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AHomanua ApHonbaa-Kunapu (AAK)

» 9TO rpynna BpOXAeHHbIX aHOManuin pa3BUTUSA roONIOBHOMO Mo3ra, Npu KOTOPbIX
OCHOBHbI€ HapyLleHUs1 cBA3aHbl C PYHKLMAMM MO3XKeYKa 1 NPoaonroBaToro
Moa3ra (4acTb FOflOBHOIO MO3ra, B KOTOPOW pacnonaratoTcs KU3HEHHO BaXkHble
LIEHTPbI — OblXaTeNbHbIA, COCya0oaABUraTeNbHbIN).

» CyTtb AAK 3akntoyaeTtcs B onyLeHnn MMHaannH Mo3)eyka B 6osbLuoe
3aTblSIOYMHOE OTBEPCTUE CO caAaBfieHNUEM MPOoAosIroBaToro Mo3ra 1 passuTmem
COOTBETCTBYHOLLNX HEBPOMNOrM4YeCcKUX CUMNTOMOB. [1pn 3TOM HU3KO
pacnosfioXXeHHble MUHAANNHbI MO3Xe4dKa 3aTPYaAHSAT LMPKYNALUUIO NMKBOpa C
HapyLleHWeM ero oTToka 1 passuTueM rugpouedoanum.

» CornacHo ctatucTuke, aHomanust ApHonbaa-Knapu BCTpeyaeTcsa ¢ HacToTOU
oT 3,2 oo 8,4 cny4yaes Ha 100 000 HaceneHus. CTosb LUMPOKUIA Ananas3oH
oT4yacTn obycnoBneH HEOAHOPOAHOCTLIO 3TOr0 NOPOKa Pa3BUTUS.

» AAK MoXeT nposiBnsaTbCcA B NtobomM Bo3pacTe nocne JencTBus
npoBoumpyloLero gakropa (MHMEKUU, MHTOKCUKaUWUS, TpaBMa, CUIlbHas
aMouMoHarnbHas Harpyska).

3axaposa, E. C. Cuigpom (aHomanus) ApHonbaa-Knapu kak nposiBneHne BpoxaeHHOro 3aboneBaHns B npakTuke Bpada-neguatpa / E. C. 3axapoBa, A. B. BopobbeBa // BeCTHMK HOBbIX MEOULMHCKUX TEXHOMOMMI [OnekTpoHHoe usgaxue]. — 2019. . — C. 34-37.
AspameHko, T. B. Manbdopmauusi ApHonbaa-Kunapu. MpeHatanbHble 1 knuHuyeckme HabnogeHws / T. B. ABpameHko, A. A. LesueHko, U. 1O. FlNopawrenko // MNepgnatpus [OnekTtpoHHoe usgaxue]. — 2014. — C. 87-88. Raynor, R. B. The Arnold-Chiari malformation / R. B.
Raynor // Spine (Phila Pa 1976). — 1986. , Vol. 4. — P. 343-344.



laToreHes

1. HapywweHne ambpuroHarbHoro pa3snTtma LeHTpanbHon HepeHou cnctemsl (LIHC) B couetaHmn ¢
HegopasBUTUEM Yepena v NO3BOHOYHMKA.
OTOT PaKTOp UMEET NPEUMYLLIECTBEHHOE 3Ha4YeHMe ansa dpopmupoBaHusa AHomanun ApHonbaa-
Kuapwu |l n [l Tnnos.

2. KpaHMOCUHOCTO3 U HEQOCTATOYHbIN POCT Yeperna, 0COOEHHO 3agHEN YEPEMHON AMKU, MOTYT
BbI3BaTb €ro cy>xeHne. CYUMTaeTCcs, YTO 3TO BbI3bIBAET CAABMNEHNE MO3XEYUKA, KOTOPbLIN
npoaBuraeTca BHM3 yepes 6onbLIoe 3aThblifIo4HOE OTBEPCTUE

3. lNoBpexaeHne CNMHHOIro Mo3ra ABMAEeTCA OgHUM N3 MeXaHU3MOB Marbgopmaunm Kuapu 2-ro
TMna. Bo3HuKaeT n3-3a BpoXXAeHHOW CMIMHHOMO3rOBOW rpbiXKn, 0ObIMHO NOSACHUYHO-
KpecTuoBOro otaena. Bo Bpemsi npogonbHOro pocta N03BOHOYHMKA CBA3AHHbLIN CTIMHHOM MO3r
pacTAarMBaeTcs, YTo B CBOIO oYepeb CMeLLaeT HePBHbIE CTPYKTYPbl B 3aHEN YEPEMHON AMKU

BHN3 YepeE3 bonbLloe 3aTblIoYHOE oTBEpCTUNE : I

Ringstad, G., Per Kristian E. Chiari malformation type — diagnosis and treatment / G. Ringstad, E. Per Kristian // Tidsskr Nor Laegeforen. — 2019. — Ne 11. — P. 139-149. 9. KpynuHa, H. E. ®opmupoBaHve manbdopmann Kuapu / H. E. KpynuHa // BecTHuk Y panbckon
MeAVLUMHCKOWN akagemmnyeckon Hayku. — 2016. — Ne 1. — C. 91.
Mechanisms of cerebellar tonsil herniation in patients with Chiari malformations as guide to clinical management / T.H. Milhorat [et al.] // Acta Neurochir (Wien). — 2010. — Ne 152, Vol. 7. — P. 1117-1127.

)

4. HapyLleHne nNMKBopogMHaMUKN.




KnuHuka

» ApTepuanbHas runeprteHsuns, guacrtonunyeckoe gasneHue 120 mm.pT.cT.,

» bornb B obnacTtu 3artbifika u Wewn, Kotopasa dyaet yeunmeaTbCs NpU Kalune,
HaTyXXuBaHun n YnxaHmn. OHa Hanbonee curbHa yTPoMm.

» CHuxeHa TemnepatypHas n bonesasi YyBCTBUTESNbHOCTb B pPyKax.

» Obmopokn.

» [MpucTynbl BbICTPLIX HENPOW3BOSbHBIX ABMXEHWUI rMNa3, Npu 3TOM 3padku
0ObIYHO ABUXYTCHA CBEPXY BHUS.

» HapyweHune koopauHaumun, ycunmeatroLleecd npu noBopoTax ronosbi.

» MoryT ObITb 3NNM304bl OCTAHOBKM OblXaHUS.

» Lllym B ywax.

» 3aTpyoHeHne MoveuncrnyckaHus nnmn, HaobopoT, ero HENPOU3BOSIbHbLIN
XapakTep.

» MoXeT ObITb, HapyLLUEHME MMOTaHUsA N OblIXaHNSA — B TSXKENbIX CrlyYasx.

OwnarHoctuka: KT nnu MPT.

MPT: onyLieHne CTPYKTYp 3agHEN YepenHOn SSMKU HUXe BOSbLLIOro 3aTbISTOYHOrO
OTBEPCTUA NOATBEPXKOAET ANArHO3.

MBaHoB B.A., EcdppemoBa H.A., Kupees A.T1. Meguko-6ronornyeckme npobremMbl XpOMOCOMHOM U FreHeTu4Yeckon natonorum [OnekTpoHHbI pecypc] / B.A. MBaHos, H.A. Edppemos // Kypck:
M3g-Bo Kypck. roc. yH- 1a, 2014. — 1 anektpoH. ont. guck (CD-ROM), Ne roc. peructpauun 0321400808.




Metabonunyeckuun cuHapom (MC)
ATUOSIONUA N NaToreHes

> 9T0 KOMMNIEeKC MeTabonnyeckux,
FOPMOHAarbHbIX U KIMMHUYECKNX HapPYyLLUEHUN,
TECHO aCCOLMUPOBAHHLIX C OXUPEHMEM
N ABNSOLNXCA (PaKTOPOB pMUCKa CaxapHOro
avabeta 2 TMna M cepae4vHO-CcocyamncTom
naTonorum, B OCHOBE KOTOPOro nexuT

MHCYJTMHOPE3UCTEHTHOCTDb.

«MPAKTUKA NEOVNATPAY; mapT; 2016; ctp.4 T.A. bokosa, 0. M. H., pogheccop Kaghedpbi neduampuu akynbmema
ycosepweHcmeosaHusi epayel [6Y3 MO MOHUKU um. M.®. Bnadumupckoeo, e. Mockea
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U3bbiTOoYHass macca Tena u oXxXupeHue KapauopeHanbHbIi MeTabonuyeckum ]
» QakTopbl OKpyXatoLLlen cpeasbl e LleHTpanbHbIN TUM OXUPEHNUS
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Kputepnun metabonmnyeckoro cmHgpoma

OCHOBHOM NpU3HaK:

» LeHTpanbHbin (abaoMUHanbHbIN) TUN OXXUPEHUSA — OKpYKHOCTb Tanun (OT) 6onee 80 cm
Y XXEHLLUUH 1 bonee 94 cM y MY>X4UH.

JononHuTenbHbIe KPUTEPUMN:

» AptepunanbHaga runeptoHus (AL = 140/90 mm pT. CT.) ¢
D)
> OXC - = 5,2 Mmonb/n; %‘R)

» XC JNMHM- = 3,36 mmonb/n. \

> XC INNBM- < 1,17 Mmmons/n; / \\\7" W

> YpoBeHb MioKo3bl NNna3mbl HaTolak coctaBndeT- < 7,0 Mmonb/n; >

» [loBbllWweHne ypoBHA Tpurnmuepuaos (= 1,7 mmone/n);

HocmoeepHbim MC cyumaemcsa npu Hanuvuu 3 kpumepuea: 1 OCHO8HO20 U 2 donoNtHUMeNnbHbIX!

BokoBa T. A. MeTabonuyeckui cuHopom y aeten : y4eb. nocobue / [Bokoea T. A.] ; M-Bo 3gpaBooxpaHeHnss MockoBckown 0611., FTBY3 MO MOHUKN nm. M. ®. Bnagumumpckoro, dak. ycoBepLueHCTBOBaHUSA Bpayven, Kad. negnatpum. - M. : ®opTte npuHT, 2013. — C 6.



NMpusHakm MC

> [eHeTnyeckas NpeapacnonoXeHHOCTb K OXKMPEHUIO, caxapHoMy amnabety 2-ro
Tuna, apTepuanbHON rMnepTeH3uu, niemmyeckon bonesHn cepaua,
NHaPKTy M1okapaa, UHCymbTy, 3aboneBaHnaM renatodbunmapHom
CUCTEMbI OOMEHHO-BOCMNANMUTENBHOIO XapakTepa.

» Y3W neveHn: Hann4vmne XXUpoBbIX OTIIOXKEHNN, YTO SBNSIETCSA NPU3HAKOM
cTeaTo3a NeYveHu;

» Y3W CTEHOK apTepuit: Hann4Ynn aTepockepoasa:

» OKI': HapywleHnn cepageyHoro putma.

MeTabonuueckuii cMHApoM. YuyebHoe nocobue / K0.MN. YcneHckuid, HO.B. MeTpeHko, 3.X. MN'ynyHos, H.J1. LLanoposa, t0.A. ®oMuHbIx, P.M. Huszos - CM6., 2017. - 60 c



Ileab padoOThI:

AHarnus KnuHuU4ecKoz20 criydas apmepuarbHou auriepmeH3uu y pebeHka
12 nem ¢ aHomarnueu ApHornboa-Kuapu u memaboriu4yeckum cUHOPOMOM.




KnuHnyecknm npumep

Poaoutenn manesvnka 12 net, obpatunmcb Ha
npmMem c xanobamu Ha royioBHyr 00onb,
rosIoBOKpYXeHue, bonb B obnactu cepaua
KOMIOLLEro Xxapakrepa, NoBbILLIEHNE
apTepuanbHoro gasneHuna go 160/100 mm.pT.cT.,
N30bLITOYHYIO Maccy Tena.




KnuHunyecknm npumep )

» AHaMHe3 3abosieeaHusi. Bnepsble xanobbl nossunncbk B Bo3pacTte 10 net. B xoge
obcnegoBaHna pebeHKy bbinia npoBeageHa

» Jlnnngorpamma: Tpurnuuepuabl 2,43 mmorns/n (Hopma 0,34- 1,41),
xonectepuH 6,04 mmons/n (Hopma 2,95-5,2),
xonectepwuH JIMNBI 1,41 mmon/n (CpeaHss cteneHb pucka),
xonectepwuH JIMNHMM 4,14 mmone/n ( cpeaHsas cteneHb pyucka),

» KoadhdpmumeHT aTeporeHHOCTU: 3,28 - yrpo3a pasBuUTUA aTepPOCKIIepO3a;

» Ha3sHa4vyeHo neveHwue: JleuebHOE NUTaHME NO BO3paCTy, MOKCOHUAWH,

KapBeaunors, nymnaH, NeHToOKCUunnuH, marde B6, dpeHnbyT, nmnoesasi KUCoTa.

» Yepes gBa mecsdua Ha oOHe NpPOBOAMMOM Tepanuu apTepuaribHoe [OaBneHune B
npegenax HopMbl MO BO3pacTy, nokasartenu nunnaorpamMmmbl
HOpManu3oBasnuco.

» Jlununpgorpamma:

Tpurnuuepuabl 2,23 mmone/n (Hopma 0,11-2,30),
obwmn xonectepuH 4,08 mmons/n (Hopma 2,80-5,04),
xonectepwuH JIMNBI1 1,21 mmon/n (Hopma 0,00-3,36),
xonectepwuH JIMNHI 2,85 mmons/n (Hopma 0,00-3,36),

» WHpekc aTteporeHHocTU:. 2,37mmornb/n (Hopma 0,00-3,00).




KnuHuyecknm npumep 3)

AHAMHE3 XW3HWU: pebeHok oT Il OepeMeHHOCTW, MpoTeKaBWEN C Yrpo3on
npepbiBaHnsas B 15, 24, 31-32 Hed., MHOroBoaMeMm, aHemmen 6O6epeMeHHbIX,
recTaLuuoHHbIM caxapHbiM anabetom. Poabl Il cpoyHble, | 3 aBonHW. Poauncsa ¢ maccowu
Tena 2450,0 r. PaHHUM aHamMHes3 runoTtpodous | CT., HeoHaTanbHaa aHeMUS.

PebeHOK ¢ 1 wmMecsua >XM3HW HA WCKYCCTBEHHOM BcCKapmnuBaHuu. B nutaHuu
npucyTCTBOBana MaHHaa Kawa Ha KopoBbeM Morsioke. [lpuBut. PacTteT n passmBaeTcs
no so3pacty. bonen OPBW, ns getcknx nHMekunm - BETPSHON OCMOW.




IdnHamMuka pacnpegeneHusa Macchbl Tena v pocra

Bo3pacT LleHTUIbHbIN PocT LleHTuNbHbIN n
MHTEepBan MHTEepBan
net >97

MT
24 Kr 110 cM 25-75 19,8

6 nert 29 Kr >97 117 cm 25-75 21,2
7 net 31 kr >97 123 cm 25-75 20,5
8 ner 32 Kr 90-97 129 cm 25-75 19,2

9 ner 41 kr >97 137 cm 75-90 21,8
10 net 49 kr >97 140 cMm 75-90 25

12 net 67 Kr >97 164 cm >97 24,9

Y pebeHka ¢ 5 netr ctabunbHO (Pu3ndeckoe pasBUTME PE3KO OMCrapMOHMYHOE 3a
CYET N30bITOYHOM MacChbl Tena.

CeMenHbIN aHaMHEe3 OTAroLEeH No caxapHoMy amabeTty |l TMna no »XeHCKoW NUHUK co
CTOPOHbLI MaTepu.

Y martepu marne4vmka ¢ paHHero getcrea n3dbiTodHada macca tena. Oteu ymep B

39 net oT MHcynbta, y 6abylwkm No NMHMKM oTua apTepuanbHaa rmnepTeHsnsa Oo
200/105 mm.pT.cT. AnNnepronornyecknin aHamHes: He OTSATOLLEH.




KnuHnyeckun npumep @

O6bekTBHO: Bec- 67kr (>97), pocT-164 cm (>97), okp. ronoBbI-57 cM (75-90), okp.
K- 91cm (>97),UMT- 24,9 (BbICOKUN).

T- 36,5 AOQ np.pyka- 110/75 mm.pr.ct., A neB.pyka- 115/80 mm.pt.cT., YUCC-
75ya/muH. Y 20 B MUH.

Pu3nveckoe passuTne BbICOKOE, AUCTapMOHUYHOE 3a CHET NOBLILLIEHUA NoKasarenemn
MaccChkl Tena, pocTa, OKPYXXHOCTK rPYAHON KNETKM.

CocTosiHMe pebeHka cpeaHeli CTeneHn TAHKECTN N0 OCHOBHOMY 3ab0mneBaHuIo.

KoXHble NOKpOBbI TENECHOro LBeTa, OObIYHOM BMAXXHOCTU, Ha NULE UMEIOTCH yrpeBble
BbICbINaHUA, OTEKMN HE ONPEOENSAOTCS.

Buanmble crnvauctble 060M04Ykn pO30BOIN OKpacku, 6e3 NaTonorM4eckmx BbiCbiNaHUI.

CocTofiHne NOAKOXKHO-XMPOBON KNeTHaTKX: U30bITOMHbLIE XUPOBLIE OTNOXEHUA
npeMMmyLLecTBeHHO B 0Gnactu XuBoTa, yBenuieHne MornoudHbIx xenes. Ha
CUMMETPUHHbBIX YHacTKax KOXW, NOKanu3oBaHHbLIX B NOAMbILLEYHbIX BnaguHax, Ha wwee
N NOKTEBbIX crnbax HabnopaeTca 4OOpOKaYeCTBEHHbIN YePHEIOLLUA aKaHTO3.

[Mepudepunyeckne nuMoyarnbl, He NanNbNUPYTCS, HE YBENUYEHbI. [MNepMobubHOCTb
cyctaBoB. IMetloTCcs BTOPUYHbIE NOSI0BbIE MPU3HAKN.

[TepKyTOpHO rpaHuLbl cepala He naMeHeHbl. [lesaTenbHOCTb cepaua pUTMUYHasA, TOHbI
rPOMKMeE.

CUCTONMNYECKMI LLIYM Ha BEPXYLLKE.




CAXAPHbIV
OUABET 2 Tuna

ONOOEPEHLIMANBbHBLIN
AUATHO3

BOJIE3Hb MLIEHKO-KYLUUHIA




KnnHnyecknun npumep (5)

e\

JlabopamopHoe obcredosaHue P
» Jnnnporpamma: Tpurnuuepnabl (1) 2,0 mmone/n (Hopma 0-1,7), /
obwun xonectepuH (1) 5,50 mmone/n (Hopma 0-5,2), -
- -
xonectepuH JIMBIT (1) 1,15 mmons/n (Hopma 0,00-1,03), ™ f‘;_!ﬁ_ e

xonectepuH JIMHI (1) 4,5 mmone/n (Hopma 0,00-3,3),
» WHpekc aTteporeHHocTU: (1) 4,05 mmone/n (Hopma 0,00-4,00)- yrposa pasBuTuUsa aTepockrieposa.

» Caxap KpoBM HaTowak: 5,9 mm/, yepes 60 MuH. nocne Harpysku 9,6 mm/ yepes 120 MuH.
nocre Harpyskn 5,2 mwm/.

» WmmyHohepMeHTHbIN aHanu3: AT K TupoungHon nepokcugase - 3,60 ELO/mn (Hopma 0 — 30),
TTI — 2,12 mkME/mn (Hopma 0,23 — 3,4),
T4 cB. — 20,3 nmonb/n (Hopma 10,0 — 23,3), T3 cB. — 6,5 nMonk/n (Hopma 2,5 — 7,5).

» MonekynsipHo-reHeTu4yeckmn tect (AHK): OtcytrctBne mytaumm B reHax LDLR, APOB, PCSK9, LDLRAP1,
ABCG5, ABCGS8, CYP7AL.

» leHe3 apTepuanbHOW rMNepTeH3un, BepossiTHO, 00ycnoBreH MeTabonnyeckuMmmn HapyLUeHUsIMU.

> WccnepoBaH xonecTepuH y maTepy 1 poaHoOM cecTpbl B npeaenax HOpMbI.



KnuHuyeckmnmn npumep (6)

NHcmpymeHmanbHass OuacHocmuka

» I9KI: Putm cuHycoBbi, HeperyndapHein, UCC 68-77 yo/MuH. 3On. OCb cepaua BepTukanbHas nosuuus cepgua
BepTuKanbHasa.CuHApoOM HamKenyao4vkoBoro rpebelika. CnHycoBasi Hecneunduyeckas BHyTpuXKenygoykosasa drnokaga.

> IXO0-3C: [MpusHaky NUKBOPHOW rMMNEepPTEH3NUMN OTCYTCTBYIOT.

» Y3OI cocynoB ronoBbl U WwWeun: BeptebpobasnnnspHas HeaQocTaTtouHOCTb C AedUUNUTOM KPOBOTOKA NO NpaBo MO3BOHOYHOW
aptepumn (25%) n ocHosHoro (5%) aptepmam.ToHYC 3KCTpa- U MHTPaKpaHUaribHbIX apTeEPUN NOBbILLEH.

BeHO3HbIN OTTOK 3aTpyaAHEH YMEPEHHO 13 nepeaHnX otaenos moara. BeHbl 6e3 natonorum.

» MPT ronoBHoro mo3ra ¢ MP- aHruorpacdumen: [JononHuTenbHbIX 06pasoBaHMM N y4aCTKOB M3MEHEHHOW WHTEHCUBHOCTU
rOSTIOBHOrO MO3ra He BbISIBNEHO. ACUMMETPUYHOE pacLlLupeHue Xenyao4koson cuctemsl. lNponanc muHaanukos Mo3xevka b30
¢ narepoaucnokaumen 3yba C2 otHocutenbHo cyctaBHon hacetku C1l BneBoO U yMEHbLUEHMEM CaruTTanbHoOro pasmepa
NO3BOHOYHOIO KaHana Ha ypoBHe 3ybosuaHoro orpoctka C2 - npusHakm HECTabUNBLHOCTU reMOAUHaAMUKMA.

CHwxeHune uHteHcuBHocTu MP-curHana ot kposotoka npasou MNA B cermentax V4-V5 Ha hoHe ee BbipaXXeHHOW U3BUTOCTH
U Manoro Anametpa.

NMoBTOpHOE: : ;
> MPT ronosHoro mo3ra ¢ MP- aHrnorpacmen: MP-gaHHbIX 32 OObEMHYIO M O4aroByto NaToNornio roNoOBHOMO Mo3ra, Ha
MOMEHT UCCNeaoBaHuA, HE BbISIBIIEHO. ACUMMETPUA U YMEPEHHOEe paclumpeHue DOKOBLIX Xenyno4KoB.
HesHauuTenbHoe paclumpeHue KOHBeKCUTanbHbix cybapaxHonaanbHbiX NPOCTPAHCTB. YMEPEHHO BblpaXXeHHaA aKTONUA
MUHOaNUH Mo3Xeuvka. Menkasa kucTta (nonun?) npaBon BEPXHEYENOCTHOW Nasyxu.
» Y3U wmtoBMAOHON Xene3bl: OXONpu3Haku runepnnasmm LWMTOBUOHON Xenesbl.
» Y3U noyek u moyeBoro ny3blpa: [Npasasa u nesas novka 6e3 axorpadpmyecknx nsMeHeHn. HopmansHasa KapTuHa MOYEBOIO.



KnuHuyeckum npumep 7

KoHcynbmauyuu cneyuasucmoe

» OHAOKpUHoNor: BbisiBNEH HU3KN YPOBEHL HATPUA U
oucnunuaemma 3 Tuna.
Ctpun  Het. BropnyHble nonosblie npmnsHakn AxO 31-2 Q1.
LLlInToBMOHAA XXenesa He yBennyeHa.

> HeBponor. AHOManua kKpaHuoBeptebpanbHOro nepexona
BapuaHTt ApHonbaa-Kuapu ¢ pegnekropHon nupamMuaHOW
HEAOCTaTOMHOCTbIO. [unonnasma “  U3BUTOCTE NPaBOW
NO3BOHOYHOW apTepun.

> Henpoxupypr: ¥ pebeHka no pesynsratam MPT ronosHoro
MoO3ra BblaBneHa aHomanua Kuapu | tuna (nponabupoBaHue
MUHAAnNMKOB Mo3xXe4dka B B30 no 6 mm).
Ha momeHT ocmoTpa y pebeHka B NS 6e3 natofiorm4eckomn
HEeBPOSIOrM4eckon cCMMNTOMaTuKN. B Henpoxmnpyprmieckom
nevYeHnn He HyXxgaeTcs.




BbiBoab! | aTana paboTbl

[eTtanbHbin cOOpP aHaMHECTUYECKNX OaHHbIX (aHaMHe3 3aboneBaHnUA U XXU3HW),

dHalJin3a KIMTMHN4YEeCKUX, NHCTPYMEHTAJ1IbHbIX U na6opaToprlx AadHHbIX
MNOo3BOJTUITO UCKITHOYUAUTb.

» TUMOTUPEODS,
» akpowmeranuio,

» bone3Hb NueHko-KylumHra,

» caxapHbln gmnaber,

» CEeMEeUHYI0 rnmnepxonecrtepuHemMuio.



OOocHOBaHMe KNMHU4YeCcKoro AmarHo3sa

» Ha ocHoBaHuu xxano6 pebeHkKa: Ha rofiloBHy 60sb, FONIOBOKPYKEHNE, Bonb B 061acTy cepaua KOMLero xapakrepa,
noBbILEHNE apTepuanbHoro gaeneHnsa Ao 160/100Mm.pT.CT.,n36bITOMHYIO Maccy Tena;

> AHamHe3a 3aboneBaHusi: B 10 netHem Bo3pacte npu obcrnegoBaHuUM OaHHbIX NUNUAorpamMmmbl, KoadouumneHTa
aTeporeHHOCTn, aPGPEKTUBHOCTU NPOBOAMMON Tepanuu, Hopmanmsauma nokasaresnien nMnuaorpaMmmel.

> AHaMHe3a XW3HU:. rectauMoHHbIN caxapHbin Auaber. PaHHUM aHamHe3 runotpodwma | CT., HeoHaTanbHad aHeMus.
PebeHok ¢ 1 mecsiLa XU3HN Ha UCKYCCTBEHHOM BCKapMJSInBaHUM, CO CIIOB MaTepu, B NMMTaHUN NpUCYTCTBOBAsia MaHHas
Kala Ha KopoBbeM Morioke. Y pebeHka C¢ 5 net ctabunbHo usmyeckoe pasBuTUE PE3KO AUCrapMOHUYHOE 3a CYEeT
NoBbILLEHNA MoKasaTenenm maccobl Tena. CeMenHbln aHaMHE3 OTAroweH no caxapHomy awnabety |l TMna no XeHckown
NIMHMN CO CTOPOHbLI MaTepun. Y Matepu Mmarnbimka ¢ paHHero getcrea u3bbiTodHas macca tena. OTeu ymep B 39 net ot
NMHCYNbTa, Y 6abyLLKK No NUHUK OoTua apTepuanbHas runepteHsus go 200/105mMm.pT.CT.

» OO6BbeKkTUBHOro ocmotpa: dPusmyeckoe pasBuTre BbICOKOE, ANCTAPMOHNYHOE 3a CHET MOBLILLEHUS1 NoKa3aTenen Macchl
Tena, poCTa, OKPYXHOCTU rpydaHon knetkn. CoctosiHne pebeHka cpedHel CTEMEHU TSKECTUM MO OCHOBHOMY
3aboneBaHuno. Ha nuue umerotcs yrpeBble BbiCbiNaHusl. COCTOsIHME MOAKOXHO-XMPOBOW KNeTdyaTku: M30bITOYHbIE
XMPOBbIE OTMIOXEHUS MPENMYLLECTBEHHO B 00MacTu XMBOTA, YBENMYEHME MOJIOYHbIX Xene3. Ha cMMMEeTpUYHbIX
yyacTKax KOXW, IOKann3oBaHHbIX B MOAMbILWIEYHbIX BMaguHax, Ha LWee W JOKTeBbIX crubax Habniogaercs
00OpOKaYECTBEHHbIN YEPHELWLNA akaHTo3. IMeTCsi BTOPUYHbBIE MOSOBLIE NMPU3HAKMW.



OaHHbIX naGopaTopHOoro o6cneaoBaHUA HAa MOMEHT NOCTYNIEHUSA:

» nunupgorpamma: Tpurnuuepuabl (1) 2,0 mmone/n; obwmnn xonectepuH (1) 5,50 mmonb/n; xonectepuH JIMNBI (1) 1,15 mmone/n; xonectepuH JIMHI (1)
4,5 MMonb/N; MHAEKC aTeporeHHocTH (1) 4,05 mmonb/n - yrpo3a pasBuTUsS aTepoCcKneposa;

caxap KpoBM HaTowak: 5,9 mm/, yepes 60 M1H. nocne Harpy3kn 9,6 mm/ Yepes 120 MuH. nocne Harpy3ku 5,2 mwv/;
oTcyTcTBMe mytauum B reHax LDLR, APOB, PCSK9, LDLRAP1, ABCG5, ABCG8, CYP7AL;

reHes apTepmaanoPl r’mnepTeH3nn, BEPOATHO, o6ycnosneH MeTabonnyecknmm HapyLleHNAMN,

YV V VYV V

uccnegoBaH XOnecTepuH y MaTepu U poaHOM cecTpbl B npeaerniax HOpMbI.

» MPT ronoBHoro mo3sra ¢ MP- aHrmnorpadwmen: [JononHuTenbHblx obpasoBaHnin N y4acTKOB M3MEHEHHOW WHTEHCUBHOCTM FOFIOBHOMO MO3ra He
BbIsIBIEHO. ACUMMETPUYHOE pacLUMpPeEHne XenyaodkoBon cuctembl. [Mponanc muHganukoB Mosxedka B30 ¢ natepoaucnokaunen 3yba C2
OTHOCUTENbHO cycTaBHoM haceTkn C1l BEBO U YMEHbLLEHNEM CarMTTanbHOrO pasmepa No3BOHOYHOrO KaHana Ha ypoBHe 3yboBmaHoro otpoctka C2
- NPU3HaKN HecTabunbHOCTM reMoanHaMmnkn.CHmxeHmne nHteHcmsHoctn MP-curHana ot kpoBoToka npasown A B cermeHTax V4-V5 Ha doHe ee
Bblpa>X€HHOW U3BUTOCTU N Marioro guameTpa.

MoBTOpHOE:
» MPT ronosHoro mo3sra ¢ MP- aHrnorpacpmen: MP-gaHHbIX 3@ O6bEMHYIO M O4aroBy0 NaTONOMMIO FONIOBHOMO MO3ra, Ha MOMEHT UCCNeaoBaHus, He

BbIsIBfIEHO. ACUMMETPUS U YMEPEHHOE pacLumpeHne BOKOBbIX Xenyao4ykoB. HesHaunTenbHOe paclinpeHne KOHBEKCUTarnbHbIX cybapaxHomnganbHbIX
NPOCTPaHCTB. YMEPEHHO BbIpaXXeHHast aKTONUA MUHOaNnMH Mo3xedyka. Menkas kucta (nonvn?) npaBon BEPXHEYENHOCTHOM Nasyxu.

> HeBponor. AHomanua kpaHuoBepTebpanbHOro nepexoga BapuaHT ApHonbga-Kuapn ¢ pednektopHonm nupaMmmgHon HegoCTaTOYHOCTLIO.
[Mnonnasnsa n N3BUTOCTbL NPaBOM NO3BOHOYHOW apTEPUMN.

> Henpoxupypr: Y pebeHka no pesynsratam MPT ronosHoro mosra BbisiBrieHa aHomanusa Knapu | Tuna( nponabuposaHne MMHAANMKOB
Mo3xeyka B B30 go 6 mm).



KnuHnyecknn gnarHos

OcHoeHou: (115) Bmopu4Hasa apmepuanbHas a2unepmeH3us.
Conymcmeyrowuu: Memabonudyeckui cuHOpomMm (abOomuHarnbHbIU mun

oxupeHus, UMT - 25, aunepanukemuss Hamouwlak).
(Q07.0) AHoManus KpaHuo-eepmebparnbHo20 nepexoda ApHonbda-Kuapu ¢
pegnekmopHou nupamMuoHou HeodocmamoyHocmstio. lunonnasus u

u3euMocCcma ripaesou rno38oHO4YHOU apmepuu.



BbiBoAbI

» ApmepuanbHasa aunepmeH3us y pebeHka ¢ aHoManueu ApHonbOa-
Kuapu u wmemabonu4yeckuMm CUHOPOMOM sensemcss pPeokKuM
codyemaHueM CUMMNMOMO8, KaXxOblu U3 KOmMOpbIX MOxXem
noooepxxusamsa rnosbiwieHuUe apmepuarnbHo20 0asneHus.

» Tpebyemcs 8HUMamMerlbHbIiU nooxoo K paspabomeke
duagHoCmMu4ecKux Meponpusmud u 6 nodbope mepanuu
nayueHmoes 0aHHoOU Kameaopuu.

» U3yuyeHue aHaMHecmu4eckux OaHHbIX, KMUHUYECKUX nposeneHuu,
aHanui nabopamopHbIX U UHCMpyMeHmarbHbiXx 06cnedoeaHud,
ro3eornsem ycmaHo8umb npasusibHbIU 0ua2Hos3.
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