto. MaymeHT 6bin
pacueHEH B pamKax aebtota anunencun ¢ GokanbHbl-
MW npucTynamu. Ha 6 cyTku oT ge6toTa npucTynoB no-
BTOpHOE o6palueHune B CTaLMOHap No NOBOLY Y4alleHus
npucTynoB Ha GOHe NPOBOANUMOI NMPOTUBOCYLO0POXHOI
Tepanuu. lpu NOCTYnNNeHWU OTMeyanucb MPUCTYMbI
npexHei KMHEMATUKWU, KyNnupoBaHbl BBeJeHMEM pac-
TBOpa Anasenama BHYTPMMbIWEYHO. focnutanusmpo-
BaH B OTAeseHue HeBponorun FbY3 «MoposoBckas
OrKB A3M». Mpu noctynieHun oTMeyanachb BblpaxeH-
Has BSINOCTb, COHNUBOCTb, N0 faHHbiM KLWC — runo-
HaTpuemusa Ao 128 mmonb/mn, B OAK — CHUXeHue re-
mMorno6uHa 5o 99 r/n, B ocTanbHOM — 6€3 BblpaXeHHbIX
N3MeHeHuii. 06WwemMo3roBas CUMNTOMaTUKa pacLieHeHa
B paMKax mocTcefaunu, 3NeKTPONNTHbIX HapyLUEHWA.
Ha doHe nHdy3nOHHOI Tepanum, KOppeKLun 3nekTpo-
NIUTHBIX HapyWeHWid, napeHTepanbHOW NPOTMBOCYAO-
POXHOW Tepanuu BanbnpoeBOW KWUCNOTOW COCTOSIHUE
6e3 MNoNIOKUTENbHOW AMHAMWKM, COXpaHanacb obuie-
MO3roBasi CUMNTOMAaTuKa, COMHUTENbHAA PUTUAHOCTb
3aTblI0YHbIX MblwL. BoinonHeHo KT rosioBHOro mMosra:
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oTpuuaTeNbHas fMHaAMUKa B CPaBHEHWM C Mpeablay-
WMM MccnefoBaHUEM, BbIMOMHEHHbIM 5 AHel Hasaf.
Mpu3HaKn BHYTpUUYEpPenHoi runepTeH3nm (BEHTpUKYIo-
MEranus ¢ NepuMBeHTPUKYNAPHBIM OTEKOM), Ha YPOBHE
6asanbHbIX SLep NEBOro NONyWapus rojloBHOro Mo3ra
BM3yann3npyeTcs rMnoLEeHCHbI y4acToK, KOTOPbIA MO-
)XET COOTBETCTBOBATb y4yaCTKy KMCTO3HOM TpaHcdop-
Mauuu. KCTPEHHO BbIMOJIHEHA NtOMBaNbHas NYHKLMA,
nonyyeH NPO3pauyHblii GECLBETHbLIA JIMKBOP, BbITEKA-
IOWKUA YacTbiMKU KannsiMu, BbiBeaeHo 20ma NMKBOPa,
B3ATbl aHanu3bl. o AaHHbIM 06LLero aHanusa IMKBopa:
uMT03 45/3 HeiiTpodunbl 22, numdountsl 16, 6en0K 2,2
r/n, rntoko3a 0.38 mmonb/Mn. BoicTaBneH gmarHos me-
HUHTO3HUEe(paNUT HEYTOYHEHHOW 3TMONOrUM, PEBEHOK
nepeBeAEH B 60KCUpOBaHHOE oTAeNeHue. Ha 2ble CyTKU
npe6biBaHWA B CTaLuMOHape y pebEHKa 3HaYuTeNbHOe
yyalleHue CYLOPOXHbIX MPUCTYNOB, peGEHOK nepeBe-
DEH B OTAENEHME peaHMMaL MmN, IKCTPEHHO BbIMOIHEHA
MarHMTHO-pe3oHaHcHas ToMorpadus rooBHOro Mo3ra
(MPT), roe BbisiBfieHbl 30HbI LLUTOTOKCUYECKOrO OTEKA
MHOXXECTBEHHbIX I0Kann3aumit B 60bLUNX NOAYLWAPUAX
FO/I0BHOrO MO3ra, MaTo/NorMyecKoe HaKoMMeHWe KOH-
TPacTHOro npenapata Mo3roBbiMKU 060104KamMK 601b-
WX MONTyWapui, LucTepH mosra, npn MP-aHrnorpadum
pesKoe CHWXEHWE CUrHana OT MepejHuMX MO3rOBbIX
apTepuii (IMMA), MHTEHCUBHOE HAKOM/EHWE KOHTpacT-
HOro mpenapaTa MO3rOBbIMKU 060/104KaMK B 061acTy
OCHOBaHMs Yepena BOKPYr CPeLHUX MO3rOBbIX apTepuii
(CMA) c yyacTKaMu CTeHO30B. B o6lieM aHanu3e KpoBu
COXpaHaiacb aHemusi 1-2 cteneHu, Tpom6ouuTos (Ao
674 Tbic), CPE MakcumanbHo fo 75 ea/n, npokanbLu-
TOHWH Ha MPOTAXEHWUM rOCMUTANM3aLMu — B Npegenax
HOpManbHbIX 3HayeHUW. B obuiem aHanu3e nNUKBoOpa
B [MHAMMWKe COXPaHANOCb CHWXKEHME TJIOKO3bl MUHMU-
ManbHo Ao 0.38 Mmonb/mMn, MakcumanbHo 1,5 MMonb/
MJI, UMTO3 MakcumanbHo go 240/3 numdouutapHoro
xapakTepa, 6enok o 3 r/n. B nukBope BbisiBfieHa METO-
gowm MMUP OHK Bupyca repneca 6 tuna. Kontponb MPT
rofIOBHOro Mo3ra yepes 6 gHeii: oTpuuatenbHas AuUHa-
MUKa B BMAE MOSHON OCTaHOBKU KpoBoToka no MMA ¢
06enx CTOPOH, pacnpocTpaHeHne 30H LUTOTOKCUYECKO-
ro otéka B 6acceitHax MMMA ¢ 2x ctopoH u CMA cneBa.
CoxpaHseTcs BblpaXeHHOE HaKOMJIEHe KOHTPaCcTHOro
npenapata MO3roBbIMM 060/104YKaMKu, HaKOMEHWe B
30He WIWEMUM C aKLEHTOM Ha NENTOMEHMWHreanbHblil
xapakTep. [10 faHHbIM peHTreHorpaMMbl rpyaHoiI Knet-
KW Ha 2ble CYTKWU rocnutanusauun: NEroYHblit pUCyHoK
YMEPEHHO YCUMeH, 060rawéH B MeAnanbHbIX oTaenax,
C NepUOPOHXOBACKYNAPHbIMU U3SMEHEHUAMM B MPUKOP-
HeBbIX 30HaX, 6onblue cnpasa. Mo gaHHbIM KT opraHos
FPYLHON KJETKW: oyaroBas AMCCEMMHAUWS B NErKMX,
MHQUIbTPAT Ha YPOBHE BEPXYLIEYHOro CerMeHTa npa-
BOTO JIETKOr0, yBENUYEHMS TUMPOY3N0B KOPHA NPaBOro
NErKoro, y4aCTKOB KOHCOMWAALNUMN Ha YPOBHE CErMeH-
TOB HWXHUX Ao0nei. BbinonHeH AMacKuMH-TeCT — nono-
xuteneH. 0bcnefoBaHa Cembsl NauueHTa: BblSBNEHbI
W3MEHEHMA MO faHHbIM Garooporpaduu y o6oux poau-
Teneil. PebeHoK KoHcynbTMpoBaH GTuauatpom. Mo co-
BOKYMHOCTU KJIMHUYECKUX JaHHbIX MAaLUeHT nepeBeséeH
B npodunbHbIi cTaunonap NbY3 «MHMLUBT [3M».
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3aknioueHue.

[JaHHbIn cnyyail 0eMOHCTPUPYET HETUMUYHYI0 KNu-
HUYECKYO KapTUHY TeYeHUs HeMpOMHpEKLUU co CTEp-
TbIMK 06LLEMO3TOBbIMU M MEHUHTEANbHBIMU CUMNTOMA-
MU, C Le6OTOM C (OKanbHbIX CYAOPOXHbIX NPUCTYNOB.
[IMarHoCTUKy TakXe OCNOXHSAET A3bIKOBOW 6apbep y
Onnxailumnx poACTBEHHMKOB, YTO He MO3BONAET Tlia-
TeNbHO cobpaTb aHaMHes3. CnefyeT TIWATeNbHO PYTHH-
HO o6cnefoBaTb Ha TyGepKynés rpynnbl NauMeHTOB,
HaxoAsLMUXca B HE6NAronpuATHbIX BbITOBbIX YCNOBHUSIX,
He MPUKPENNEHHbIX K aMBynaTOPHOMY 3BEHY, a TakXe
MMEKLLMe aTUNNYHOE TeYeHUe HeliponHdekLum, faxe
MpU BbIBIEHMW ¥ NALWEHTOB OJHOMO MM HECKOMbKUX
BUPYCHbIX areHToB ( B JaHHOM HabnofeHNUN BUPYC rep-
neca 6 Tuna B Lepe6poCcnuUHabHO XUAKOCTH).

CnMCoK NuTepaTypbl:

1) Hoerantok UpuHa GegoposHa, npodeccop, A.M.H. CTaplwmHo-
Ba AHHa AHApeeBHa, 4.M.H. KopHeBa HaTtanba Bayecnasos-
Ha, K.M.H. Moaay6Has J1.B,. npodeccop, 4.M.H. PefepanbHble
KIIMHWYECKME PEKOMEHAALWUK Mo AUarHOCTUKE U NIEYEHUIO
Ty6epKkynesHoro MeHuHrutay getei 2015r.

2) Npo60T H.H. Ty6epKynésHblit MEHUHTUT Y 1eTEl B COBPEMEH-
HbIX 3annaemuonoruyeckunx ycnosuax. YK 616.831.9 - 002,5
-036.22-053.2(571.62)

AHEBPU3MA 3KCTPAKPAHUAJIBHOIO
OTAENA BHYTPEHHEN COHHOWM
APTEPUU — KPAMHE PEJKUWIA CNYYAN
B MPAKTUKE NEJWATPA U IOP-BPAYA

KysHeuyoBa A.A."2, LllegepkuHa K.0.},
Nuswny M.WU., Mypcaxos M.I", Topoxos [1.B.},
YmyTtuu T.E.'?

1 —Mopososckasa [II'Kb [A3M
2 — Poccuitckunid yHUBEPCUTET APYXObl HAPOA0B

AHHOTaUuA.

AHeBpU3Mbl 3KCTPaKpaHWanbHoOro oTAesia BHYTpeH-
Heil coHHoli apTepun (BCA) kpaiiHe pefkas natono-
rMs B AeTCKOW W B3pOCNOi NONyNALKUKM, YTO 3HAYUMO
OCNOXHSAET AMarHOCTUKY U CBOEBPEMEHHOE NeyeHue
[0 pasBUTMA cocyaucToi katacTpodsbl. Mpu paspbiBax
aHeBpU3M LepebpanbHbIX apTepuit BO3HUKAET MaccuB-
HOe KpOBOTEYeHUE, YTO NPUBOANT K rny6oKOi MHBaNK-
AM3auun 1 4acTo K NeTanbHOMY ucxofy. Y aHeBpusM
aKcTpakpaHuanbHoro otgena BCA Hecneunduueckue
KNUHUYECKUE NPOSIBNEHUS, MOITOMY NaLUeHTbl MOryT
obpawatbca K TepaneBTam, neguaTtpam, JIOP-Bpayam,
OHKOJIOraMm C TaKMMM Xanobamu, Kak: nuxopagka, 60sb
B ropJie, NOsIBNEHNE MATKOTKaHHOro 06pa3oBaHus B 06-
nactu weu, nuMmpageHonaTma.

BctynneHue. HapylweHne M03roBoro KpoBoobpatye-
HWA — KpaiiHe aKTyanbHas npo6seMa B JETCKOM BO3-
pacTe. YacToTa UHCYNbTOB B J@TCKOI nonynsiyuu Kone-
6netcsa ot 1,3 go 13 Ha 10000 getckoro Hacenenus [1,2].
Mo gaHHbIM LleHTpa no nevyeHuto LepebpoBacKyNsPHOI
natonoruun y feteii u nogpoctkos N'bY3 «<Mopososckas
OrKb 03M» yacToTa cocypucTbix 3a60neBaHuin rono.-



HOro Mosra y geteil B ropoge MockBe N0 gaHHbIM ro-
poAckoro peructpa coctaBuna ot 5,86 go 10,95 Ha 100
000 ¢ 201510 2020rr [3]. AHeBpU3MbI LiepebpanbHbix ap-
Tepwii B eTCKOM BO3pacTe BCTpeYalTCs KpaiiHe peLKo
u cocTaBnaAT B cpefHemM oT 0.5 1o 5% oT BCex cocyau-
CTbIX ManbhopmMaunii B neauaTpuyeckoii nonynayum.
[ns aHeBpuM3M LepebpanbHbIX apTepuii LETCKOro BO3-
pacTa xapakTepHo: 1) 60NbluMe pasMepbl aHEBPU3M MO
CPaBHEHWI0 CO B3POC/bIMU; 2) yacTasi BCTPEYaeMOCTb
TMraHTCKWUX aHeBpu3M; 3) npeobnagaHue cpeau mab-
uukoe [4]. Bo B3pocnoit nonynaunn aHeBpu3Mbl 3KCTpa-
KpaHMaNbHOrO OTAena BHYTPeHHell COHHOM apTepuu
(90BCA) cocTaBnstoT 1% BCex aHeBpU3M LepeGpanb-
HbIX apTepuii [5]. B cneunanuanpoBaHHoi nuTepatype
BCTPEYAKTCA TONbKO ONUCaHUA eAMHWUYHbIX ClyvyaeB
aHeBpu3M (90BCA) u 06bl4HO npepacTaBiseTca Kak
«CllyyaliHaa Haxogka». [laHHaa aHOManusa accouumpo-
BaHa C KpaiiHe BbICOKUM YPOBHEM CMEPTHOCTHW W UHBa-
nupnsauyun. AHeBpusmbl JOBCA He umetoT cneundu-
YeCKUX CUMNTOMOB M MOTYT CKpbIBaTbCS NOA MacKoii
pasnnyYHbIX 60NE3HEN, YTO 3aTPYLHAET CBOEBPEMEHHYIO
AnarHocTuky [6,7].

Lenb. OnucaHne KNUMHMYECKOTO HabNoAeHNe nawu-
eHTa 4 net c aHeBpu3amon I0BCA ¢ aTanaMu guarHocTu-
KW.

OnucaHne KNMHNYECKOro cnyyas.

Manbuuk A., 4 roga, 3a6onen ocTpo ¢ GebpubHOI
nuxopagkon u kawnem. lMonyyan cuMnTomaTuyeckoe
neyeHne ambynaTtopHo. Ha 7 cyTku 60ne3HU B 06LEM
aHanmse KpoBM BblAIBSIEH IEMKOLUTO3 A0 27TbIC, HAa3Ha-
yeHa aHTMbakTepuanbHas Tepanus. Ha 8 cyTku 60nesnu
CBA3N C oTcyTCcTBUEM 3dP(deKTa, Ha3HauyeH feKkcameTa-
30H C NONOXUTENbHBIM 3G PEKTOM, MMXopaaKa Kynupo-
BaHa, pe6eHoK cTan akTuBHee. Ha 15 cyTku 3abonesa-
HUSI UHTEHCUBHOE HOCOBOE KPOBOTEYEHWE, B CBA3K C
YyeM rocnuTann3npoBaH B OTAE/EeHNe peaHuMaLmum pai-
OHHOIi 601bHMLbI. [0 AaHHBIM KOMNBIOTEPHO TOMOTpa-
¢un (KT) rpysHoit KNeTKW AMarHocTUpoBaHa ABYCTO-
POHHSIA NHeBMOHUS. MpoBefeHa TpaHCdy3ns nnasMbl,
HasHayeHa aHTMbGaKTepuanbHas M remocraTuyeckas
Tepanus. B cBA3M C paHee BbISIBIEHHbIM KOHTaKTOM M0
COVID19 ¢ oTuoM nepeBefiéH B cneLnanm3upoBaHHblii
CTaLuMoHap, rae BbiMONHEHa TpaHChysusa ap.Macchl n3-
3a HU3KOr0 YPOBHS remMorno6uHa B KpoBu (reMorno6uH
77 r/n, apuTpouutbl 2,98, reMaTtokpuT 24%, NeMKOLUTb
19 Tbic). pogonkeHa remocTaTuyeckas, aHTUGaKTe-
puanbHasa Tepanusa. Mo pgaHHbiM KT weu BbiABNEHO
06bEMHOE 06pa3oBaHMe MAFKUX TKaHel ¢ ABAeHUAMU
3KCTpaBas3alLWM KOHTPACTHOrO BeL,eCcTBa, MpPU3HaKK
[EeCTpYKLUUM MefnanbHoi CTeHKW rnoTku. MpoBoann-
cs puddepeHumanbHbil fuarHo3 Mexnay abcueccom ¢
nepdopauueii B NpocBeT MIOTKM W AecTpyKuuei npu-
nexalwero cocyfa v HeonnaTuyeckum npoueccom. B
CBA3M C OTpuuUaTenbHbIMU Ma3kamu Ha COVID19 Ha 16
CYTKu 6one3nmn nepeseféH B F6Y3 “Mopo3sosckas [JIKb
03M” pnsa ganoHeiiwero neyeHns. Mpu nocTynneHnmn B
o6LIeM aHann3e KPoBKU OTMeYancs NeikounTos ¢ Hel-
TpoduAbHLIM caBUroM Ao 18,4 Tbic, aHemus (remorno-
6uH 98 r/n, apuTpounTbl 3,5, reMaTokput 29,7%). Mpu

OCMOTpPE pOTOBOI MONIOCTWM — acUMMETpPUS 3eBa 3a
CYET BbIPaXEHHOro BblOyXaHWUs 3afHEOOKOBON CTEHKM
FNOTKU cnpaBa W NpaBoil HEGHOW MUHLANUHBI K LieH-
Tpy. Y pe6EHKa OTMeYaeTCs BbIHY)XAEHHOE MOJIOXKEHMNE
ronoBbl C HaKNOHOM U MOBOPOTOM BJIEBO, THYCABOCTb
ronoca, B NpaBoM NOAHWXHEYENOCTHO 06nacTyi onpe-
Jensertcs okpyrnoe 6e3bonesHeHHoe obpasoBaHue [0
2,5 cm (numdoysen?). MpuHATO peweHne 06 onepaTue-
HOM BMelaTeNbCTBE — 3HAOCKOMMYECKAs pPeBU3US
NONOCTU HOCA M HOCO-U POTOFNIOTKM B YCJIOBUAX 0OLLEil
aHecTesuu. Bo Bpems onepaTWBHOro BMeLaTesbCcTBa
3 3p0O3NBHOr0 yYacTKa Ha YypOBHe NpaBoi HEGHON MUH-
JAanuHbl OTMEYeHO 06MNbHOE KPOBOTEYEHME, B CBSI3M
C YeM onepauus oCTaHOBNEHa, Pe6EHOK MepeBefEH B
oTheneHue peaHumauun. B 1 cyTku nocne onepauuu
BbINnosiHeHo KT rofoBHOro Mo3ra U MATKUX TKaHen Lwewm,
BbISIB/IEH 06LWIMPHbINA MPaBONOJYLWAPHbIii MW EMUYECKNIF
WHCYNbT, 06bEMHAsA CTPYKTYpa Ha ypOBHE NpaBoW Kpbl-
NOHEGHON fIMKW — 6e3 auHaMuku. JlumdageHonaTus
C 2X CTOPOH. IKCTPEHHO BbINOJIHEHA LiepebpanbHas
aHruorpadus, rae BbiABEHO aHEBPM3MaTMYECKOe 06-
pasoBaHue npaBoi BCA pa3mepoB 16 x 18MM 6e3 KoH-
TpacTUpPOBaHUA LUCTaNbHOroO pycna, npaBble CpefHas
n nepeaHas mMosrosble apTepun (CMA n MIMA) He KoH-
TpacTupytTcs. B cBA3M c 0CTaHOBKOW KPOBOTOKA NO
npasbiM CMA n NIMA, npaBononywapHbiM apTepuanb-
HbIM UWEMUYECKMM UHCYNbTOM, BbICOKMUM PUCKOM KpO-
BOTEYEHMSA U CNOXHOCTbIO JOCTyNna K aHeBpU3ME Mpy
OTKPbITOI oOnepauuun, BbINOMHEHA 3JHAOBACKynspHas
OKKN03UA NonoCTH aHeBpu3Mbl npasoit BCA ¢ nomo-
Wbt okkntogepa. Mo faHHbIM MarHUTHO-PE30HAHCHOI
TOMOrpaduu ronoBHOIO MO3ra U MArKUX TKaHei Wwen ¢
aHruopexumom: MP-kapTuHa XMUAKOCTHOro o6pasoBa-
HUSA WeN — NONOCTU C BbICOKOOEKOBbIM COAEPXUMbIM,
cooblatolleiics ¢ NPOCBETOM FNOTKW, KOMNPECCHeii U
pecTtpykuuen pparmeHta BCA cnpaBa, apTepuainbHblii
UIIEMUYECKUIA MHCYNbT Ha BCEM MPOTAXEHUM MpaBblX
MMA n CMA, cyxeHun BHYTPEHHeN APEMHON BeHbl. B
nocneonepaymMoHHOM Mepuoje B HEBPOJIOrMYECKOM
cTaTyce BbISIBIieH JIEBOCTOPOHHWUIA remunposonapes,
WHbIX OCNIOXHEHUI He OTMeYanoch. B kaTaMHese yepes
6 MecsaLeB 0T Hayana 3a6oneBaHuUs Nocne KypcoB pea-
OMNMTALMOHHOI Tepanum pe6EHOK CaMOCTOATENbHO XO-
JVT, MOXOJKa reMunapeTmyeckas, MaHUnynmpyeT NeBoii
PYKON HENOBKO, M3MEHEHUI B MCUXOpeYeBoii chepe He
BbiABNAETCA.

3aknioueHue.

[aHHblii cnyvaii [eMOHCTPUpYeT TpyAHOCTM aAndde-
peHUManbHOM auarHocTuku aHespusmbl S0BCA, kpaii-
He HecneunpUYecKyo KIIMHUYECKYK KapTuHy, 6onee
TUNWYHYIO ANs MHOEKLMOHHOro npouecca B o6nactu
wen. B paHHOM HabMOAEHUM C YYETOM LECTPyKLMM
BHYTPEHHel COHHOIi apTepuu W NPOAOMKAKLErocs
KpPOBOTEYEHMS B NMOMOCTb POTOMNOTKN €AUHCTBEHHbIM
MeTOAOM NeYeHUs B [aHHOW KNMHMYECKON CUTyauuu
Oblna okko3ua BCA. HecMoTps Ha UCKITOUYNTENbHYHO
pefKOCTb BCTPEYAEeMOCTH U BbISIBJISEMOCTN aHOMaJIH
CTpOeHus npeuepebpanbHbiX apTepuii y feTeil, Heob-
X04MMa HacTOPOXEHHOCTb B OTHOLIEHUU COCYAUCTbIX
ManbhopmMaLnii B 06nacTu ronoBbl U LWeN.
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