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AKTYAJIbHOCTDb

ApTepunanbHasa runepteHsuns (Al') — aTo BeayLwmm CUHAPOM
cpeau cepaedHo-cocyamcTbix 3aboneBaHn 1 OCHOBHASA
NpuyYnHa paHHen nHBanuansaumm n npexageBpeMeHHOU
cCMepTHOCTKN B Mupe. [1nsa geTtckoro Bo3pacTa (0cobeHHOo
0o 13 net) bonee cBoncTBEHHa BTOpuyHas Al, koTopas
OTNNYaETCA PE3NUCTEHTHOCTLIO K NPOBOAMMOM
MeOWKaMeHTO3HOM Tepanun N BbICOKOW YaCTOTOM
Pa3BUTUA CepaeYHHO-COCYANUCTbIX OCITOXHEHUMN.

3axapoea . H., OcmaHos N. M. [JuacHocmuka u nne4eHue
8MOPUYHbIX auriepmeH3ul y demed // leduampus um. I. H.
CniepaHckoeo. 2023. T. 102, Ne 4. C. 56.
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BTopnyHas nnmn cumnrtomartndeckass Al — nosbiweHne AL,
oOyCcroBrneHHOEe W3BECTHbIMU MPUYUHAMU — HaJUYnEM
NaToONOrM4YecKknX TrpoLEeCCOB B pPasfinyHbIX oOpraHax u
cuctemax.

CornacHo anMAeMUONIOrM4YeckKUM  OaHHbIM, BTOPWUYHbLIE
dopmbl _Al, obycnoBneHHble 3HAOKPUHHBIMU NPUYNHAMMU,
SABNAKTCA AocTtartodHo peakum coctosiHuem (0,05%-6%) B
cTpyktype AIl. OcobeHHOCTAMM 3HOOKPUHHBIX dopm Al
ABNAOTCA KpusoBoe TeyeHue Al, pPe3nCTeEHTHOCTb UK
HeJocTaTovYHas 9(PPEKTUBHOCTb cTaHOapTHOW
MNOTEH3MBHOW Tepanun, OebloT 3abonieBaHusa paHee 6-Tu
NeTHero Bo3pacrTa.

KnuHu4yeckue pekomeHOauuu. ApbmepuarbHas auriepmeH3usi y 0emeu u rnodpocmkos8
[GriekmpoHHbIU pecypc] // Poccutickoe kapouonoauveckoe obuwecmeo. — 2021. — C. 8, 18.



KnnHuyeckum cnyvau

KanooObl

» [HeBouvka, 9 net, noctynuna B OTOeNeHne [OEeTCKOW
Kapaunonorum un  kapauoxupyprum  OI'byY  «MHBX
mm. B.K. [ycaka» c »xanobamnm Ha nNOBbILLIEHNE
aptepuansHoro gasnexHua o 200/156 mm pT.CT., 4acTyo
rOfIOBHYIO OOSbl0, BO3HUKAIOLWLYKO MOCMEe YMCTBEHHbIX
Harpysok nmbo BHe3anHo, Konwwyto 605 B obnactu
cepaua; n3bbITOYHYIO Maccy Tena.




AHaMHe3 3aboneBaHus

> BI'IepBbIe Xanobbl Ha NOBbILLEHMNE aprtepmnaribHoro

nasneHusa oo 200/156 mm pT.CT., YacTylo ronoBHy 00nb,
KonwoLyto 6onb B obrnacTtu cepgua nossBmnnce B oespane
2025 ropga. Okono pOByx neTr Hasag pebeHoK cTan
HabupaTb N30bITOYHBLIN BEC.

» 25.02.2025 roga obpatunuck K HesBponory. [1pn ocmoTtpe

3adoukcnposaHo nosbilleHne yposHAa AL oo 140/100 mm
pT.cT.  [HdunarHoas: BeretatmBHaa  gmMcqyHKUUA no
rmnepteHsmBHomMy Tuny. PekomeHgosaHo: Y3[I cocynos
ronoBbl U weun, Y3 wutoBnaHon xenesbl, IKI, Y3
noyek, HaanoveyHukoB. B Tepanuto: Peszam no 1k*3p/g — 1
mecsy, rmmumH no 11*3p/o — 1 mecsy, MarHeB6 no
11*2p/n — 1 mecsu.



»

AHamHe3 3aboneBaHuns

06.03.2025 pebeHok oCMOTpPEH aHAOKpUHONoromMm: PebeHok
obpaTtunca ¢ »xanobamn Ha MOBbILWIEHME apTepuarbHOro
naeneHuda. [lpaBUNMbLHOrO  TEMNOCMNOXEHUA, MNOBbILLEHHOro
nuTaHns. KoXHble MOKpPOBbl 4UCTble, cMmyrnble. CTPUW HET.
[TonoBoe pa3BuTME COOTBETCTBYET Mosly U Bo3pacTty (TaHHep

11).

BoinonHeHa Y3W WDK: 8 cpedHeu mpemu siegou 0osiu
gu3yanusupyemcsi aHIX02eHHOoe obpa3soeaHue C
2UNepaX02eHHbIM __8KITIOYEHUEM _KOIJTOUOHO20 xapakmepa,
08asibHOU QOpPMbl __C _H4emKUMU, POBHLIMU _KOHMypamu,
pasmepom 0,5*0,3 cm. 3akrioyeHne: 3XONpu3HaKu Yy3roBbIX

N3MeHeHUN, rmnepnnasnga wmtosmngHoun xenesol, THIRADS 2.

Y3 no4vyek n Hagno4vyeyHWKOB: HOpMaribHas 3XOKapTUHa
noyek. O6bnactb Hagno4ye4yHUKoB 6Oe3  naTonornyeckmx
N3MEHEeHNW.



AHaMHe3 3aboneBaHusda

> BbINONHEHO bnoxnmunyeckoe nccnenosaHue KpOBU
(07.03.2025): xonectepuH obwmnm — 5.35 mmons/n (0.00-
5.20), JIMHM - 3.53 mMmmonb/n (0.50-3.50), JIMNBIT -
1.42 mmonb/n (>1.55), rnwokosza — 4.4 mmonb/n (4-6.1),
NHCYNWH — 22.94 mKE/mn (2.2-25), nHoekc HOMA — 4.48 (O-
2.7). T4ce. — 10.90 nmonb/n (11.50-22.70), TTI -
1.36 MKME/mn (0.23-3.40), AT k TIMNO - 0.49 eg/mn
(0.00-30.00).

> OHAOKPUHOMNOIMoM BbICTaBIEH OnarHoas: OXupeHue
anMMeHTapHO-KOHCTUTYyUuoHanbHoe.  OpgHoysnoBon  300.
PekomeHooBaHo:. cton Ne8, posupoBaHHaa u3ndeckas
Harpyska, Omera 3 no 1k*2p/g Bo Bpemsda enbl — 2 Mecsua,
ButamuH 1 no 2000 ME*1p/n nocne egbl, TTI, T4cs., AT-
TrO, nunngorpamma, rnwkosa, TIn, WHCYNWH, WHOEKC
HOMA.



AHaMHe3 3aboneBaHus

[leBouyka KOHCYINbTUPOBaHa OETCKUM
kapanonorom NHBX mnm. B.K. I'ycaka: Ha npueme ALl —
140/90 mm prtct, YUCC — 68 ya/muH. Xanobbl Ha
rofioBHyt0 Oonb, Kapaguanruwo, nosblweHne A/l
coxpaHstoTcsa. [HuarHo3:. CuHapom  aptepuanbHOU

rMNepTeH3nn. OXxupeHune arnMMeHTapHo-
KOHCTUTYLMOHaNbHOIo reHesa 1 CTENEHMN.
OaHoy3r1oBOU 300. BepTtebpobasnnapHas

HeJoOCTaToOMHOCTb. HecTabunbHOCTb LWWEenHOro otaena
no3BoHoYHMKA. C uenbko obcregoBaHUs U NedYeHud
pekomMeHOoBaHa  rocnutanus3auus B OTAENEeHune
OeTckoun Kapguonorum n kKapguoxupyprum NHBX wmm.
B.K. I'ycaka.



AHaMHe3 XXU3HU

» PebeHok poannca goHoLWeEHHbIN ¢ BecoM 2600 T.

» duacHo3 B20 yctaHoBneH B 2016 rogy (B Bo3pacTte 1
roga 6 mec.), HasHavyeHa APBT.

» C 13.03.19 no 04.12.20 neveHne B PKTBH no nosoay
B20.0.

» Habnopgaetca drtusnarpom:. B20, OUNTB B BUAE
MHTEHCUBHLIX o4aroB B S1-2 nerkux, YnJOTHEHHbIX
n/y3noB B KOpHSAX, KaT. 5.1.b.

> PebeHOK cocTouMT Ha ydyete y okynucta. 28.02.2025:
[na3Hoe gHO — Hopma. CmellaHHbIM acturmatnam OU
(H52.2).

» CocTonT Ha y4yeTe y opTornena-Tpasmarosiora no nosoay
nrockoBanbrycHon gedgopmauum cton ll .




OOBLEeKTUBHLIU OCMOTP

PocT 142 cwm >97
Bec 50,4 kr 90-97
OKpYXHOCTb 81 cm >97
rpyaHoOM KIreTKu
OKpYyXHOCTb 53,5 cm 25-75
ronosbl

dusnyeckoe pasputne aucrapmoHuvHoe. OxumpeHue |-l
CcTeneHu (MMT — 25.0). HopmMocTeHun4ecKkoro
TENOCNOXEHUA, NOBbILLEHHOIo NUTaHUA.




OOBLEKTUBHbLIN OCMOTP

> 4YCC BepT. — 100-103 ya/muH, YCC rop. — 92-96
ya/muH. AQnp.p. — 150/100 mm pt.cT. Adn.p. — 150/100
MM pt.ct. AOnp.H. — 190/120 mm ptct. AOnNH. -
190/120 MM prT.CT.

» CocTosiHue cpegHen cterneHn TskecTn. KoxHble MoKpoBbl
ynuctble, cmyrnble. [1OOKOXHO-XMPOBOW CNOU pPasBuUT
n3dbITo4yHO. CnmamcrTas nosiocTu prta po3oBasi, vYncrtas.
Kapuec. A3blk BnaxHbl, UHTEHCMBHO OOMNOXeH 6ernbiM
HanetoMm. HeOHble MMHOAnNUHbI rMNepTpodupoBaHs.l, |l

cteneHn, uuctbole. [lepudpepuyeckmne nmmdaTnyeckme
y3nbl HE YBENUYEHbI.



OOBLEKTUBHbLIN OCMOTP

> [epkyTOpHO Hag nNErkMMm — HACHbIM  NEroYyHom 3BYK,
ayCKynbTaTMBHO Be3uKkyndapHoe AbixaHue. [lynbcauma Ha
ny4yeBbIX apTepumax Cc 00enx CTOPOH CUMMETPUYHas,
OAVWHAKOBOro  HanofiHeHusa. [paHuubl  OTHOCUTENbLHOM
cepagevyHon TynocTu Bo3pacTHble. [eATenbHOCTb cepaua
PUTMUYHAA, TOHblI NpurnyweHbl. KopoTknn cucTtonmnyeckmm
wym B |, V Toukax, nydwe BbiCnylMBaeTca B
OPU3OHTANIbHOM  MNOMOXeHun. KMBOT npu  nanbnauuu
MArkUn, ©0e30bone3HeHHbIN. [leyeHb y Kpas pebepHon gyru.
CeneseHka He nanbnupyetrcda. OTme4dyaeTca MacTO3HOCTb
rorieHen n cton. Ctyn HopmanbHbIK. ModveucnyckaHne He
HapyweHo. [lynbcaumss Ha  OegpeHHbIX — apTepusix
onpegenderca ¢  o0benx  CTOPOH, CUMMETPUYHas,
OAVHAKOBOro HamnoJSIHEHMUS.



KMIMHUYECKUE OBCJIEJOBAHUA

» KNWHWY. aHann3 KpoBu: HopMa.

» Koarynorpamma: coubpuHoreH — 4,6 rp/n (2-4 rp/n).

» bnoxum. aHanus kposu:. AJIT — 35,2 E/n, rnoko3a —

5,57 mmonb/n.

» [OPMOHaJsIbHbIe uccriedoeaHusi: peHUH — 292,0 MkME/mn
(3,11-45,6), agpeHOKOPTUKOTPOMNHbLIN FOPMOH - >1250,0
nr/mn (<406).

» [OpMOHasIbHbIe uccriedogaHusi: anbaocTepoH 764,51

nr/mn (nonoxeHue nexa: 14,20-156,50 nr/mn, nonoxeHue
ct104:13,30-233,60 nr/mn)

» HBsAq — 0,05 ME/mn (oTpuuartensHbi <1,00, NONoOXUTENBHbLIN
=1,0), AT (IgM+IgG) kK antTureHam HCV - 7,54 COI
(otTpuuarenbHbin <1,00, nonoxutenbHbin 21,0).




KMIMHW4YECKUE OBCJIEJOBAHUA

> AH. MOYU o6WL.: XXEeNT., CN.MYTH., ya.eec.-1025, p-uuns
KUCI., caxap — HeT, 6benok — HeT, J1.6-7 B n/3p, anuUT.M/.-
Heb.Kon-Bo, anuT.nepex. — 6-7 B n/3, pocdartsbl — eanH. B
n/s.

» CymoydHasi npomeuHypus:. 6enok — 0,13 r/n (Hopma —
0o 0,15).
» UccriedoeaHusi MO4YU: CyTOUHAst 3KCKpeL S

cBobogHoro koptunaosna — 119,400 mkr/cyT (75-520),
KOHLIEHTpauusa KkopTmnaorsa B obpasue — 11,94 mkr/an.

» UccnedoegaHusi mo4vu: agpeHanunH — 5,8 mkr/cyT (0-20),
HopagpeHanuH — 62,8 mkr/cyT (13,0-65,0).




KITIMHUW4HECKUE OBCJIIEQOBAHUA

> IXOKI. Pasmepbl kKamep cepgua, TOMWWMHA CTEHOK,
COKPaTUMOCTb MUOKapOa Xerygo4ykoB, CUCTONM4Yeckas
dYyHKUNS  KEeNnyaooukoB, remogmHamMuka HopMarsibHbIE.
ADeppaHTHaga xopaa B NEBOM Xeryaooudke.

> XM-OKIT + CMAL. [OuHammnka AL xapaktepHa Aans
CTabuUnNbHOM CUCTOSO-ANACTONIMYECKON apTepuanbHON
MNEPTEH3NM B TeYEeHMe CyToK. WHOoekc BpemeHu
rmnepteHsaumn — 97,3 %. CpegHee cuctonunyeckoe Al
aHem 151 mm pt.cT. (o1 135 go 163), HoYbo — 139 MM
pT.cT. (oT 112 po 157). UupkagHein nHgekc CAL 8%
(«nondipper»). CpeaoHee anactonunyeckoe AL aoHem 105
MM PT.CT. (oT 71 o 133), Houbo — 83 MM pT.CT. (0T 48 o
112). UnpkagHein nnoekc JAL 21% («overdipper»).




KMIMHWYECKUE OBCJIEOOBAHUA

> Y3U WX. He vyBenunyeHa,; CTPyKTypa W TKaHb 6e3
ocobeHHocTen. Pa3smepbl. nepeweek 3,2 MM, npaBas gons
27*14*13 mm, nesas gona 2/7*14*14 mm. B pexume LLOK
KPOBOTOK B Hopme. B neBou pone Kucta 4,1 Mm B
AnameTpe.

> Y3U XKKT . OxoHopmorpamma opraHoB OpHOLLIHOW NOSIOCTU U
MOYEK.

> [C MArl: TonwmHa OCA — N. OeBmauumsn xoga BCA c
YMEepPEeHHbIM reMognHaMU4YeCKMM caABUIroM, cnpasa Vmax —
100 cm/c, cneea Vmax — 94 cwm/c. OQuametp 1A cnpasa 3.0,
Vmax — 22 cm/c, cneBa 4.0, Vmax — 20 cm/c. YMepeHHas
3KcTpaBa3anbHasa komnpeccus A B cermeHTe V2.

» [JC cocy0doe rno4yek. nodyedHble aptepuun (BU3yannampyemole
oTAenbl) — MNPOCBET YETKUN, KOHTYPbl POBHbIE, KPOBOTOK
MarmcTtpanbHbli, cMMMeTpUYHbIN. 1A (ocH.ctBOon) — D — PS
57,6, PLO,57, S — PS 58,4, PLO,57.




KMIMHWYECKUE OBCJIEOOBAHUA

> MPT _20/108H020 Mo32a. [aHHbLIX 3a o04aroByl WU
OObEMHYIO NaTOSMIOrNK BeELLEeCTBa FONMOBHOMO MO3ra He
BbISIBIEHO. JKTOMUA MUHAOANMUH Mo3Xxedka. CHmKeHune
NHEBMAaTU3aLU MM KINETOK NEBOr0 COCLIEBUOHOINO OTPOCTKA.
PekomeHgoBaHa koHcynbstauua JIOP-spava.

> KT opz2aHoe 6prowHou nosiocmu, 3abprowuHHO20
npocmpaHcmea U _ma3sa. [aHHbiX 3a O0ObeMHYIo
NaTonormio B HAANOYEYHMKAX He BbIBNEHO.




KOHCYNbTALUUM CNEUMATINCTOB

» OKynucm: rnasHoe aHo: OU — [O3H bneaHo-po30Bble,
rpaHnLbl YETKNE, COCYAbl CETYATKM NONMHOKPOBHbIE.

> QHOOKPUHOJI02: OXunpeHue arMMeHTapHoO-
KOHCTUTYLMOHAasbHOE. MHCYNMHOPE3UCTEHTHOCTD.
[ Mnepnnasuns WUToBUOHOW Xenesbl.

» JIOP-epay4. [lpoBegoeHa aygmomeTtpua:. KoHOyKTUBHaS
TYrOyxXOoCTb C OBYX CTOPOH. OQKCCyAaTUBHbLIN OTUT CriEBa.
AQresmBHbIN OTUT C ABYX CTOPOH.

» KOHcynbmayusi _uHgekyuoHucma: nonydyaer anaret
1t/cyT, gonyterpasup 1t/cyT. B34aT aHanmM3 KpoBW Ha
MUP PHK HCV.




KMIMHUYECKUU OUATHO3

> OcHoBHOM: (I 15.2) BtopuyHaa cTabunbHass apTtepuanbHas
MMNEPTEH3NA MO OTHOLWEHMIO K 3HOOKPUHHBLIM  HapYyLUEHUSIM.
[Mnepanb4OCTEPOHN3M HEYTOYHEHHLIN (E26.9).

» ConyTtcTtByrowmu: (E66.0) Metabonnyeckmn cUHOPOM. OXUPeEHUe
alrIlMMEeHTapPHO-KOHCTUTYLMOHAbHOIo reHesa [l CTeneHu,
NHCYNTMHOPE3NTEHTHOCTD, aucnmnugemuq, apTepuarnbHag
rmnepteHsna. (E04.1) OpHoysnoson 306. (M35.9) [Oucnnasus
coeAVHUTENbHON TKaHW (abeppaHTHas xopada B JIEBOM XEIyOouKe;
YMEpeHHada 3KCTpaBas3alibHas KOMMpPeccus No3BOHOYHOW apTepuun B
cermeHTe V2; HecTabunbHOCTb LWEWHOro oTaena Mno3BOHOYHUKA,
rMnepmMobunsibHbIN CyCTaBHOW  CUHOPOM, NJ10CKO-BasibrycHas
nedopmauyma crton). (G45.0) BeptebpobasunapHas aptepuanbHas
HeOoCTaTOYHOCTbL Ha oHe Aaucnnasvm COeUHUTENbHOU  TKaHW.
(H52.2) CmewaHHbIn acturmatnam OU. (H74.1) AaresmBHbI OTUT C
OBYX CTOpOH. (H65) O3kccypatuBHbin oTUT cneea. (H90.0)
KoHOyKTMBHasA Tyroyxoctb C ABYyX CTOpoH. (J35.0) XpoHuyeckunn
KOMMeHcUpoBaHHbIN ToOH3UNNKUT. (B20.0). (B18.2).



NEYEHUE

> AHTUIrMNEepPTEH3MBHaA Tepanusa B Buae rnpuema
MHIMOUTOPOB aHrMOTEH3UHNPEBpaLlatlowero dpepmMmeHTa
(aHananpun 10 mr/cyTkn) adpdpekta He gan — ypoOBEHb
Al coxpaHsancs B npenenax
150-160/90-100 mm pT.CT.

> YunTtbiBad  CTabUMbHbIM  XapakTep  apTepuarnbHOU
MNepPTeH3nn  npu  MNOCTynfieHMnM B CTaumoHap,
M3MEHEHNS  TOPMOHANIbHOW  NaHenun,  OTCYTCTBUE
apdpekta OT MOHOTEpAnMMU  aHTUTMNEPTEH3UBHLIMU
npenaparamMmu y 4eBOYKN UMEET MECTO BTOPUYHbLIN reHes

apTepmaanon rTmnepTeH3nn no OTHOLWUEeHUIO K
QHOOKPUHHbBLIM HapPyLUEHNAM.



NEYERUE

> [lpn  BKMIOYEHMM B  JleYeEHME  KOMOMHMPOBAHHOM
aHTUIMNEPTEH3NBHOM Tepanuu (NnpounsBoAHblE
ouryugponupuamHa  (amnogunuH B go3uposBke 10
Mr/cyT)), aHTaroHMCTOB MWUHepPariokopTUKONAoB
(BepowinupoH B pgosmpoBke 100 wmr/cyT)) — undpsbl
apTepuanbHOro gaBreHus Haxoaunucb B npepenax 90-
ro nepueHTnnS.

» PebeHOK Hyxpgaetca B OoobcrnenoBaHuMM B YCNOBUAX
9HOOKPUHOSIOTMYECKOro OTAENeHna a1  npoBedeHus

OanbHeuLwewn andodepeHumnansHoOu ONarHOCTUKN
crneaywowmx  3abonesanmn:  AKTI-npogyumpytowiag
onyxornb, ageHoma rmnodgusa, BpOXOeHHas

rmnepnnasusa Kopbl HagnoyeyHukoB (aedouumt 11-b-
rmgpokcmnasbel mnu 17-a-rmgpokcunasbl) U nogbopa
Tepanuu.



BbiBOObI:

»Y [OEeBOYKM BbISIBNEHa BTOpUYHaAs  apTepuarnbHas
rmnepTeHsns, accounmnpoBaHHas C
rmnepanbgocTepoHn3MomM (YpOBEHb arbaocTepoHa 764.51
nr/mn npu Hopme Ao 233.6 nr/mn) M rmneppeHNHeEMUEN
(peHnH 292.0 MKME/mMn npum Hopme o 45.6). 310
yKa3blBaeT Ha NnepBUYHbIN nnm BTOPUYHbLIN
rmrnepanb4oCTEPOHU3M, TPEDYIOLLNIA NCKITHIOYEHNSA OMYyXOnu
HaaMNOYe4YHNKOB, TMNepnasnum Kopbl HaaNOYeYHUKOB WU
AKTI -3aBUCUMbBIX POPM.

» MoHoTepanua aHananpunom (MAlNP) He pana adpdekTa,
YTO TUMNWUYHO ONA JHAOOKPUHHBIX dopm Al KombuHauuga
BKK n aHTaroHncTa anbgocTepoHa 4aCTUYHO
HopMmanuioBana All, noareepxgas ponb anbO4oCTEPOHA B
naToreHese.



BbiBOAbI:

> QHOOKPUHHBLIE NMPUYMHBI apTepuanbHOW TMMEPTEH3UN Y
Oeten TpedyloT aKTUBHOIO UCKMNKOYEHUSA, OCODEHHO Mpu
aTUNMYHOM TeyeHun. PaHHASa OnarHocTuka no3BOnsieT

npegoTBpaTUTb OCJTOXKHEHUS " nogobparthb
naToreHeTU4Yeckyo Tepanuio (Hanpumep, aHTaroHUCTbI
anbgocTepoHa npwu rmnepanbaoCTEPOHMN3ME).

[Megnatpam  cnegyet  BKAOYaTb  FOPMOHanNbHbLIN
CKPWUHWHI B anroputm obcnenoBaHua aeten c Al.

N




bnarogapum 3a Bawe BHMMaHue!
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