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OCHOBHEIE MOJIO’KEHUS
O CI/IHILpOM BCFCTaTHBHOf/'I )II/IC(i)YHKHI/II/I ABJISICTCS aKTyaJ'II)HI)IM BOHpOCOM COBpCMeHHOﬁ MCOUITUHEBI,
HO JIOJKCH OCTaBaThCsl IMAarHO30M-HCKIIFIOUEHUEM, YCTAaHABIMBAEMbIM TI0CJIE TIOJTHOILICHHOTO JIMArHOCTH-
YECKOTO MOUCKA, TaK KaK 3a4acTyIO TI0J] MAaCKOM CHHIPOMAa CKPBIBAIOTCS JIpyrue 3a0oieBanus. B nanHOM
KJIMHUYECKOM CIIydac OMMCAHO BBISBICHUE coueTaHusi anoManun Kummeprne n manbdopmanun Knapu
y nmanmueHTa, OCHOBHBIM JTHAI'HO30M KOTOpOFO J0JIT0C Bper[ 6I)IH CI/IHI[pOM BeI‘eTaTPIBHOﬁ I[I/IC(i)YHKHI/II/I.

Cunnpom BeretatuBHOW quchyHknnn (CBJl) — akTyanpHBI BOIPOC COBPEMEH-
HOW MemmnuHbL J(nddepernnansHas TUarHOCTHKA TAHHOW IAaTOJOTHHA YacTo
BBICTYMAET CIOXKHOW 3a/lauell Uil MPAKTUKYIOLIEro Bpadya, Beb MO MACKOM Be-
reTaTUBHOW ANC(HYHKLIUH MOXET CKpBIBaTbCS OpPraHMYECKOe 3a00JeBaHHE pas-
JIMYHOH 3THONOTHH. B cTarhe onmcaH ciy4aii BEISBICHUS Y peOSHKA COUETaHHBIX
anomammii Kummepne n ApHonsaa — Kuapu, KoTopbie 101roe Bpemst He ObuTH JIH-
arHOCTUPOBAHBI U3-3a TOTO, YTO KIMHUYECKAs CUMITOMATHKA (CHHKOIAJIbHBIC U
IIPECUHKONAIbHBIC COCTOSIHUS, TOJIOBOKPYKEHHUS, OOIM B 3aTbUIOYHOM 001acTH,
yCUIMBAOLIMECs MpHU (PU3NYECKUX Harpy3kax W SMOLHMOHAJILHOM HAIPSKECHUH,

Pesrome MTOJTEMBI aPTEPHAILHOTO JaBJIeHHS 10 160 MM PT. CT.) HACHTUYHA TAKOBOW IPH
CB/. Ilocne mpomomxutensHoro HeaddekTuBHoro nedenus CBJl 6ompHas Ha-
MpaBlieHa Ha oOcienoBaHne B HaydHO-MCCliemoBaTeIbCKUN KIMHUYECKHA WH-
CTUTYT MEIUATPUU U JETCKOM xupypruu uMenu akaaemuka FO.E. Benpruiuena,
I7ie MOCJIe PsAJa JOMOJHUTEIBHBIX UCCIEA0BAHNN YCTAaHOBJICHBI BhIIIICYKa3aHHBIE
AQHOMAJIMM, BBI3bIBABIINE KIMHUYECKYI0 CHUMITOMATHKY, OCCIIOKOMBILIYIO Mally-
eHTKy. Ilocie Xxupyprudeckoro JieueHus MalMeHTKa B TeyeHue 6 Mec. xajiol He
npeabssisia. [IpeacTaBineHHbI KIMHUYECKUHN cilydail moareepxkaaet, uro CBJI
JIOJKEH OBITh TUAarHO30M-HCKIIIOUCHUEM, KOTOPBIN CTaBAT MOCIE KOMIIJIEKCHOTO U
BCEOOBEMIIIOIET0 00CIEI0OBaHMS.

...................................................................................................................................................... .
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Highlights
* Autonomic dysfunction syndrome is an urgent issue in modern medicine, however, it should be
an exceptional diagnosis, established after a comprehensive diagnostic study, as many diseases can
often appear as this syndrome. The presented case describes the patient with a combined pathology of
Kimmerle's anomaly and Chiari malformation, who was diagnosed with autonomic dysfunction long
time ago.
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Abstract

Autonomic dysfunction syndrome (ADS) is a topical issue of modern medicine.
Differential diagnosis of this syndrome is often a difficult task for a practicing
physician, because an organic disease of various etiologies can be hidden under
the guise of autonomic dysfunction. The article analyzes a clinical case of a
patient with a combined pathology of Kimmerle's and Arnold-Chiari anomalies,
which were not diagnosed for a long time due to the fact that clinical symptoms
(syncope and presyncope conditions, dizziness, pain in the occipital region,
aggravated by physical exertion and emotional stress, rises in blood pressure up
to 160 mm Hg) are identical to those in ADS. After prolonged treatment of ADS
without any positive effect, the child was sent to the Research Clinical Institute
of Pediatrics and Pediatric Surgery named after academician Yuri Veltischev.
Having received surgical treatment, the patient had no complaints for 6 months.
The presented clinical case confirms that the diagnosis of ADS should be an
exceptional diagnosis, established only after a complex and comprehensive

examination.
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Cnmcox cokpaieHui

AJl — aprepmarbHOE TaBIICHUE
CBJl — cmHIpOM BEreTaTHBHOU TUCHYHKITHN

YCC — gacToTa CepaeIHBIX COKpAIIEHUH

BBenenue

Cungpom BeretatuBHoOW nucynkuuu (CBJ) o6-
YCJIOBJIEH MOJUCUCTEMHBIMU PACCTPOUCTBAMHU, BBI-
3BaHHBIMH HapyIIEHWEM pabOThl HAJICETMEHTAPHBIX
BETeTATUBHBIX CTPYKTYP, MPUBOSAIINX K H3MEHEHUSIM
BEreTaTUBHOW PETYJISIUU IeATeIbHOCTH BHY TPEHHUX
OpraHoB, COCY/IOB, 00OMeHHBIX nporeccoB. [Ipu CBJ]
HaAOJIOIA0TCSl BOBJIICUCHUE B IMATOJOTHYECKUN IIPO-
L[ECC MHOTUX CHCTEM, B YaCTHOCTHU CEPAEYHO-COCY-
JIUCTOM, a TaKXKe AMOIIMOHATbHBIC HAPYILIECHUS. DTUM
0OBSICHSIETCS HWCIOJb30BaHUE BpadyaMW CHHOHHUMOB
CB/l: BereraTuBHBIM HEBPO3, BEIr€TOCOCYAUCTAS JIU-
CTOHUS, HEUPOUUPKYISATOPHASL TUCTOHUS, HEHPOLIUP-
KYJISITOpHAs aCTEHUs, BereTo3 u Ap. B Hamieit ctpane
JI0 HAaCTOSIILEr0 BpeMeH! npuMensaercst Tepmud CBJL,
COTIIacHO pabouell KiacCUPUKALNU, TPEITIOKESHHON
H.A. benokons (1987 r.). JlanHas knaccudukanus
MO3BOJISIET YYECTh TeHe3 (TIePBUYHBIN, BTOPHYHBIN) U
BapuanT CBJl, sTHonoruueckuii GpaxTop, OpraHHyIo
JIOKaIU3a1uIo, CTENIEHb TSDKECTH U XapaKTep TCUCHUS.
[Ipu mocTaHOBKE AAaHHOTO JUArHO3a Ba)KHO OTIpE/Ie-
nuTh, aBuserca Ju CBJl OCHOBHBIM WJIM COIYTCTBY-
IOIUM 3200JICBaHHEM, OTHOCHUTCS JU CHHAPOM K
npen0oIe3HH UITH K YKe TeKyIiei oonesnu. Jlis aHo-
Maauu Kummeprie xapakTepHbI paccTpoOHCTBa remMo-
JMUHAMUKH B BEPTEOPOOA3HIIIPHON CUCTEME B PE3Ylh-
TaTe KOMIIPECCUOHHO-CTEHO3UPYIOUIETO HUPPUTATUB-
HOTO 3 peKTa CO CHIKEHUEM 00bEMHOTO KPOBOTOKA
1o no3BoHOYHOW aprepuu [1]. AHomanusa Kummepie
MPOSIBIISICTCS TMOMUMOP(PU3MOM CUMIITOMOB, CpEId
KOTOPBIX B 3HAUUTEJIbHOU CTEIEHH OTMEUECHBI Bere-
TaTUBHBIE TUCOYHKIUU (CUHAPOM MAaHUYECKHUX aTak,
TOJIOBOKPYKEHHUE, TOJIOBHASL 00Jb, ONIYIICHHUE Kapa

B TOJIOBE MJIM 1€, YyBCTBO YAYLIbs, 03HOO, OHEMe-
HUE W JpO)KaHUE PYK, CKAYKW apTEepHaIbHOrO JaB-
nenus u Ap.) [2]. B takux ciydasx OoJbHbIE MOTYT
JUTATENBHOE BpeMs HaOmonarbes ¢ auardozom CBJI,
JUTATENBHO MTPOXOJUTH 00CIeIOBaHUE U TTOTyYaTh He-
s dexrtuBHOE NeueHue [1].

Anomanus Apaonbja— Kuapu 1-ro tumna nan6osee
4acTO COMPOBOXKAAETCS CUMITOMAMH, TaKKe Xapak-
tepabiMu 111 CBJ] (TrotoBHAast 00J1b, TOTOBOKPYKCHHE,
HapyIIEHUs 3pEHHs, allHOd BO CHE M Jp.), 00yCIIOB-
JICHHBIMU CIIAaBIIUBAHUEM HEPBHOW TKaHW Ha YpPOBHE
KPaHHOBEPTEOPAILHOTO COSIMHECHHUSI WM HapyIICHU-
€M OTTOKa CITMHHOMO3TOBOM Xuakoct [3, 4]. AHoma-
must Aprnonsaa — Kuapu — BpoxieHHOe 3a00eBaHue
HEPBHOW CHCTEMBI, ITPU KOTOPOM OCHOBHBIE Hapyllle-
HUSI CBSI3aHBI ¢ (YHKIMEW MO3Ke4Ka M IMPOJ0IroBa-
Toro mosra. CyTh JaHHOW NATOJOTHU 3aKITIOYAETCS B
CMCIICHUH MUHJAJIHH MO3KEYKa B 3aThLJIOYHOE OT-
BEPCTHE, BBI3BIBAIOIIEM CHIABICHHE IPOIOITOBATOTO
MO3ra ¥, COOTBETCTBEHHO, HapyIIeHUE (PYHKIIMOHAIb-
Hoctu 3toro otaena [5]. [To craructuke, Manbhopma-
mus Kuapu Betpeuaercs B 3,2—-8,4 cimyyas Ha 100 ThIC.
YeIoBeK.

Anomanus Kummepiie — nmaTonoruuecku n3MeHeH-
HO€ KOCTHOE KOJIbIIO (TIOJTHOE/HETIOHOE) BOKPYT I10-
3BOHOYHOW apTepuu B OOJACTH 3aJlHEH TyTu MepBOTO
HICEHHOTO TIO3BOHKA, TMPHBOIAIICE K OTPaHHUUYCHHIO
MOJIBIYKHOCTH KaK apTepuH, TaK U BCEro KpaHUOBEPTeE-
OpanpHOTO couneHeHus [6]. YacTtoTra BCTpeuaeMoOCTH
MOPOKa COCTaBIISIET 0KoJo 3% [7].

Onucanue KIMHUYECKOTO CJayvyast
Ilox HaGmroneHreM HaXOAWIIACh MaenTKa £., 17 €T,




I'B. Canranosau ap. 131

OT BTOPO# OepeMeHHOCTH, MpoTeKaBLIel Ha GoHe co-
YETAHHOTO T'eCTO03a, TUIIEPTOHUYECKOW Oone3Hu 1-i
CTENeHU, MHOMBI MaTKH, XPOHHYECKOH (peToruramen-
TapHOW HEAOCTATOYHOCTH, CHHIpPOMA 3a/ICPKKH pa3-
BHUTHS IUI0a 2- CTeneHu. Poasl BTOpEHIE, CPOYHBIE,
onepatuBHble. Bec npu poxxaenuu — 2 783 1, poct —
49 cm. Ouenka o mkane Anrap — 8 6amios. Beimu-
caHa C IMAarHO30M «IIepUHaTaiIbHas dHIedanonarus,
CHHIPOM MHWHHMAJIbHOH MO3TOBOM IUCOHYHKITUN.
Ha rpynHom BckapMIMBaHWW HAaXOAMJIACh JO TOJA.
Pocna n passuBanace mo Bozpacty. [Ipodunakrude-
CKMe NMPUBHBKHU MO KalleHJapio. B aHamHese yacTble
MpOCTyaHBbIC 3a00JIeBaHusl, BeTpsiHas ocna. B 4 rona
ObIT TepenoM ManobOepIioBol kocTu cmpasa. Orre-
pPaTHBHBIX BMEIIATENILCTB HE IMPOBOAMIA. J[eByIika
HaOmomaeTcss y opTaabMoiora o MOBOAY MHUOINH,
y HEBpOJIOTA C TUArHO30M «CHHJPOM BEreTaTHUBHOM
TUCOYHKLIUWY, Y OpTOIena-TpaBMaToyiora — ¢ Jua-
THO30M «IUIocKoctomue 1-l cremenu, ckoiamo3 1-if
CTeneHu». AJIeproJornyeckuii aHamHe3 0e3 0co-
OeHHOCTel. Y Marepu OONBHON OTMEYEH OINHOKpAT-
HBIN 21m301 motepu co3Hanus B 24 roma. C 15 mer
MOSIBUJIMCH KAJI00BI HA YaCThI€ ATHU30/IbI TOJIOBOKPY-
JKEHUS, BBIPAXKEHHOHN ¢1a00CTH, MOBBIIEHHOW yTOM-
JIIEMOCTH; CHUKCHHUE TOJICPAHTHOCTH K (PU3NYECKUM
Harpy3kam, MPHUCTYIbI CepAIeONeHNUsS C BHE3AITHBIM
HavajioM 0e3 OYEeBHIHOTO IPOBOLHUPYIOMEro ¢ak-
TOpa W BHE3alHBIM OKOHYaHWeM. Yacrora ceppaed-
HBIX COKpAIeHHH BO BpeMs MPHUCTYIOB JOCTUTANA
135 yn./MuH, CUCTOIMYECKOE apTepUalibHOE JaBJie-
Hue — 165 MM pr. ct. Ilo3nHee MOSABHIUCH KalOObI
Ha KpaTKOBPEMEHHbIE HapyIICHHs 3pEHHS, MOIy00-
MopouHble cocTosiHusl. C 16 JIeT oJHOKpaTHO 3ape-
TUCTPHUPOBAHBI CHHKOIAJIBHOE COCTOSHHE Ha YPOKE
(hU3KYIBTYPBI, MHOTOUUCJICHHBIC MPECHHKOMAIbHBIC
COCTOSIHMSI BO BpeMs opTocTa3a M (pu3uueckoi Ha-
rpy3ku. B cBs3u C¢ Hapacramoleld CHMIITOMAaTHKOM
B okTs0pe 2020 1. OonbHas HalpaBlIeHa B JCTCKOE
ornenenre CamMapcKoro OONACTHOTO KIMHUYECKOTO
Kapauosioruueckoro aucnancepa uM. B.I1. TTonsikoBa.
Ilocne oOcnmemoBanus mocTaBieH amarHos: «CBJI
CMEIIaHHOTO TEeHe3a, [0 THIEePBarOTOHUYECKOMY
TUIy C TUIEPCUMIATHKOTOHUYECKON PEaKTUBHO-
CTBI0, JIAOWJIHHOW apTepuaTbHON THIIEPTEH3NUEH; TIep-
MaHEHTHO-TTAPOKCU3MaIbHOE TEYEHHE, CMeIIaHHBIe
KpHU3bl, CHHKOTIAJIbHBIE COCTOSTHHS.

Pesynbrarer axonomnmmieporpadguu ot 05.10.2020 ¢
[[BETHBIM KapTUPOBaHHEM: 0€3 HapYyIICHUS BHYTPH-
CepACYHON reMOJUHAMUKH.

Onexrpokapauorpadus or 02.10.2020: wacrora
cepaeunsix cokpamenuit (UCC) — 97 yn./muH, cuHy-
COBas TaxXUKapJ¥sl, HOPMAJIbHOE MOJI0KEHNE AIIEKTPH-
yeckoit ocu cepana, cmerenne ST Bau3 Bo 11, aVFE.

Peosnnedanorpamma or 15.10.2020: cocyaucras
JIMCTOHUS: CJErKa MOBBIIIEH TOHYC KPYITHBIX apTe-
pUii, ClleTKa CHI)KEH TOHYC MEIIKUX apTepuil, BEHO-
3HBI OTTOK HE HapylleH, B BepTeOpoOa3misipHOM

OacceliHe — 3HAYUTEIBLHOE CHUIKEHHUE KPOBOTOKA B
cHUCTeMe TI03BOHOYHBIX apTepuil. KocBeHHBIE TpH-
3HaKW yMEPEHHO BBIPAKEHHOW BEpTEOPOTeHHOH Mma-
TOJIOTHH.

Koncynpranus nesponora ot 13.10.2020: mocnen-
CTBHA MNCPUHATAJIBHOTO TOPAKCHUA HeHTpaJ’[LHOﬁ
HEPBHOW CUCTEMBI, CHHAPOM BHYTPUYECPEITHON THIIEp-
TEH3WH, TUIEPANHAMUYICCKUI CHHAPOM C JeUITITOM
BHHUMAaHUSI.

Jleuenue: npuem L-kapHuUTHHA, NpenapaToB mar-
HUs, BUTAMUHOTEpamnus, JieueOHass (QU3KYIbTYpA,
maccax. [locne BEIMUCKU MpoAoKaia MoixydaTh Co-
CYOUCTYIO U HEHPONMPOTEKTUBHYIO Tepanuto. HecMo-
Tps Ha JICUCHHUE, YIYUIICHUS HE BBISBICHO, B TCUCHHE
2021 r. mpenbsABIsATa KaJoObl HAa TOIOBOKPYKECHHE,
0oNM B 3aTBUIOYHONW 0OJACTH, YCHIMBAIOIIUECS TIPH
(pU3UYECKUX HArpy3Kax M SMOIIMOHAJILHOM HAIPsIKe-
HUH, TOIBEMBI apTEPUATBHOTO JaBieHus 10 160 MM
pT. cT. B cBs3u ¢ 3TuM OousibHast oOcienoBaHa B Ha-
YYHO-UCCIIEIOBATEILCKOM KIMHUYECKOM HHCTUTYTE
MeaTpund M JETCKOW XUPYPTUU MMEHH aKaJIeMHKa
10.E. Bensruiena, riue Haxommiack ¢ 09.12.2021 no
14.12.2021.

Pesynbratel  yabTpa3ByKOBOW  Jomrieporpaduu
OpaxuorneanbHbIX apTepPHUil: aHTHOAUCTOHHS C IIpe-
oOyajaHreM TUMEPTOHYca OOIUX COHHBIX W I03BO-
HOYHBIX apTepHil ¢ IByX CTOPOH; NPU3HAKU BEHO3HOU
TUCTIMPKYJISIIAA B CHCTEME SIPEMHBIX BEH.

TpaHckpaHuasabHas gomruieporpadus: rumnepep-
(y3us B cpeliHeld MO3roBOM apTepuu OoJIbIle CIIeBa,
MPU3HAKU AUCIHUPKYISAIUA B BepTeOpoOa3miIsspHOM
OacceiiHe, 71aOMIBFHOCTH KPOBOTOKA IO OCHOBHOU
aprepuu U npaBoi ITA. ITo 1aHHBIM 3J€KTpPOKAPIU-
orpaduu putm cunycosbrit, YHCC — 110 yu./muH, QT
— 300 mc, QTc — 370-406 mc. Ilo gaHHBEIM dXOKap-
Jquorpaduu MPU3HAKOB MTOPOKOB Cep/IIia, HApyIICHHH
CUCTOJIMYECKOW U JIMACTOIIMYECKON (PYHKIIUU JIEBOTO
Y TIPaBOTO JKEITYIOYKOB, HAPYIICHUH BHYTpPHUCEPICU-
HOUM TeMOAMHAMHKH HE BBISBICHO. Pe3ynbTaTsl XOJ-
TepoBCKOTO MoHUTOpHUpoBaHus: cpenuss YCC nenn/
Houb/cyTKH — 104/66/95 yn./mMun (Hopma 91/70/79),
UCC - 56 yn/mun, makcumainbHaas YCC — 157 yi/muH,
OCHOBHOW PHUTM CHHYCOBBIH, 3aperucTpupoBaHa Cy-
MpaBEHTPUKYISIpHAS dKcTpacuctonus (27), xemy-
JloukoBas skcTpacucronus, QTc — 464 Mc, B TeueHue
CyTOK OOHapyxeHOo yainuHeHne narepsana QT Brimie
450 mc B Teuenue 84% Bpemenu. [luarnos: «145.8 —
CUHJPOM yanuHeHHoro uHTepBana QT». Penrreno-
rpadus merHOTo OT/IeNa T03BOHOYHMKA: Rp-ipu3Ha-
KM HeCTaOMILHOCTH IIEHHOTO OT/IelIa TIO3BOHOYHHKA.
ITonnas anomanust Kummepiie.

[Tocne mpoBenenHoro obcneq0BaHUS MOCTABICH
JIMarHo3 «JIUCHYHKIUS CUHYCOBOIO y3ja, Hapylle-
unue agantanuu uatepsaia QT xk UCC, CBJl, monnas
anomanuss Kummepne». C y4eToM mporpeccupoBa-
HUs 3a00JIeBaHUs TMalMeHTKa HampasieHa Ha MPT
(17.01.2022) rosoBHOTO M0O3Ta, CTBOJA MO3Ta, MO3-
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132 Combination of Kimmerle's anomaly and Chiari malformation

JK€4YKa ¢ KOHTPACTUPOBAHHBIM YCHJIEHHEM, IO pe-
3yJIbTaTaM KOTOPOH BBISIBJICHBI aHOMaJIU ApPHOJIbIA
— Kuapu, ToH3mmisipHast 3KTonust B 00J1IacTh CTBOJIA
TOJIOBHOI'O MO3ra crpaBa, nojHas anomaius Kuwm-
Mepiie, aCUMMETpPHsI PacIoJIOKEHUs 3yOOBHIHOTO
OTpPOCTKA.

[Hanee nocne koncynsranuu Helipoxupypra COKKb
uMm. B.JI. CepenaBuna 3aB. Kaenpoil HEBPOJIOTHUH H
Heipoxupypruu CamI' MY npodeccop I'H. Anekcees
HanpaBuJ MAaUEHTKY HA TOCMIUTAIN3ALMIO B OTIele-
HUE HEHPOXUPYPTUH Ul XUPYPTUUYECKOIO JIEUEHMS.
24.03.2022 npoBeneHa JEKOMIIPECCUBHAS TPEMaHAIUs
3a1Hel yepenHoll siMku. Peszekunsa munaanukos. [lo-
CJICOTICPALlMOHHBII MepHOJ Ipolen 0e3 OCIOKHEHHUH,
HEBPOJIOTMYECKAsi CUMITOMATHKa perpeccupoBaia.
ITocne Bemucku gansl pekomenganuu: MPT ronosHo-
ro Mo3sra uepe3 6—12 mec., HaOMOICHUE Y HEBPOJIOTA,
KypChl HOOTPOITHOM M COCYANCTON Tepanuu JBa pasa B
roj. B Teyenue nocnenyrommx 6 Mec. OOIbHAS KaI00
HE MpeabsBIsIa.

OT nauueHTKH MOJyYeHO MUCbMEHHOE HH(POPMU-
POBaHHOE COINIACHE HA HCIOJIb30BAHME Marepuasa c
LEJIBIO IPOBECHUS UCCIICIOBAHUS U IyOIMKALUH 110~
JY4EeHHBIX PE3yJbTAaTOB B HAy4YHOU padore.

Oo0cy:xnenne

B onmcanHOM ciy4yae mpeicTaBlieHa IMallUEHTKA,
KOTOpasi IITUTEILHOE BpeMsl HaOIIr0/1aIach ¢ MOIUMOP-
(DHBIMM CUIMITTOMaMH Y Pa3HBIX CHEIUATNCTOB: e [Ua-
Tpa, Kapauosora, HeBposuora. OTCyTCTBUE pe3yibTara
MPOBOJIUMON TEPallK U COXPAHSIOUIUECS MPUCTYIIBI
KPaTKOBPEMEHHOM MOTEpU CO3HAHHUS, TOJIOBOKPYKE-
HUS SIBUJIMCh MPUYMHON JOMOJHUTEIHHOTO 00CIeno-
BaHUS JIJIsl UCKJTFOUEHUSI TIATOJIOTMH CO CTOPOHBI HEPB-
HOM CHCTEMBI.

[Ipu noBpexaeHUN KpaHHOBEPTEOPATbHON 00JIACTH
MOSIBJISIFOTCSL  CUMIITOMBI, OTIMYAIOIIUECS MOIUMOP-
(hr3MOM, YTO BO MHOTOM OOBSICHSICTCS BOBJICUCHUEM B
MIPOIECC MTO3BOHOYHOM apTEpUU U €€ HEPBHBIX 00pa3o-
BaHuil. Kak npu anomanuu ApHonsaa — Kuapu, Tak n
npu anomanuu KuMmMepre mpoucxoauT paccTpoucTBO
reMOJIMHAMUKY B BepTeOpoOasuisipHoii cucreme. Kiu-
HUYECKasl KapTHHA y JIAaHHOW MAIlMeHTKH W3HaYajIbHO
XapaKTepU30Balach MHOT000Opa3sHeM CHUMIITOMATUKH
(TONIOBOKpYKEHUE, BEreTaTWBHbIC IUC(HYHKIHH, TO-
JIOBHBIC OOJIH, MPEXOAAIINEe U3MEHEHUS 3PEHUs), 49TO
CO03/1aBaji0 TPYJHOCTU B quarHoctuke. Pabounm mua-
rao3oM octapaics CBJI.

TunuyneiMu Ui aHoMaiiu Kummepiie siBIsilOTCS
CUMIITOMBI UIIEMUU B 30HE BepTeOpPOOA3WISIPHON CH-

CTEMBI, T. €. HadaJbHbIC MPOSIBICHUS HEJOCTATOYHO-
CTH MO3TOBOTO KpOBOOOpAILICHHUS, YTO HAOIIOOAIOCH
y HccienyemMoil OonbHON (HapacTarollue TOJIOBHBIC
00JIM TPEUMYIIECTBEHHO B 3aTBUIOYHOM 00JacTH,
CHHKOIIAJIBHBIA CHHIPOM, TPHUCTYNOOOpa3HbIC TrOJO0-
BOKpY>KeHus). HapacraHue yka3aHHBIX CHMITOMOB
YKa3bIBAJIO HAa COXPAHSAIOUIYIOCS HIIEMHUIO BepTeOpo-
0a3mIIpHON crcTeMBI [8].

Hapymenus cepaednoro putMa, BeposiTHEE BCETO,
OoJiblIe XapakTepHbI A7l aHoMasini ApHoinbaa — Kua-
PH, IPH KOTOPOM CYILECTBYET pa3HHLA JaBICHUN MEX-
Iy TOJOCTBIO 4Yeperna W CIMHHOMO3TOBBIM KaHAJIoM,
0OyCIIOBJICHHAS] OIMYIICHUEM MHUHJAINHBI MO3KEUKa,
CHOCOOCTBYIOIIUM OJIOKMPOBKE OTTOKa JIMKBOpa Ha
YpOBHE IiepBUKOMeAy/UIsIpHOro nepexona [9]. Hapy-
LIaeTcsl BereTaTHBHAs PEryISLUs cepiua, CTpagaeT
BbICIIasi HEWPOTOPMOHAJIbHAS Peryssiuus, npeodaaa-
10T BarycHble HapyuieHus [10]. I3amenenue aytopery-
JSIIMU CEPIIEYHOr0 PUTMA MPH aHOMAIUH ApPHOJbIA
— Kuapu HexoTopbie aBTOPBI 00BSICHSIOT KOMIIPECCHen
CTPYKTYp 3aJHEH YepEemHOH SIMKH C BO3/EHCTBUEM Ha
nucleus tractus solitarii, uiau npoBoxsmue myTH, ode-
crieuuBaronue 6apopediekc.

3akiroueHue

[IpuBeneHHoe HaONIOJCHUE TOATBEPXKIACT, YTO
anomanuu Kummepne u Apnonbna — Kuapu conpoo-
JKIAIOTCS Pa3BUTHEM CHUMIITOMOB, XapaKTEPHBIX JIs
BErCTAaTUBHBIX PACCTPOUCTB, CPEIU KOTOPHIX BO3MOXK-
Hbl KaK HEBPOJIOTMUECKHUE, TaK U CEPACYHO-COCYIU-
CTBIC OCIIOKHEHUS, B YaCTHOCTH HApPYIICHHUE CEepey-
HOro puTMa. B mpakTtuueckoil NeATeIbHOCTH Bpadu
Pa3HBIX CIIEIUAIBHOCTEH JOJDKHBI 00paIiaTh BHUMA-
HHUE HAa TOPHHUAHOCTH TEUCHUS KIMHUYCCKUX IPOSIB-
JCHUH W Ha3HA4YaTh OOCIIEIOBAHME IJIs1 MCKIIOUCHUS
[aTOJIOTMU KpaHuoBepTeOpanbHoii obnactu. CB/l non-
’K€H OBITh JUATHO30M-HCKIIOUCHUEM.

Konguaukr nunrepecon

I'B. Canranoa 3asiBisieT 00 OTCyTCTBUM KOH(IMKTa
unrepecos. E.A. TyTypoa 3asBiisieT 00 OTCYTCTBHHU KOH-
¢mmkra uaTepecos. O.B. CiryxaeBa 3asBisier 00 0TCyT-
cTBuM KoH(mHKTa nHTEepecoB. F0.B. CepexkuHa 3assisi-
et 00 orcyrcTBum KoH(IMKTa HHTEpecoB. A.B. Codprna
3asBJsIET 00 OTCYTCTBUM KOH(IIMKTa HHTEPECOB.

DuHAHCHPOBaHUe
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HNudopmanus 06 aBTopax

Canmanosa I'anuna Bnaoumuposna, NOKTOP MEIUIMH-
CKUX Hayk, mpodeccop mpodeccop kadenapsl «DakyiabTeT-
CKasl menuarpus» (heepaabHOTO TOCYIapCTBEHHOTO OIOIKET-
HOTO 00pa30BaTeIbHOrO YUPEIKACHHUS BBICIIETO 00pa30BaHuUs
«Camapckuii ToCyIapCTBEHHBIN METUIINHCKUI YHUBEPCUTET)

Author Information Form

Santalova Galina V., PhD, Professor, Professor at the
Department of “Hospital Pediatrics”, Federal State Budgetary
Educational Institution of Higher Education “Samara State Medical
University” of the Ministry of Healthcare of the Russian Federation,
Samara, Russian Federation, ORCID 0000-0002-6078-2361




G.V. Santalova et al.

133

MunmnctepcTBa 3apaBooxpanenus Poccuiickoit denepannn,
Camapa, Poccuiickas ®enepanus; ORCID 0000-0002-
6078-2361

Tymypoea Enena Anexceegéna, accucteHT kadenpsl «Da-
KyIBTETCKAsl MEIUaTpUs» (eaeparbHOro TOCYIapCTBEHHOTO
OFO/DKETHOTO 00Pa30BaTEILHOTO YUYPEXKICHHS BBICIIETO 00-
pazoBanusi «CaMapcKkuil TOCYIapCTBEHHBIH MEIUIIMHCKHMA
YHMBEpCUTET» MuHMCTEPCTBA 3paBooxpaHeHus Poccuiickoit
Denepanuu, Camapa, Poccuiickas ®enepanust; ORCID 0009-
0001-4795-4528

Cnyacaesa Okcana Bsuecnasosna, crapmuii 1abopaHT
kadenpel «DakynpreTckas nexuaTpus» QemepanbHoOro rocy-
JIAPCTBEHHOTO OIOKETHOTO 00pa30BaTEIbHOTO YUPEKICHHUS
BBICIIETO 00pa3oBaHust «CaMapCKUil IroCylapCTBEHHBIH Me-
JUIMHCKUI yHHBEpCcUTET» MUHHCTEPCTBA 3ApPaBOOXPAHECHUS
Poccuiickoit ®@enepanun, Camapa, Poccuiickas ®enepauns;
ORCID 0000-0002-0193-6172

Cepesickuna FOnuana Bacunvesna, crapiiuii 1abopaHT
kadenpsl «PakynpreTckas nexuaTpus» QemepanbHOro rocy-
JApCTBEHHOTO OIOMKETHOTO 00pa30BaTEIbHOTO YUPEKICHUS
BhIcIIero oOpasoBaHusi «CaMapCKuil rocylapCTBEHHBIH Me-
JUIMHCKUHM yHHBEpcuTeT» MHUHHCTEPCTBA 3APaBOOXPAHECHUS
Poccwuiickoit deneparmn, Camapa, Poccuiickas Denepanms;
ORCID 0000-0002-6505-999X

Cogvuna Anacmacus Braoucnaéosna, CTyACHT UHCTH-
TyTa nexuarpuu (QenepaibHOro rocyqapCTBEHHOro OIox-
KETHOTO 00pa30BaTEIbHOI0 yUPEKACHUS BBICIIEr0 00pa3o-
BaHus «CaMapCKui TOCynapCTBEHHbIN MEIUIIMHCKUNA yHH-
BepcuteT» MuHUCTepcTBa 34paBooxpaHeHus Poccuiickoit
Oenepanun, Camapa, Poccuiickas ®Depepamnus; ORCID
0009-0007-8196-0140

Tuturova Elena A., Assistant at the Department of “Hospital
Pediatrics”, Federal State Budgetary Educational Institution of
Higher Education “Samara State Medical University” of the
Ministry of Healthcare of the Russian Federation, Samara,
Russian Federation; ORCID 0009-0001-4795-4528

Sluzhaeva Oksana V., Senior Laboratory Assistant at the
Department of “Hospital Pediatrics”, Federal State Budgetary
Educational Institution of Higher Education “Samara State
Medical University” of the Ministry of Healthcare of the
Russian Federation, Samara, Russian Federation, ORCID
0000-0002-0193-6172

Serezhkina Juliana V., Senior Laboratory Assistant at the
Department of “Hospital Pediatrics”, Federal State Budgetary
Educational Institution of Higher Education “Samara State
Medical University” of the Ministry of Healthcare of the
Russian Federation, Samara, Russian Federation; ORCID
0000-0002-6505-999X

Sofina Anastasia V., student at the Institute of Pediatrics,
Federal State Budgetary Educational Institution of Higher
Education “Samara State Medical University” of the Ministry
of Healthcare of the Russian Federation, Samara, Russian
Federation; ORCID 0009-0007-8196-0140

BkJa aBTOpPOB B CTAaThIO

CI'B — uHTepmperanys IaHHBIX HCCIIEJOBAHUS, HAIMCaHUE
CTaThbU, yTBEP)KICHHE OKOHYATENIHHOW BEpPCHH IS ITyOIInKa-
LIUH, TIOJIHAsl OTBETCTBEHHOCTD 3a COZIEp/KaHHe

TEA — wHTepnperauysl JaHHBIX HCCIEIOBaHMs, HalKUCaHHUE
CTaTbU, YTBEPXKICHHE OKOHUYATEIbHONU BepcUM Al IyOsuKa-
LMY, IOJHAs OTBETCTBEHHOCTD 3a COAEPIKaHHE

COB — unTeprperalysl JaHHBIX UCCIICIOBAHUS, HAMCAHUE 1
KOPPEKTHPOBKA CTaTbU, YTBEPK/IEHHE OKOHUATEIbHOW BEPCUU
JUTS TyOIMKAIMKY, TIOJTHAsI OTBETCTBEHHOCTD 3a COZICPIKAaHHE

CIOB — nony4eHue U HHTEPIPETALUs JaHHBIX UCCIIEIOBAHUS,
HaIlMCaHWE CTAThH, YTBEPKJICHUE OKOHUYATEJIbHOW BEpCUU ISl
yOJIMKaIKY, [T0JIHAsE OTBETCTBEHHOCTh 3a COZCPIKaHHE

CAB — mony4eHre U MHTEPIPETAIUS JaHHBIX UCCIIEIOBAHUS,
HalMCcaHue CTaThH, YTBEP)KACHHE OKOHUATEILHON BEPCUH JUIS
ny6m/n<au141/1, MoJjiHast OTBETCTBEHHOCTH 3a COACPIKAHUEC

Author Contribution Statement

SGV — data interpretation, manuscript writing, approval of the
final version, fully responsible for the content

TEA — data interpretation, manuscript writing, approval of the
final version, fully responsible for the content

SOV — data interpretation, manuscript writing, editing, approval
of the final version, fully responsible for the content

SYuV — data collection and interpretation, manuscript writing,
approval of the final version, fully responsible for the content

SAV — data collection and interpretation, manuscript writing,
approval of the final version, fully responsible for the content

CIIMCOK JIMTEPATYPBI

1. I'ynseB C.A., Kynarun B.H., Apxunenxo I1.B., I'ynsaesa
C.E. Kiinanueckue nposiBJIeHUS] aHOMAJIMK KpaHHOBEPTEOpaib-
HOH obnacty 1o Bapuanty KuMmmepre 1 0COOEHHOCTH HX Jieue-
Husa. PMIK. 2013; 16:866-868.

2. KuuepoBa O.A., Peiixepr JL.U. Knunuueckuii ciy-
yall CIMHAJBHOIO MHCYIBTA Y MOJIOJOrO 4YeJOBEKa C aHo-
manueit Kummepne. TioMeHCKHH MEAMIMHCKUN >KypHAI.
2017;19(3):45-50.

3. Kyz6ekoB A.P., MarxkanoB P.B., Cadun I1I.M. Cospe-
MEHHBIE TIpefcTaBIeHns 0 Manbhopmannu Kuapu. Meaumma-
ckuii BecTHUK bamkoprocrana. 2011;6(6):118-125.

4. Kpynuna H.E. CBeneHust 0 ceMeHHBIX CIydasiX CHUPHH-
TOMHeNNH, 0a3MIIpHON UMIpeccun U Maibhopmarun Kuapn.

Hesponoruueckuii Bectauk. 2001;1-2:70-75.

5. Milhorat T.H., Nishikawa M., Kula R.W., Dlugacz Y.D.
Mechanisms of cerebellar tonsil herniation in patients with
Chiari malformations as guide to clinical management. Acta
Neurochir (Wien). 2010 Jul;152(7):1117-27. doi: 10.1007/
s00701-010-0636-3.

6. I'memxanoBa .M., Capun III.M., Hdepessuko X.II.
Kinnndeckuil ciay4al XMpYpruyeckoro JIEYEHUs aHOMa-
mun ApHonbia — Kwapu ¢ mepcuctupyromei (GuoOpmi-
nsuueit  mpencepauii.  PMOK. MenunuHackoe 00603peHHeE.
2019;11(I):31-33.

7. CesoctbsiHoB [I.B. Mansdopmanus Kuapu I Tuna: na-
TOreHe3, AUarHOCTUKA, XUPYpruueckoe jeueHue (0030p ure-

>
a
-
[
751
=
72!
<
1




134

Coueranue anomanuit Kummepie n Apronsiaa — Kuapu

parypsl). BecTHHK ypallbCckoif MEIUIIMHCKOW aKaIeMUIecKOi
Hayku. 2011;1:63-64.

8. Komsixos A.B., Kiouaesa E.I'. Xapakrepuctuka u neue-
HUe nedanruy y nanyueHTos ¢ anomanueit Kummepie. Kypekuit
HAyYHO-TIPAKTUYECKUH BECTHUK «UEJIOBEK M €ro 30pOBHE».
2011;3: 70-76.

9. YeptroB A.K., Knmumos M.E., Hecteposa M.B. K Bomnpo-

CYy O XHPYPrUYCCKOM JICUCHUH OONIBHBIX C BepTeOpoOasmisip-
HOI HeIOCTaTOYHOCTHIO Npu anomanuu Kummeprne. Xupyprust
no3BoHouHuka. 2005;1:69-73.

10. Bejjani G.K. Definition of the adult Chiari malformation:
a brief historical overview. Neurosurgical focus. 2001;11(1):1-
8. doi: 10.3171/foc.2001.11.1.2.

REFERENCES

1. Gulyaev S.A., Kulagin V.N., Arkhipenko 1.V., Gulyaeva
S.E Klinicheskie proyavleniya anomalii kraniovertebral'noi
oblasti po variantu Kimmerle i osobennosti ikh lecheniya. RMJ.
2013; 16:866-868. (In Russian)

2. Kicherova O.A., Reikhert L.I. Clinical case of a spinal
stroke in a young person with an anomaly Kimmerle. Tyumen
Medical Journal. 2017;19(3):45-50. (In Russian)

3. Kuzbekov A.R., Magzhanov R.V., Safin Sh.M. Current
perspectives onchiarimalformation. Bashkortostan Medical
Journal. 2011;6(6):118—-125. (In Russian)

4. Krupina N.E. Svedeniya Information on familial cases
of syringomyelia, basilar impression, and Chiari malformation.
Neurology Bulletin. 2001;1-2:70-75. (In Russian)

5. Milhorat T.H., Nishikawa M., Kula R.W., Dlugacz Y.D.
Mechanisms of cerebellar tonsil herniation in patients with
Chiari malformations as guide to clinical management. Acta
Neurochir (Wien). 2010 Jul;152(7):1117-27. doi: 10.1007/
s00701-010-0636-3.

6. Gilemkhanova I[.M., Safin Sh.M., Derevyanko Kh.P.

Surgery for Arnold—Chiari malformation associated with
persistent atrial fibrillation: case history. RMJ. Medical Review.
2019;11(1):31-33.

7. Sevost'yanov D.V Chiari malformation I type:
pathogenesis, diagnostics, surgical treatment (literary review).
Vestnik ural'skoi meditsinskoi akademicheskoi nauki = Journal
of Ural Medical Academic. 2011;1:63—67. (In Russian)

8. Komyakhov A.V., Klochaeva E.G. Headache
characteristics and treatment in patients with Kimmerle
anomaly. Scientific and practical peer-reviewed journal
"Humans and their health”. 2011;3: 70-76. (In Russian)

9. Chertkov AK., Klimov M.E., Nesterova M.V. On
surgical treatment of patients with vertebrobasilar insufficiency
associated with Kimmerle anomaly. Khirurgiya pozvonochnika
(Spine Surgery). 2005;1:69—73.(In Russian)

10. Bejjani G.K. Definition of the adult Chiari malformation:
a brief historical overview. Neurosurgical focus. 2001;11(1):1—
8. doi: 10.3171/foc.2001.11.1.2.

s yumuposanusn: Canmanosa I'B., Tymyposa E.A., Cnyscaesa O.B., Cepescxuna FO.B., Cogpouna A.B. Muozonukuii
CUHOPOM 8€2eMAMUEHOU OUCIOHUN: KIUHUYECKUU CIyuall 8blasienus covemanus anomanuu Kummepne u manvgopmayuu
Kuapu. Komnuexcuvie npobnemvl cepoeuno-cocyoucmolx 3abonesanuti. 2023;12(1): 129-134. DOI: 10.17802/2306-1278-

2023-12-1-129-134

To cite: Santalova G.V., Tuturova E.A., Sluzhaeva O.V., Serezhkina Yu.V., Sofina A.V. Multifaceted autonomic dysfunction
syndrome: A case of combined Kimmerle's anomaly and Chiari malformation. Complex Issues of Cardiovascular Diseases.
2023;12(1): 129-134. DOI: 10.17802/2306-1278-2023-12-1-129-134




