Short Reports

KpaTtkue coobwieHus

25 pHel. N\eyeHue: MHransiumm 6yAECOHMAOM, KMCAOPOAOTEPa-
nus, OHKOMUCTUH B 06a rAasa B CBA3W C AQKPUOLMCTUTOM, MpPo-
TMBO@HEMMUYECKaA Tepanus, CTUMYAALMA AbIXaTEAbHOIO LEHTPa
(ALL) koperHom B cBA3K C BPOHXOAErOUYHON AMCTAA3UEN.
MaumeHTt A. 1-1 3 MXBA. MNpu poxaeHnn: OHMT, auctpecc-
CUHAPOM, nepeBeaeH Ha MBA. 26.04. nyabcauusi Ha beppeH-
HbIX apTepusix oTcyTcTBOBaAa. Mo AaHHbIM Y3U opraHoB 6ptoLu-
HoW noaoctn 26.04: Tpom6 B 6ptowwHoi aopte (BA). HasHaueH
renapuH 28 Ea/kr/u. MepesepeH B OPUT Ha MBA B Bo3pacTe
3 CyT XM3HU B TXXEAOM COCTOSIHUM, 0OYCAOBAEHHOM AblXaTeAb-
HOW U CEepPAEYHON HEeAOCTAaTOYHOCTAMM, UHPEKLMOHHBIM TOKCU-
KO30M, HEBPOAOTMYECKOW CUMMNTOMATUKOW, BPOXAEHHOW NMHEB-
MoHUueln, Tpombo3om BA. Y3U OB 27.04: HEOKKAKO3UOHHbIN
Tpom603, reMoOAMHAMMUYECKM 3HAYUMbIV CTEHO3 TEPMUHAABHOTO
otaena BA. Koarynorpamma 27.04: peduumnt aHtutpombuHa lll
(AT 1l1), noBblleHKe D-aMMepoB; renapuH B TOW Xe A03e, NHY-
3us AT Il 50 Ep B/B. 29.04 akcTybupoBaH, nepeseaeH Ha CPAP.

06.05 — camocToatenbHOe AbixaHue. 07.05 yBeAMueHa
po3a renapuHa po 40 Ea/kr/u. 08.05 AT Il 100 Ea B/B.

11.05 nepeBepeH Ha pantenapuH Hatpus 400 Ea/kr
C AOCTUXEHMEM LieAeBoW runokoarynsuuun. 18.05 nepeBepeH
Ha 2-1 3Tan BbIXaXMBaHWA B Bo3pacTte 25 AHeN.

25.05 MCKT aoptorpacdusa BA: nepeHeceHHbl TpomM603
BA Ha ypoBHe Oudbypkauuu. NAeveHue: NpPoOTUBOAHEMMYE-
ckasi, a/6 (MHEeBMOHUSA, UHPEKLMA MOUYEBBIBOAALLMX MyTEN)
Tepanusi; KUCAOPOAOTEPANUS, UHraAsiuMmn ByAECOHWAOM, CTH-
myasauma ALl kodenHom. AeTn BbiNUCaHbl B YAOBAETBOPU-
TEABHOM COCTOSIHWW, ABAEHWA WMHOEKLMOHHOIO TOKCWMKO3a,
AbIXaTEAbHbIX HAaPYLUEHWM HET, OT KUCAOPOAA He 3aBUCHT;
MOYa CaHMpOBaHa; aHeMWUs KOMMEHCUpPOBaHa, 3HTEPAAbHO
nuratotcs.

3akaoueHue. A\et ¢ OHMT M MHOXECTBEHHbIMU MAaTOAO-
rMsiMK NoTpeboBaAr MYABTUAMCLUMIAMHAPHOTO NMOAXOAA K Aeve-
HUIO AN YAYULLEHWUST X COCTOSHMA.

COYETAHUE FETEPO3UIOTHON ®OPMbl AAb®A-TANACCEMMUMU

U AEOULUTA XXEAE3A

AoHuuk E.U.
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AKTyanbHOCTb. TanaccemMuss — 3TO rpynna HaCAeACTBEH-
HblX 3a00AEBaHWI KPOBM, KOTOPbIE MPUBOASAT K HapyLUEHWIO
BblpaboTKM remMornobuHa, a TaxecTb 3aboneBaHWA 3aBWUCUT
OT rAyOuHbI MOAOMKKM reHoB. AAbda-TaraccemMuss — 310 dopma
TanacceMuu, BKAOYatowaa reHol HBA1 w HBA2. Bo Bcex
HOpPMaAbHbIX dopMax remMornobrHa NpPUCYTCTBYHOT ABE anbda-
Lenu 1 ABe Apyrue Lenu B 3aBUCUMOCTH OT TvNa reMorAobuHa.
Mpu anbda-TarnacceMun MPOUCXOAUT MyTauus anbda-Lenen
remorrobuHa. Y 3A0pOBOro YenoBeka 3a 06pas3oBaHWE anb-
da-rAo6UHOBBIX Lienei oTBevatoT yeTbipe anbda-ro6UMHOBBIX
reHa — Mo ABa Ha KaXAon 16-M xpomocome (ao/aa). [eHbl
MOIyT TepsiTbCA U MYyTMPOBATb, YTO COMPOBOXAAETCHA pas3-
HbIM TeyeHneM 3aboAeBaHUs, B HalLleM KAMHWUYECKOM CAyyae
y pebeHka MyTauusi OAHOTO reHa B reTepo3uroTHon dopme
(-o/-0 uan - —/a) — manas dopma anbda-tfanaccemMmum, Uto
COMPOBOXAAETCS XPOHUYECKON TMMOXPOMHON MUKPOLMTaPHOWM
aHemuen. Manas dopma anbda-TaracceMmm PEAKO HyXAaeTCs
B 3aMECTUTEAbHbIX TPAHCHY3UAX AOHOPCKUX 3PUTPOLMTOB, HO
B HEKOTOPbIX CAyYasix yactoTa NepeArBaHWUi Y HUX MOXET yya-
LLATbCA: C BO3PACTOM, NPU Pa3BUTUM CNAEHOMEraAMu, Npu Npu-
COEAMHEHUU UHDEKUMI 1 BO BpeMs bepeMeHHOCTU. boabluas
dopma anbda-TanacceMun Tpebyer peryasipHbiX TpaHcohy3ui
AOHOPCKKX 3PUTPOLIMTOB.

KAvHunueckun cayuam. Manbunk W., 11 aet
(12.05.2010 r.p.), 13.02.2022 nocTynuA B OTAEAEHME remarto-
Aorun Mopo3soBckoi AFKB B CpeAHETS)XEAOM COCTOSIHWUM.

Anamnesis morbi: ¢ 20.01.2010 BnepBble BbISBAEHO
CHUXEHWE ypOoBHS remoranobuHa Ao 90 r/A, oTMeYaAnchb rumno-
XpoMUS, aHu3oumTo3. Ha doHe deppotepannn remMorrnobuH
NOAHAACA A0 99 I/A C COXPaHALWMMUCA NPU3HAKaMU TUMO-
XpomMun. Manbumk 6bIA HanpaBAaeH Ha obcaepoBaHre B OHKLL
uMm. Amutpma Porauesa, No pesyabTataM anekTpodopesa TMnos
remMorrno6uHoB: remMornobuH A — 96,3%, A2 — 2,2%, F — 1,5%
(npu HopMe: reMornobuH A > 95%, A2 — 1,5-3,5%, F < 2%). Mpwu
MUCCAEAOBaHUW Hanbonee YacTbiX AEAELMI C BOBAEYUEHUEM aAb-
da-rAnobUHOB BbiiBAeHa Aeneums 3,7 B reTepo3nroTHOM COCTO-
AHWU. Ha ocHOBaHWW NMPOBEAEHHbIX UCCAEAOBaHMI YCTAHOBAEH
AMarHo3 «anbda-ranaccemMusi, retepos3nrotHaa popmar. B okra-
6pe 2021 r. npn nAnaHoBoM Y3WM opraHoB OPHOLIHOM NOAOCTH
BbIABAEHO YBEAUUYEHUE Cene3eHKU. Ha NpOoTAXEHUN MOCAEAHWX

MeCALEB CTan0 OTMeuYaTbCA AMHAMUUYHOE CHUXEHWE YPOBHS
remornobuHa po 80 /A, B CBA3K C YeM B pekabpe 2021 r.
noAyyan nepopanbHyto depporepanuio 200 mr 30 pAHeln — 6e3
3HaunTeAbHoro appekTa. CpepHeTskenan aHemua (80-90 r/a)
coxpaHsinacb. focnutaanampoBaH B Mopo3soBckyto ANKB aaq
OLEHKN 3DDEKTUBHOCTH paHee NPOBEAEHHON deppoTepanuu
1 ONPEAENEHUS TAKTUKU AQAbHENLLIETO BEAEHMS.

Anamnesis vitae: aAnepruyeckasi peakuua Ha MOAAMHO3
W aneAbCuHbl. PebeHOK moAyyaeT B paunoHe nutaHus 200-
250 r KpacHbIX COPTOB Msica exeAHeBHO. Mpobaem ¢ paumo-
HOM NUTaHKA HE UMEET.

01 14.02.2022. Mo obuwemy aHaAu3y KPOBW BbIABAEHbI:
rMNOXPOMHas, MUKpouMTapHasa aHemus |l cteneHu, cuaepone-
HMA (2,19 MKMOAb/A), NOKa3aTEAUM HEHACHILEHHOM XeAe30CBS-
3blBatoLEeN CnocobHOCTU MOBbIWEHbI, MOKa3aTeAn GeppuTUHa
B HOpME.

Ot 16.02.2022. 13 pe3ynsTaToB YALTPa3BYKOBOIO MCCAEAO-
BaHWA 0PraHoB BPHOLLIHOM NOAOCTU BbIAM BbIABAEHbI: MPU3HAKK
YBEAUUYEHUS AMHENHBIX pa3MepoB neyeHu. Mo pesyabtatam
330$aroracTpoAyoA€HOCKOMNUKU MPU3HAKKU 3PO3UBHOMO ped-
AKOKC-2300harunta HUXHen Tpetu nuieBoaa A cteneHu (LA kaac-
cudurKaums), naHractput, OyAbOUT, AyOAEHOracTpaAbHbIV
pedAoKC.

Ha MOMEeHT HabAtoAEHUS B OTAEAEHWM aHEMWA pacleHe-
Ha Kak CMeLllaHHOro reHesa (B pamkax anbda-Taraccemuu
N Xene30AedULMTHOTO COCTOSIHUS). ManbUMK ObIA KOHCYALTH-
pOBaH racTPO3HTEPOAOTOM, M eMy OblA MOCTaBAEH AMArHos:
«KAMHUYECKUI COMYTCTBYIOLLMI racTpoa3odareanbHblil peod-
AKOKC C 3300harMtom, apo3nBHan ¢opma 6e3 cTeHo3a U KpoBoO-
TeUEHUs, KAMHUYECKU COMYTCTBYHOLLIMI @aHTPAAbHbINM racTpu.

HasHaueHa aneToTepanua: 1) COBAHOAEHWE CTPOroro aHTU-
PEDAIOKCHOIO pexuma; 2) UCKAKUYEHWE U3 AMETbl KUCAbIX
bPYKTOB, SAIr0A, OBOLLEN M MX COKOB, AyKa, YECHOKa, nepua,
yepHoro kode, NPOAYKTOB C BOABLLMM COAEPXAHUEM XMPa UAK
yCUAMBAOLWMX razoobpa3oBaHWe B KuleyHWke. HasHauyeHa
HeobxoaMMana Tepanusa: ractpouutonporektopamu (1) 33o-
menpason no 20 mr 2 pasa B A€Hb; 2) TPUKaAMSA BUCMyTa
amumTpat no 120 mr 2 pasa), BUTammHamu (omera-3), aHTnbuo-
TMKOM (aMOKCULMAAMH 875 Mr 2 pasa B A€Hb), aHTaUUAHbIMK
npenaparamu, npebuoTukamu.



17.02.2022. MaumneHT bbiA BbiMMCAH AOMOWM B YAOBAETBO-
PUTEABHOM COCTOAIHUU C PEKOMEHAAUMSIMW O HabOAIOAEHMM
racTpoaHTEPOAOra, NeanaTpa M rematonora nNo MeCTy XWUTeAb-
cTBa. C LEAbl0 UCKAIOUYEHUST XENe30PE3UCTEHTHON XeAe30Ae-
OUUMTHON aHEMMU U aLEPYAONAA3MUHEMUKU PEKOMEHAOBaHA
NMAGHOBas CAava KOHLEHTPALMKW CbIBOPOTOYHOrO rencuAMHA,
MEAW W LepyronAa3MuHa Mo MeCTy XUTeAbCTBa. HasHaueH
3HAOCKOMUYECKUI KOHTPOAb Yepe3 4 Hep N0 MEeCTY XUTeAb-
cTBa. YuuTblBan OTCYTCTBME addeKTa paHee Ha3HaAYEeHHOU Mo
MECTY XUTeAbCTBa deppoTepanuu, nop HabAoAeHWeM NpPoBo-
AMTCA AnddepeHUManbHas AMarHOCTMKa C Xene30AePULMTHOM
aHeMMUEN 13-3a XPOHUYECKOW KPOBOMOTEPU XKEAYAOUHO-KMLLIEY-
Horo TpakTa (KKT).

3aknoueHue. B AaHHOM KAMHMUYECKOM cAydae y pebeHka
npupoaa xenesopeduumta He CBA3aHaA C aAMMEHTAPHbIMU
daKTopamm 1 XpoHuuyeckor notepen M3 XKT, uTo MOXET roBo-
pWTb O HapyLleHWW BcacblBaHWA XeAes3a, CBA3aHHOM AMOO
C nopaxeHWeM CAM3KUCTOM 0BOAOUKM XeAyaka (M3 obcaepoBa-
HWA: aHTPaAbHbIA ractpuT), AMBO C auepyronAa3MUHEMUEN,
AMBO C Xene30AeDULMTHOM XKEeAe30PE3UCTEHTHOW aHeMuen
(IRIDA). AAS YTOUHEHUS MPUPOAbI XerezopeduumTa Heobxo-
AMMO AanbHellee obcaepoBaHWe BEAKOB KpoBMW, Tpebyetcs
aHaAM3 Ha LEePYAONAA3MMH U Ha TENCUAMH, Takke HEOBXOAMMO
NOCMOTPETb AMHAMMKY A€YEHUA aHTPAAbHOrO ractputa. flocae
yero Mbl MOXEM Y3HaTb TOUHYK MPUPOAY Xenesopeduumta
B AQHHOM KAMHMYECKOM CAyYae y pebeHka.

HECNELUW®UYECKUN NEPUKAPAUT, BOSHUKLLUHN
NOCAE ONMEPATUBHOIO AEYEHUA XPOHUUYECKOM
TPOMBO3MBOAUU NAEFTOYHON APTEPUU Y NALMUEHTKU
C TEMATOFEHHON TPOMBO®UNUEN

DAoueHko U.U., OcHAau A.A.
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Kadeapa nponeaeBTMKM AETCKUX BonesHen NP GrAQY BO PHUMY um. H.U. MuporoBa MuHaapasa Poccun
BY3 Mopo3oBckasa AETCKan ropoackas KAMHUUYeckas 6oAbHULA ASM

AKTyaAbHOCTb. [emaToreHHass TPOMOOOUAUA — BPOXAEH-
HOe WAM MpPUOBPETEHHOE COCTOSAHWE, Bbl3BAaHHOE HapyLlle-
HUSIMWU B CUCTEME remocTasa, AAMTEAbHO MpeApacrnoAarato-
Lee K natoArormyeckoMy Tpom6006pa3oBaHuio, BKAOUatoLee
TpoMb603 y AL, A0 40 AeT, TPoMOO3 PEAKOWM AOKaAU3aLIMMK,
MAMONATUYECKWUI TPOMBO3, OTArOLLEHHbIN CEMENHbI aHaMHEe3.
BeHo3Hble TpoM603bl M TPOMO0IMOOAUK Y AETEN HE NPEBbILLA-
toT 0,7 cayyaa Ha 100 000 AeTCKoro HaceAeHUst, X NPUUYUHON
peako OblBaeT rematoreHHass TpoMbodUAMA, MpPU 3TOM B ee
Aebtote y 60% naumeHToB oTMedyaeTca TPOMO603MOOAUS Aeroy-
How apTepuun (TANA).

Mpy HeAOCTaTOUHOM HACTOPOXEHHOCTU Bpayeil nepBUYHO-
ro 3BeHa B OTHOLUEHWM A@HHOW NaTOAOTMM, CTEPTON KAMHWYE-
CKOM KapTuHe, HaAMumMK dakTopoB pucka B 0,1-9,1% moxet
pa3BUTbCA XpoHUUYeckasa TINA.

Hecneundnyecknin nepukapaMT Xapaktepmusyetcs OCTpbIM
HayaAOM, OTCYTCTBMEM AOKa3aHHOro B036yaMTeAsi, yacTo OAa-
roNpUATHbIM TEeYEHNEM, OAHAKO B 19% cAayvyaeB MOXET OCAOXK-
HWTbCA TaMNoHaAOM cepaua, B 9,1% — peuuavMBUPYHOLLMM
TEeYeHUEeM.

KAuHUUeckui cayuait. AeBouka M., 17 AeT, B TeueHue 11 aeT
60AbHaA caxapHbiM AMabeTom 1-ro TMna, OCAOXKHEHHbBIM Pa3BUTK-
emM AMabeTMYecKor MOAMHENponaTMu, Hedponatu, XUPOBOro
renartosa, AMnorunepTpodmu, 0bMeHHon KatapakTbl. 10 AaHHbIM
npeAblAyLMX rocnutasmsaunii B Mopo3soBckyto AFKB, koneba-
HUA TAMKWMpOBaHHOrO remornobuHa 12,5-14,1%, uto cBuAe-
TEAbCTBYET O AAMTEABHOV AEKOMMEHCALMU YTAEBOAHOTO 0OMEHa.
B utoHe u aBrycte 2018 . B COCTOAHWM OCTPOro KeToaumpo3a
ABaXAbl 6biAa rocnutaansnmpoBaHa B OPUT Mopo3sosckoit AIKB.
B Hauane HOSI6PS TOrO Xe ropa y AEBOYKM MOSIBUAWCH XKanobbl
Ha OAbILLKY, 3aTPYAHEHWE AbIXaHWS, yCUAMBABLUEECA Npu GU3u-
YecKoW Harpyske, oteku roneHer. Co cAOB MaTtepu, B 6OAbHULE
r. Buwkeka nposepeHa KT opraHOB rpyAHOM KAETKM — BbISIBAE-
Ha TAAA, OAHAKO AEYEHWMS He MPOBOAMAOCH. B KOHLEe HOsI6pA
2018 r. xanobbl KyNnMPOBaAUCb CAMOMPOU3BOALHO.

08.05.2021 nosiBUAUCb BOAM B TPYAHOM KAETKE, 3aTPYAHEH-
HOe AbIxaHue, KalleAb, OTMeYanach CTOMKasA rMNepPrAMKEMUS A0
20 MMOAb/A, B ¢BSi3K ¢ yem 12.05.2021 peBOYKa rocnutanm-
31MpoBaHa B OTAEAEHWEe IHAOKPUHOAOTMKU MoposoBckoin ANKB.
Mpu noctynaeHnn coctosiHue taxenoe, YCC — 129 ya./MuH,

AA — 101/70 mm pt. ct., SpO, — 90-93%, Ha Maco4HOM
okcureHotepanun — 94-98%. Ha IxoKI BblpaxeHHas AWAa-
Tauua npasbiX OTAEAOB CEpALa, CUCTOAMYECKOE AaBAEHWE
B npaBom xeayaouke (CAMXK) — 75-80 mm pT. CT., AeroyHas
rMNepPTEH3MUs, HEAOCTAaTOYHOCTb TPUKYCMMAAABHOTO KAanaHa Ao
2-i1 cteneHun. B npocBeTe NpaBoWi A€roYHOM apTepuu ¢ nepe-
XOAOM Ha CTBOA AETOYHOWM apTepPUM AOLMPYETCA TPOMO TOALLM-
HoM 9,5 MM, AAMHOM A0 35 MM. Mo paHHbIM KT-aHrMorpadun
npu3Haku maccuBHo TINA ¢ YaCTUUYHBIM 0ObI3BECTBAEHWEM
TPOMOOTUYECKUX MACC B AEFOYHbIX apTEPUSX NPABOro U AeBO-
ro AErkoro, WH®apPKT-MHEBMOHUS, AEBOCTOPOHHWI TMAPOTO-
pakc, rmaponepukapA. BoiiBAEHO HOCUTEABCTBO FEHETUYECKUX
NOAMMOPOU3MOB CUCTEMbI FrEMOCTa3a: roMO3UroTHast MyTauums
reHa UHrMbuTopa akTMBaTopa NAA3MUHOreHa, reTepo3nroTHbIe
MyTauMn reHOB MeTUAEHTETparnapoporaTpeaykrasnl (677 C/T,
1298 A/C), METMOHUH CMHTa3bl PeAyKTadbl, METUOHUH CUHTa-
3bl, MHTErPUHa beTa-3.

YuntbiBas AaBHOCTb dopmupoBaHua TINA, oTcyTcTBUE
ABHbIX MPU3HAKOB AEKOMMEHCAUMW, Hayata aHTUKOAaryAsHT-
Hasa Tepanusa renapyMHoM B Ao3e 25 Eap/Kr/4 ¢ nocaepyroLMM
yBeAmyeHnem Ao3bl A0 28, a 3ateM po 30 Ep/Kr/u B BUAE
HenpepbiBHOW MHOY3nKU. C 14.05.2021 nepeBepeHa B OPUT
AAA AAABHENLLETO HABAIOAEHMSA U NPOBEAEHWUA aHTUKOATyAAHT-
HOM Tepanuu, 3aMeCTUTEAbHON TepanuMu KOHLEHTPATOM aHTW-
TpombuHa Ill. Takke NPOBOAMAMCH AEUYEHWE aLEeTUACAAULIM-
AOBOM KWCAOTOWM, aMOKCULMAAMHOM, TpaHCOy3na anbbymMuHa
20%, WHPY3MOHHAA Tepanus, WHCYAMHOTepanusa. YuuTbiBas
NOCTAMOOAMUYECKYHO BbICOKYIO AETOYHYIO rMnepTeH3uto, HK2A,
pekoMeHpOBaHa Tepanus cuapeHaduaom. 25.05.2021 nepe-
BeAEHa B OTAEAEHWE reMaTOAOTMK AAA MPOAONKEHUS AeUYEHUSA
n obcrepoBaHUs. Ha ¢oHe AeyeHUss oTMevanacb MOAOXKM-
TeAbHaA AMHaMWKa B BUAE KyNUPOBaHWS OAbILIKW, BOAEBOrO
CUHAPOMa, MOTPEOHOCTM B KMCAOPOAE, TMAPOTOpaKkca, Hop-
MaAM30BaACst YPOBEHb AabopaTopHbix Mapkepos, CAMK —
30 Mm pT. cT. TeMm He MeHee, COXPaHAAMCb MPU3HAKW Mac-
CUBHOW TPOM603IMOOAUKU AETOUYHOIM apTepun NPaBoro Aerkoro,
TPOM603MOOAUS 3aAHECETMEHTAPHBIX AETOYHbBIX apTEPUI U UX
BETBEIN AEBOI0 AErKOro.

BBUWAY HEAOCTaTOUHOW 3PEKTUBHOCTM MEAMKAMEHTO3HOM
Tepanuu, HaAMuusi AErOYHOM TMNEPTEH3UU, GAOTUPYIOLLENO
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WCKUIA NeanaTpUUeCcKUi XXypHan.
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