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Ot penakuum

202

Jloporoii ynTaTen!

MpbI cHOBa pajpl TPUBETCTBOBATh Bac Ha cTpaHmilax n3nanust «HeBpooruueckuit XXypHait uM.
JI1.O. banansxa»! HauaTh 1eKaOpbhCKUil BBIITYCK MBI XOTUM C TTO3IPABJICHUST BCEX HEBPOJIOTOB C TIPO-
(beccmoHaNTBLHBIM MPa3THUKOM, KOTOPBI OTMeuaeTcs 1 nekaopsi.

Hoporue komern! Korma-to Mbl ¢ BaMM clejlay NIPaBWIbHBIN BBIOOp, OTMPENETUBIINIA BCIO
Hallly MaJbHEUIylo XW3Hb, — CTAJIM HEBPOJIOTAMM — BpauyaMM, €XeTHEBHO COTIPUKACAIOIINMUCS
C CaMbIM 3araJloYHbIM M HETIO3HAHHBIM, COBEPIIIEHHBIM U HETIPEACKa3yeMbIM — C HEPBHOI cUCTe-
MOM. DTOT BBIOOpP AEPXKUT HAC B TOHYCE M30 THS B IeHb, CTUMYIUPYET K MTPOJOJIKEHUIO O0ydeHUsI
¥ COBEPIIIEHCTBOBAHUIO CBOMX MPO(MeCCHOHANBHBIX HABBIKOB. Penakiivs XypHaiia Mmo3apasisieT Bac
¢ MexXnyHapoaHbIM THEM HEBPOJIOTA U XKeJTaeT KaxkIOMY M3 BaC MHTEPECHBIX KIMHUYECKUX CITy4aen,
BBI3IOPABIUBAIONINX MAIMEHTOB U HEMCCSIKAEMOTO XeJaHUsI TTPOI0JIKaTh OTKPBIBATH ISl ce0sT BCe
TO 3araJJouHoOe, YTO CKPHIBAET HEPBHASI CHCTEMA. 3MOPOBbSI BaM, CUACTbhsI, OJIATOTIONYYUS U YCTIEXOB
B BallleM TSKeJIOM, HO TAKOM HY>KHOM M BaXKHOM Tpy/e!

B xanyH HoBoro roga Mbl To3paBiisieM BCeX HAIlIUX YUTaTeel ¢ HACTYMAIOIIUM J0JTOXIaHHBIM
MPpa3THUKOM U XejaeM, 4Toosl 2021 ron Obut Tyuie yxomsiiero. [1ycTte Bce 60e3HU, TPYIHOCTH,
CTpecChl, HEB3TObI, TPEBOTY 1 HETIPUSITHOCTH OCTaHYTCS B yxoxsieM roay. [Tycts HoBeriit rox mona-
PUT BaM Bce caMoe Jiydlliee, caMoe Jo0poe, caMoe CBETJIOe, caMoe INIaBHOE U caMoe HyxHoe! U mycTb
9T apbl OYAYT C BaMU U BallIUMU OJTM3KUMU Ha TIPOTSKEHUM JOJTUX CYACTIIMBBIX JIET!

I'maBHBIN penakTop JlonuTa ITak

Penakiusa «Hesposoruyeckoro xkypHana um. JI.O. Baganana» Oyner oiarogapua Bam 3a Bamu oT3bIBbI 1 10-
Kejanus. [Tnmure HaM Ha neuro.journal@mail.ru nim 3sonHute no Teaedony +7(916)8852802. Mbi Oynem pabi
coOTpyaHn4aTh ¢ Bamu!
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OpurrnHanbHasa cTaTbA

OpI/II‘I/IHaJIbHI)Ie CTaTbHn

© KOJITEKTUB ABTOPOB, 2020
Desnnkamosa O.U., XanbynnuHa O.X., Makcumos tO.H., Ny6ees b.3.
Hecneuudunueckas 60nb B Wwee n cNnHe y geTen

KasaHckasa rocyaapcTBeHHan meaumuUmHcKas akagemua — ¢unvan Orboy AMNO «Poccuiickas MeanUMHCKan akafeMna HenpepbiBHOTO
npodeccnoHanbHoro o6pasosaHua» MuHsgpasa Poccun, 420012, KasaHb, Poccusa

Llenb nccnepoBaHua — usyyeHue HecrieLpryeckoii 60m B LLee 1 CMUHE Y NaLMeHTOB AeTCKOro Bo3pacTa.

Marepuanbi u metoabl. O6cnefoBaHo 252 nauneHTa B Bo3pacTte 7-18 nieT, U3 Hux 57,9% manbumnkoB 1 42,1% geBoyek. Bcem nayueHTam npo-
BEAEHO KMHNYeCKOe HeBPOJOrMyecKkoe, HeipoopToneauyeckoe 1 napaknnHMYecKne NCcnefoBaHnsa no NokasaHuAaM.

Pesynbratbl. Ha MOMeHT 0CcMOTpa BCe NaLueHTbl MPeAbABNANN akTUBHbIE Xanobbl Ha Hannune 6071eBOro CMHAPOMa B 0611aCTU CMIUHDI UK
3afHen nosepxHocTu wen. Xanobbl Ha HanMume 6oNeBbIX OLLYLLEHN I OJHOBPEMEHHO Ha HECKOMbKIX YPOBHAX npeabasnany 19,4% nauyueH-
TOB, a 6osiee NONOBMHbI 06CIeOBaHHbBIX ieTel UCMbITbIBaNM B YKa3aHHbIX PErMoHax HenpuATHbIe OLLYyLEHVA B BUAE YCTAOCTU UNW ANCKOM-
dopTa. MHTeHCMBHOCTb 6O MO BK3YyasribHOW aHaNOroBoW LWKasne B cpefHem cocTaBuna 3,6 + 1,1 6anna. BeposaTHOM NPUUMHON BO3HUKHOBE-
HWA 60K B CNHe nopasnAwLLee 60MbLUMHCTBO NALMEHTOB U UX POAUTENEN CYMTANO ASIUTeNbHOe NpebbiBaHNe B OTHOCUTENIbHO HEMOABIXK-
HOM COCTOAIHWUM B NonoxeHunn cnpas. OLueHKa HeBPOIOrMyeckoro cratyca BbiiBMIa MAKPOCMMNTOMATUKY NOPaXkeHNA LieHTpanbHON HePBHON
cUCTeMbl, NPU3HaKK Anddy3HOro CHKEHUA MbILLEYHOFO TOHYCa 1 pasfiyHble NPOABNIEHNA BereTaTuBHoM AncdyHKumN. HelipoopTtoneanye-
CKMIN OCMOTP BbIABWI HapyLLeHne KOHGUrypaLym No3BOHOUYHMKA Y BCex 06cniefoBaHHbIX AeTell. BepTebpanbHblii CMHAPOM 6bln 06yCoBNEH
Hanmunem HeCcTabuIbHOCTN MNO3BOHOYHO-ABUIaTENbHbIX CEFMEHTOB LIEMHOIO U MNOACHUYHOTO OTAENIOB, OCIOXKHEHHBIMU QYHKLIMOHANbHBIMM
6nokamu. JKcTpaBepTebpasbHble NPOABEHVA ObINV NPeACTaBNeHbl MbILLEYHO-TOHNYECKMM 1 M1odacLranbHbIM 601eBbIM CMHAPOMaMM.
3akntoueHue. Pe3ynbTaThl UICCIEAOBAHUA JAlOT BO3MOXHOCTb NPEAnonaraTb, YTO OAHON M3 MMaBHbIX MPUUMNH BO3HUKHOBEHUA 601€BOro CUH-
ApOMa B CMUHE 1 3afjHel MOBEPXHOCTU Lien Y NaLUeHTOB LIKONIbHOMO BO3pacTa ABNAeTcA GpyHKLMOHaNbHaA NaToNorns, rae sefywas posb
NPVHaANeXMT CTaTUYeCKNM NeperpysKam.
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Farida I. Devlikamova, Dina Kh. Khaibullina, Yuri N. Maximov, Bulat E. Gubeev

Nonspecific neck and back pain in children

Kazan State Medical Academy, Kazan, 420012, Russian Federation

The aim of the study. To investigate non-specific neck and back pain in pediatric patients.

Materials and methods. 252 patients including 57.9% boys and 42.1% girls, aged from 7 to 18 years were observed. All patients underwent
clinical neurological examination, neuro-orthopedic examination, and paraclinical studies according to indications.

Results. At the time of examination, all patients presented active complaints about the presence of back pain or neck back pain. 19.4% of
patients complained of pain at several levels simultaneously. More than half of the observed children experienced discomfort in the indicated
regions — fatigue or discomfort. The intensity of pain according to a visual analog scale averaged 3.6 + 1.1 points. Most of the patients, as well
as their parents, considered a likely cause of back pain to be a prolonged stay in a relatively immobile state in a sitting position. Assessment of
neurological status revealed micro symptoms of the central nervous system, signs of a diffuse decrease in muscle tone, and various autonomic
dysfunction. Neuro orthopedic examination revealed a violation of the spine configuration in all examined children. The vertebral syndrome
was due to the presence of instability of the cervical and lumbar vertebral motor segments, complicated by functional blocks. Extravertebral
manifestations were represented by muscle-tonic and myofascial pain syndromes.

Conclusions. The results of the study suggest functional pathology to be one of the main causes of the back and neck pain in school-age
patients, where the leading role belongs to static overloads.

Keywords: children; nonspecific pain; neck pain; back pain; spinal motion segment
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BBepgeHme

Hecneuuduueckas 00Jb B 1Iee U CIIMHE HIUPOKO pac-
MPOCTPaHEeHa B TIOMYJISILIUHU U SIBJISIETCS OTHOW U3 CaMbIX
YaCThIX MPUYMH OOpallleHUs 32 MEAUIIMHCKOM MTOMOIIIBIO
[1—6]. PacnipoctpaneHHocTh 6oJieBbIXx cuHIApoMoB (BC)
B Illee U CIIMHE B JAETCKOM BO3pacTe aKTMBHO U3YydaeTcs
6onee 30 jeT U BapbUpYeT B IIMPOKOM IMara3zoHe 20—
83% [7—13]. HeobxoauMo OTMETUTb, UTO IOJABJISIOLIEE
OOJIBIIIMHCTBO UCCenoBaTe/ieli KOHIIEHTPUPYIOTCS Ha 13-
YYEHUN KOHKPETHBIX HO30JIOTHYECKUX (hOPM, TaKMX KaK
TpaBMbl, CKOJIMO3bl, CIIOHIUJIOIMCTE3, OMYXOJU, TPhIKU
MEXTIO3BOHKOBBIX AMCKOB. Mexmy TeM Hecrneuuduye-
cKasi 00JIb B 1lIee U CITMHE BCTpevaeTcs y MallMeHTOB BCex
BO3pacToOB, BKIIoYas nerckuit [14—19], aBassach npume-
POM TaTOJIOTUH, UCTOKM KOTOPOIA IexKaT B ACTCTBE U 3aTEM
«BBIPACTAIOT» BMECTE C PEOCHKOM B CEPhE3HYIO MEIUIIMH -
CKYIO U COLIMAJIbHYIO TTpo0IeMy.

OmHako MEePeHOCUTh PEe3YJIbTAaThl UCCICIOBaHUM He-
crnennuguIeckoil 60JM B CIIMHE Y B3POCJBIX Ha AETCKUM
BO3pacT OyIeT HEKOPPEKTHO B CUJY MHOXECTBA IMPUYMH.
Eme B 1926 1. o1yH U3 BBIOAIOIIUXCS IIEAUATPOB COBPEMEH -
Hoctu M.C. MacnoB ckazair: «PebeHOK — 3TO He B3pocC-
JIbIiA B MUHMaTIOpe. OH XXUBET U pa3BUBAETCS I10 TIPUCY-
UM JIMIIb eMy 3akoHaM». HeoOxoaumo y4uThIBaTh Ta-
KH€ BO3pPacTHbIE OCOOCHHOCTH, KaK HAJIMUME POCTKOBBIX
30H, POCTOBBIE CITYPThI, BO3PACTHbIC U3MEHEHUS MBIIIIIL
U onopHo-aBUrareapbHoro anmapara (OZ1A) B uenoM. Bee
BBIIIIECKAa3aHHOE OyIeT, 0e3yCI0BHO, OOYCIOBIMBATh 3HA-
YUTEIbHBIC PAa3INYMs KaK B KIMHUYECKOM, TaK U B PEHT-
TE€HOJIOTMYECKOM KapTUHE IMPOSIBICHUIT BepTeOPOreHHBIX
3a00JIeBaHUI HEPBHOI CUCTEMBI Y JI€TEi U B3POCIIbIX.

Ieas uccnenoBaHusi — MU3ydeHUEe Hecrneuuduueckoit
00JIM B 1Iee ¥ CITIMHE Y MallMeHTOB TETCKOI0 BO3pacTa.

Martepuanbi n metogpli

OO6cnenoBaHo 252 manyeHTa IETCKOro Bo3pacTa, KO-
TOpBIE 00PATUINCh 32 KOHCYJIbTaTUBHOM MOMOIIbIO B Pec-
MYONMKAHCKUI KIMHUYECKUI HEBPOJOTUYECKUM LIEHTP

approval of the final version of the manuscript, responsibility for the integrity of all parts of the manuscript

M3 PT. OcHoOBHOI1 X)aj1000# Mpu 0oOpalleHUU SIBUIIOCH
Hammyue bC, JIoKaM30BaHHOTO MO 3adHel TOBEPXHOCTU
IIeU WIK B CIIMHE.

Bospact 00ciaenoBaHHBIX ITalIMEHTOB BapbUPOBA
ot 7 1o 18 ner:

* 7—13 ner — 75 (29,8%) neteii;

* 14—15 net — 84 (33,3%);

* 16—18 et — 93 (36,9%).

ITo nonoBoMy NpU3HAKY MAallMEHTHl ObUIM MPEICTaB-
JIEHBI CJICAYIOIIMM 00pa3oM:

* MajIbuuku — 146 (57,9%);

* neBouyku — 106 (42,1%).

BceM manmeHTaM OBUIO ITPOBENEHO KIMHUYECKOE HE-
BPOJIOTUYECKOE W HEUPOOPTONENUYECKOE OOCIETOBaAHMS,
T10 MOKa3aHUsAM — IapakKJIMHUYEeCKHe UCCIeIOBaAHUS IS
MOATBEPXKISHMS TUarHo3a.

Pesynbratbl

Ha MoMeHT ocMoTpa Bce MALMEHTHI MPEIbSIBISIN
aKTUBHBIE Xano0bl Ha Haauuue BC B 00JacTu CIIUHBI
WM 3alHeil moBepXHOCTH Ineu. bosib ObLIa eXemHeB-
Hoit y 179 (71%) 4yenoBek, 3MMU30OWYECKON (C YacTo-
Toi 2—4 pasza B Mecsti)) — B 73 (29%) cayyagx. Yame
Bcero bC nokanuzoBajicss B 3aaHe-IeiHONH o006JacTu
u BbIsIBISUICS Y 88 (34,9%) neteit, B MEXJIONMAaTOYHOI
obmactu — y 72 (28,6%) 4yenoBeK, B MOSICHUYHOI 00J1a-
ctu — y 30 (11,9%); 13 (5,2%) neteii ykazaiau Ha JIOKa-
JM3auuio 6oau B obnactu Kpectua. Heobxoaumo otme-
TUTb, 4TO 49 (19,4%) NMalMEHTOB TPEXbIBIISIIA KaJIOObI
Ha HaJInyve 00JIeBBbIX OILIYIIEHU OMHOBPEMEHHO Ha He-
CKOJILKMX YPOBHsX. bojiee MOJIOBUHBI 0OCIeIOBaHHBIX
neteir — 143 (56,7%) yenoBeka KpoMe OOJIU UCITBITHIBAIN
B YKa3aHHBIX PErMOHAX HEIPUSATHBIC OLIYIIEHUS B BUIE
YCTaJIOCTU WM OucKoMdopTa. AHAIU3 MHTEHCUBHOCTHU
00711 110 BU3yaJibHOI aHanorosoii mkane (BAILLl) He Bbisi-
BWJI 3HAYMTEJILHBIX pa3IMYMid B 3aBUCUMOCTH OT BO3pacTa.
BripaxkenHocts BC B cpemHeM coctaBuia 3,6 = 1,1 6amia
no BAIII. ¥V manbuukoB BC ObLT cTaTMCTUYECKU HEHO-
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croBepHo Hmke (3,3 £ 0,9 6anna) Mo cpaBHEHHIO C Jie-
Boukamu (3,9 = 0,8 6asra).

ITpn mmarnoctuke BC olieHMBanach He TOJIBKO €T0
JIOKAJIM3alysl 1 UHTEHCUBHOCTb, HO U XapakTep 0OJIeBbIX
oumyiieHuid. [Ing omucaHusi CyObEKTHMBHBIX OLIYLLIEHUMN
B MOMOIIlb NAlMEHTaM IETCKOIro BO3pacTa ObUIM IIPEao-
CTaBJICHBI CIICAYIOIIME XapaKTePUCTUKU OOJIM: OCTpasi,
HOIOLIAs, KNHXAaJIbHAs, OINOSIChIBAIOLLIASI, JKTy4asi W KO-
Jonias 6oab. B nogasisionieM OOJbLIMHCTBE HAOMI0e-
Huii 239 (94,8%) Goab HOCWIIa HOIOLLMIA XapakTtep, 7 (2,7%)
JeTeil onucaan 00jib Kak Komwouryio u 6 (2,5%) yenoBek
JKaJIOBaIMCh HA COYETAHME HOMOIIMX U KOJIOLIMX GOJIeBbIX
ouryweHuit. ¥ 175 (69,4%) nereit BC nabmonasics B cepe-
nqune aHs, 30 (11,9%) obcnenoBaHHBIX OTMEYAIl BO3HUK-
HOBeHUe 00J1€eit B BeuepHee Bpems, B 8 (3,1%) ciyyasix 6oe-
BbI€E OLLYILEHNS MOSBIISUIMCH TOJIBKO yTpoM, a 'y 39 (15,6%)
MalKeHTOB 00JIb HE 3aBUCEIIa OT BpeMEHU CYTOK.

dakTopamu, MPOBOLMPYIOIIUMU BO3HUKHOBeHUE BC,
B 122 (48,4%) cny4asx siBUIach CTaTMYeCKas Harpyska,
y 40 (15,9%) nauueHTOB — OUMHAMMYECKUE IEPErpy3Ku,
u B 90 (35,7%) — coueTraHue CTATUUECKUX W JUHAMMYE-
CKMX Harpy3ok. JI1uTeabHOCTh 00JIEBOro 31M30/1a B Moaa-
BJIsItOIIEM GoJbiMHCTBe (>90%) HabmoneHuit He TTPeBbI-
mana 1 4. Y nmereit crapiiero Bo3pacta B €IMHUYHbBIX CIIy-
Yasx JIATEILHOCTh OOJIEBOTO 3IMM30/a COCTaBisia 2—3 4.
B GonbimHcTBe ciyyaeB — y 247 (98%) nereit BC xynupo-
BaJICSl CMEHOI MOJIOKEHUSI TeJla, IPOBEACHUEM Pa3MUHOY -
HBIX YIIpakHeHU 1 MaccaxkeM. Y 5 (2%) nauueHToB 60JIb
KYIIMpOBajach IIPUEMOM HECTEPOUIHBIX TPOTHBOBOCHAJI -
TEJIbHBIX [IPENapaToB JIMOO IMIPOCTHIX AHAILIETUKOB.

BeposiTHOIA Mpu4MHOII BO3HMKHOBEHUSI OOJM B CIU-
He MOIaBJIsolIee OOJBIIMHCTBO IMALMEHTOB, a TaKXe MX
pomUTEIC CUMTANIO UIMTEIbHOE TIPEeOBIBAHME B OTHOCH-
TEeJIbHO HEMOABMKHOM COCTOSIHMM B ITOJIOXEHUU CUMS, YTO
ObUIO CBSI3aHO C YY€OHBIM IPOLIECCOM KaK B IIKOJE, TaK
1 3a ee mpeaeaMu (IOITOJIHUTEIbHBIC 3aHATUSI C PEIeTH-
TOpaMH, B XyIOKECTBEHHOM, My3bIKAJIbHOM IIIKOJIAX U Jp.).
Y 27 (10,7%) nanueHTOB B Ka4eCTBe BO3MOXKHOW MPUIUHBI
TTOSIBJICHYST OOJTM YKA3bIBAJIMCH «MaJIbie» TpaBMEI (0e3 Hapy-
IIEHUYSI IISJIOCTHOCTY aHATOMUYIECKUX CTPYKTYP) B aHAMHE3e.

OLieHKa HEBPOJIOrMYECKOr0 CTaTyca BhISIBUIA MUKPO-
cumnroMatuky nopaxenus [THC B 96 (38%) HaGmone-
Husax. boiee yeM y MOJIOBUHBI MAIIMEHTOB HAOIIOOAINCH
Mpu3HaKu TUMOEOY3HOTO CHIDKEHUSI MBIIICYHOTO TOHYCA.
BTtopoe MecTo 1o yacToTe 3aHMMaiy pa3IM4Hble MPOSIB-
JIEHWSI BereTaTMBHOM OUCGHYHKLMHU (TOJOBHBIE 0OJIU CO-
CYIMCTOrO XapakTepa, 3IU30[bl TOJOBOKPYXEHUSI IpU
PE3KOil CMEHE MOJIOXEHUSI Tejla, ObICTpast yTOMIISIEMOCTb,
SMOLIMOHAJIbHAS JIaOMJIBHOCTD, IUIOXash IEPEeHOCUMOCTh
TpaHCIIOpTa, M3MEHEHHUe AepMorpadusma, TUIEPruapo3
u 1.4.). Y 2 (0,8%) noapocTKoB AMAarHOCTUPOBaHA I10-
SICHUIHO-KPECTIIOBAasI PaguKYJIONaTUs C XapaKTepHBIMU
M3MEHEHUSIMU B BUJE CHIDKEHUSI axWUUioBa pedJiekca Ha
CTOpOHE MOpaXKeHUsl, HAJIMYMsI TMIIECTE3UU B MPOESKIIUU
COOTBETCTBYIOLLETO IepPMaTOMA.

Heitpoopronenuyeckuii ocMOTp BBISIBUJI HapyllleHUE
KOH(MUIypaluuy IMO3BOHOYHMUKA y BCeX 0OC/IEIOBAHHBIX
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nereit. Hanuume ckonmmoTtuueckoit nedopmaliuu pas-
JIMIHOM CTEIeH! BBIPAXKEHHOCTU U JIOKAIM3aIlMKM Ha-
omonanoch B 242 (96%) ciaydasix. BapraHThl HapylleHUs
OCaHKM (B COOTBETCTBMM C KJIACCUYECKUMU CXeMaMU
IItacddens) BoisiBaeHsl y 219 (86,9%) maiueHTOB OeT-
ckoro Bo3pacta. [Ipeobianany uaMeHeHUs 10 TUILY Kpy-
rioit cimHbl — 135 (61,6%), muiiockas cnivHa HabJIo1a1ach
y 79 (36,1%) nmeteii, cyTyjasi CliMHA BCTpedyanach TOJBKO
y MJIaIIKX IIKOJIbHUKOB B 5 (2,3%) cinydasix.

ITaroGomexaHUYeCKe U3MEHEHUSI B PETMOHAX Ta3a
W HIDKHUX KOHEYHOCTEH SIBJISTFOTCST BAXKHBIMU (haKTOpaMu
3aITycKa M MOIACPXKH KaK JIOKAJbHBIX U3MEHEHHUI B OT-
nenbHBIX 37eMeHTax OJIA, Tak M M3MEHEHU TBUTATEIb-
HOTO CTepeOTHUIa B 1ICJIOM, YTO B CBOIO OYepeib, IIPUBO-
IAT K BO3HUKHOBEHMIO Teperpy3ok B cTpykrypax OIA.
Hapyiuenue kondurypauuu Tasa BoisssieHo y 204 (80,9%)
nereil. Hanbonee yacTto BcTpeyasacs CKpy4YeHHbIA Taz —
y 126 (61,8%) maumentos. B 55 (27%) cny4asx guarHo-
CTUPOBAaH KOCOCKpydYeHHbI Ta3 u B 23 (11,2%) Ha-
omoneHusix — kocoil ta3. [IpuunHoil kocoro Taza (Kak
B €r0 «4MCTOM», TaK U B «KOCOCKPYYEHHOM» BapHaHTaXx)
y 63 (80,7%) nauMeHTOB SIBISUIOCH YKOPOYEHUE HMXKHEM
KOHEYHOCTH, a B 15 (19,3%) ciydasx — rumnoruiasus Io-
JIyTa3a, HIDKHEKBaIpaHTHAS TUTIOTUIA3HS JIMOO TeMUTHIIO-
TU1a3usl.

CHIXeHWe BBICOTHI CBOIOB CTOIIBI HAOJIIOOATIOCH
y 142 (56,3%) nmereit 1 moapocTKoB. CTPYKTypa ILJIOCKO-
cTomnus OblIa MpeAcTaBjieHa CIeIyIoIUMM 00pa3oM: Mpo-
JIOJIbHOE ILIOCKOCTOnue BhisiBIeHO Y 39 (27,5%) nereii,
nornepe4Hoe miockocronue — y 41 (28,9%), KoMOMHKUPO-
BaHHOE TUTOCKOCTOINE — y 62 (43,6%).

OCHOBHOI1 MPUYNHOM BO3HUKHOBEHMST OOJIM B CIIMHE
M 3aJHEH MOBEPXHOCTU IIEU y JeTel IBUIINUCH (PYHKIINO-
HaJIbHBIE W TTAaTOMOP(OJIOTNIeCKIEe U3MEHEHHUS B OCEBOM
CKeJIeTe M MBIIIIAX, YTO IPOSIBIISIIOCh HATUIUEM BepTe-
OpaJIbHOTO U 3KCTpaBepTeOpaIbHOrO CUHAPOMOB Y BCEX
00CIe10BaHHbIX.

BeprebpanbHblii CMHAPOM ObLT 00YCIOBIIEH HATUYUEM
HECTAaOWIBHOCTH ITO3BOHOYHO-IBUTATEIbHBIX CETMEHTOB
(ITIC) meifHOro M MOSICHUYHOTO OTAEJIOB U HAPYIIIEHUEM
KOHMUTYpalluy TTO3BOHOYHMKA, OCJIIOXXHEHHBIMH (DyHK-
moHanbHEIMU Oslokamu TTJC u KpecTLOoBO-TTOAB3IOIII-
Horo cycraBa (KIIC) y Bcex obcinemoBaHHBIX. M3m001eH-
HOM JoKanu3auuei (yHKIMOHAJIBHBIX OJIOKOB Ha IIeii-
HOM ypoBHe okaszamuch cienyrommue IIC: 0-C, (53,9%),
C,—C,(56,7%), C,—C,, (32,9%), C,,—C, (26,2%), C,,—
Th, (44,8%) u Th ~Th, (22,2%). BbisBieHO, 4TO ¢ BO3-
pPacToM He TOJIPKO YBEIMIMBAETCS YACTOTA BCTPEIAEMOCTH
(GYHKIIMOHAIBHBIX OJIOKOB, HO M MEHSIETCSI MX YPOBEHb.
B Mnagmem 1IKOJAbHOM BO3pacTe HauboJiee 4acTo auar-
HOCTHPYIOTCS 010Kaabl KpaHMOLIEPBUKAIBHOTO 1 IIEHHO-
IPYIHOTO MepexomoB, B crapiueM Bo3pacte (16—18 jeT)
NOABJISIOTC (PyHKUMOHaIbHBIE 6J0KM Ha ypoBHe C —
C,» C,—C, n C,—C,. Ha rpynHoM ypoBHe (HyHKIIHM-
OHaJIbHbIe OJIOKM JsoKanusytorcs Ha yposHe Th, —Th,
(77,7%), Th,~Th,, (55,5%) n Th,~Th,, (31,7%). Xapak-
TEPHBIM SIBJISIETCSI COUeTaHHe (DYHKIIMOHAJIBbHBIX OJIOKOB
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B TPYIHOM OTIEJI€ ITO3BOHOYHMKA C OJIOKAMHM IOTIEPEIHO-
pebepHBIX CYCTaBOB COOTBETCTBYIOLIEIO YPOBHS, a TaKXe
¢dyHKIMoOHaTbHBIMU  OnokamMu TIJC HuXHe-1IeiiHOTO
otdena, KpaHuouepBukaibpHoro mnepexona, KITC. B no-
SICHUYHO-KPECTLIOBOM OT/ejle IMO3BOHOYHMKA (DYHKIIMO-
HaJbHBIE 0JIOKM HanboJiee YacTo BCTpevaloTcs B 00JIacTH
TIOSICHUYHO-TPYIHOIO U TMOSICHUYHO-KPECTLIOBOIO Mepe-
XOIOB ¢ ommMHakoBoit yactoit (37,6% kaxnprit). I'peoka
MEXTI03BOHKOBOTO JMcKa Kak rpuunHa bC Habmomanach
y mauueHToB crapiie 15 ner 84 (1,6%) ciaydasx.

DKcTpaBepTeOpabHbIe MPOSIBICHUS OBIIA MpeacTaB-
JIEHbI MBIIIEYHO-TOHUYECKUM U MuodacuuaibHbiM BC.
M30nupoBaHHbBINA MBILLIEYHO-TOHUYECKUM CHUHAPOM Ha-
omonancsa y aeteii 1o 10-J1eTHero Bo3pacTa; ero BhIpaKeH-
HOCTb He MpeBbIlana 2 creneHu. Muodacunanbubiii bC
JIUArHOCTUPOBAJICS Yy JIeTeil, HaunmHas ¢ Bo3pacrta 10 Jjer,
mocTturasi MakcumyMma K 18 romam. Hambosee gacto B ma-
TOJIOTMYECKUIA TTPOLIECC BOBJIEKAIUCH CYOOKIUITUTAIbHbBIE
MbIIIbI (y 91,2% malueHToB), peMEHHbIE MBILILBI TOJIO-
Bbl U wen (39,6%), tpaneuveBunnast (79,3%), HagocTHas
(57,9%), nonnumaroiasi jgonatky (47,6%), poMGOBUIHbBIE
(27,7%), BbiIpsiMisioNias Mo3BOHOYHMK (67,4%), KBa-
apatHas Mbliia nosicHuubl (13,9%), cpenusst (24,6%)
u Manast ssroguyaHbie (12,6%) MBITIIIBL.

O6cyxpaeHune

OCHOBHOI1 MpUYMHOI Bo3HUKHOBeHUsT bC B obmacTu
CIIUHBI Y 3aJHEi TTOBEPXHOCTH IIen y Bcex 252 obeeno-
BaHHBIX MALIMEHTOB ObLTN (bPYHKIIMOHAIbHBIE U3MEHEHUS
B [11C pa3nuuHbIX OTAEIOB ITO3BOHOYHMKA U CYyCTaBaX Ta-
3a, a TakXke (QYHKUIMOHAJIbHBIE W TTaTOMOP(POJIOTYECKIe
W3MEHEHMS B MBIIIIAX 3aHEH TOBEPXHOCTH IIIEU U TYJIO-
puia. Hambonee yacTto (pyHKIMOHABbHBIE OJIOKM JIOKA-
nuzytotcst B [1C 11eitHoro u rpyaHOTo OTAENOB MO3BO-
HouHuka u KIIC. IIpu 3ToM ypoBHM (PYHKIIMOHAJTBHBIX
OJIOKOB IIPEMMYIIECTBEHHO COOTBETCTBYIOT BEpIIMHAM
WCKPUBJICHUSI TO3BOHOUYHMKA. OTMedaeTcsl yBeJMYCHUE
KOIM4ecTBa (hYHKIMOHAJIBHBIX OJIOKOB C BO3pPacTOM Ia-
mueHToB. TpamuumonHo HectabmibHOCTH T C paccma-
TpUBaeTcsl Kak npemopousn misi GyHKUMOHaIbHOro 6710-
KUPOBAHUS, LIS pealu3aliid KOTOPOrO HEOOXOMMMO I10-
sIBJICHHUE JIOKAJIbHOM Meperpy3Ku. B crry aHaToMraecKoro
CTPOCHMSI TTO3BOHOYHMKA HECTaOMJIBHOCTh XapaKTepHa
TSI €TO IIEHTHOTO U TTOSICHUYHOTO OTAEJIOB, Iiie (DYHKITNO-
HaJibHbIE OJIOKM TaKXKe BCTpedaloTcs yalle, npeobJsanast
Ha TIOSICHUYHOM YpPOBHE. DTO CIIpaBEUIMBO IS MAIlCH-
TOB B3POCJIOTO BO3PacTa M CBSI3aHO C MPpOodeCcCOHANIBHBI-
MU MO0 OBITOBBIMU Tieperpy3kamu. B neTckom Bospacte
MBI BUIUM UHYIO KapTUHY: JINIEPOM IT0 KOJTMIECTBY (DyHK-
LIMOHAJIBHBIX OJIOKOB SIBJISICTCS IIEHHBINA OTOET IT03BO-
HOYHMKA; BTOPOE MECTO TIPUHAIJICKUT TPYTHOMY OTHEITY.
OueBUIHO, Takas KapTWHA IUKTyeTCs IpeodsiajaHueM
CTaTUYECKHUX MePEeTrPy30K, CBSI3aHHBIX C YIEOHBIM ITPOIIEC-
COM y OeTeil IKOJBbHOTO BO3pacTa, Hal TUHAMUYECKUMU
U CTaTO-TMHAMUYCCKUMU.

HutencuBHocth BC y mereit mmeeT cpemHIO CTe-
MEeHb BBIPaXKeHHOCTHU. bojib KpaTKOBpeMeHHasI, IIPEuMY-
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1IECTBEHHO HOIOLIETO XapakTepa, BO3HUKAloIasl B AHEB-
Hoe BpeMms. [1o Mepe B3pociieHUs TallMeHTOB OTMEYaeTCst
yBeJIMYEHHE KOJMYECTBA OOOCTPEHU I, UX IJIUTEIbHOCTHU
U MHTEHCUBHOCTU 00JIM, YTO OOYCJIOBJIEHO COUYETaHUEM
nMeromuxcs (GpyHKInoHanbHbIX M3MeHeHuii B OJIA co
BCTYIJIEHWEM B Nepuoa nyodeprarta. g mauuMeHToB naH-
HOW IpyMIlbl XapaKTePHO HAXOXIEHUE HA TUCTIAHCEPHOM
yyeTe y AETCKOTO HEBPOJIoTra UJlx Neauarpa ¢ iMarHo3aMmu
«BETeTOCOCYAUCTAs JUCTOHUSI», «XpOHUUYECKas 1iepedpo-
COCYAMCTast HEIOCTATOYHOCTb», «aCTEHO-HEBPOTUYECKUIA
cuHapom». Takke B 3TOM Bo3pacTe HabOaomaeTcs rnepe-
XOI IJIUTEJIbHO CYIIECTBYIOIIEH (DYHKIIMOHAIBHOM Ia-
TOJIOTUU B CTPYKTYPHYIO, YTO UJUTIOCTPUPYETCS HAYaIOM
¢dopMUpoOBaHMSA B YKOPOYEHHBIX MBIIIIAX MUOMaCI-
aJIbHBIX TPUITEPHBIX 30H. Yalle ykazaHHble U3MEHEHUS
JIOKQJIM3YIOTCS B CIEAYIONIMX MbIIILAX: CYOOKIMITUTAb-
HbIX, PEMEHHBIX MBIIILAX FOJ0Bbl U 1LI€U, HACXOASILIEH
1 TOPU3OHTAJbHOU MOPLMIX TpaneluueBUAHbBIX, TTOAHU-
MaIIYX JIOMATKY, HalOCTHbIX, MaJIO U OONBIION pOM-
OOBUIHBIX, BHIPSIMJISIIONIEH MO3BOHOUYHUK, KBaJApAaTHOMU
MOSICHULIbI, CpeAHel W Majioil sironuuyHbIX. B oTauuue
OT B3POCJIBIX MAIIMEHTOB, Y JAeTell M3MEHEHMST IIpeodia-
Jal0T B 00JIaCTU 1lIer U BEpXHEN 4acTU CIIMHbI. MI3MeHe-
HHUE KOH(UTYpaluy IMTO3BOHOYHMKA B JIFO00H IIOCKOCTH
MPUBOAUT K BOBHUKHOBEHMUIO NEPETPY30K U JAJIbHEAIIINM
MaTo0MOMEeXaHUYECKUM H3MEHEHUSIM B CKEJIETHO-MbI-
IIEYHON CHUCTeMe, a CKOJIMOTHUYecKas: aedopmanus, 1mo-
MUMO 2TOr0, OKa3bIBAET BAMUSIHUE HA UX JIaTEPATU3ALIMIO.
DyHKIIMOHAIbHAS MATOJIOIUSI PETMOHOB Ta3a U HUXHUX
KOHEYHOCTE! CYIIECTBEHHO BJIMSET Ha JABUTraTeJbHbIN
CTepPEOTUIl, M3MEHEHUSI KOTOPOTO TaKXE MOTYT ObITb
MPUYMHOM MOSIBJIEHUSI 00U B CIIMHE.

3aknueHne

Pe3ynbraThl nccaenoBaHMs JalOT BO3MOXKHOCTD IIPeI-
roJjiarath, YTO OMHOM M3 IIABHBIX IIPUYUH BO3HMKHOBE-
Husa bC B criHe 1 3agHel TOBEPXHOCTH LIEH Y MMAIIUEHTOB
IIKOJIBHOTO BO3pacTa SBJseTCS (DYHKIIMOHAIbHAS TIATO-
Jorusi. PoJb ImycKoBoro MexaHn3Ma MpUHAIICXKUT CTaTH -
YeCKUM Meperpy3KaM, BO3ZHMUKAIOIIUM BCJIECACTBHE UIH-
TEJILHOTO TIPEOBIBAHUS YIAIIMXCS B OTHOCUTEIBHO HEITOI -
BIDKHOM «CHISTYeM» MOJIOXKEHNHU. B oT/IMUMe OT B3pOCIIBIX
MMaIleHTOB, Y IIKOJIHHUKOB B TIEPBYIO OUYepeab Meperpy3-
KaM TIOABEPraloTCcs LWIEHHBbIA U TPYAHON OTHEJbI MO3BO-
HOYHUMKaA. B cTaplieM 1IKOJIbHOM BO3pacTe HabJomaeTcs
rnepexos IJIWUTENIbHO CYIIECTBYIOIIEH (PYHKIIMOHAIBLHOMN
natonoru OJIA B CTPYKTYpHYIO, UTO COIPOBOXKIAETCS
nporpeccupoBanueM bC.
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Heonnactnueckuni noTeHLuuan npm nopoKax pa3sntmna
3KTO- N Me30aepMaJibHbIX CTPYKTYP

OrbOY BO «AcTpaxaHCKUii FOCyAapCTBEHHbIV MEAULMHCKMIA YHBepcuTeT» MunH3apasa Poccun, 414000, ActpaxaHb, Poccua

BBepeHme. [1opoKu pasBuTUA KTO- 1 Me30AEePMalIbHbIX CTPYKTYP NPeACTaBnAoT cob6oi pasHoobpasHble GOpMbl HapyLLEHUA BHYTPUYTPOG6-
HOFO CMCTEMHOTO 1 JIOKaNibHOro MopdoreHesa, BO3HUKaloWmMe B pasnnyHble CPOKU SMOPUOHANbHOMO PasBUTYA Nop, BAMAHUEM (GaKTopoB
OKpY»KatoLLeit cpefibl, FeHOMHbIX, XPOMOCOMHbIX WJIN FTeHHbIX MyTaLuii. Pa3perynvpoBaHue KNeTouHbIX GyHKLUMIA BCIeACTBUE MyTaLuiA U Ha-
KonneHna fedeKTHbIX 6eIKoB UHMLMKPYET OnyXxoseByto TPaHCPopMaLmio TKaHel. Mprmepom ciyxaT HacneACcTBeHHble 3aboneBaHNA SKTO- U
Me30/[iepMaJibHOro MPOUCXOXAeHNA — PpakomaTosbl (ramapTomaTosbl).

Llenbto nccnenoBaHra ABUNOCL onpeaeneHre opraHocneLMdUuHOCTY, KIMHNYECKUX NPOABNEHNI, MOPHONOrMUecknx 0coObeHHOCTel 1 cTeneHu
NPOrpPeccHn onyxonei HePBHOMN CUCTEMbI U BHYTPEHHVIX OPraHOB NP HaceICTBEHHBIX 3a00NIEBAHAX SKTO- Y1 ME30AEPMANTbHOTO MPONCXOXKAEHNS.
Marepunanbi u metopbl. O6cniefoBaHo 103 601bHbIX C HacNeACTBEHHbIMM dakoMaTo3amu. Bcem naLmeHTam NPoOBOANIOCH KOMMIEKCHOE KNu-
HVKO-BW3yann3aLMoHHoe 06cneoBaHne, B TOM YNC/IE MarHUTHO-Pe30HaHCHaA TOMOrpaduis, SXOKapAMOCKONNA, yNbTpa3ByKOBOe NCCNeoBa-
HYie OpraHoB GPIOLLHON MONTOCTY, MoYeK, 3a0PIOLLVHHOIO MPOCTPAHCTBA, KOMMbOTEPHas TOMOrpadusa GPIOLLHOWM NONOCTY 1 NETKNX.
Pesynbratbl. [pnurHoii 06paLleHna 601bHbIX 6bII0 BO3HUKHOBEHME 04aroBbIX HEBPOIOFMYECKMX CUMMNTOMOB, GOKamnbHbIX /UK reHepanu-
30BaHHbIX NUNENTUYECKMX NPUCTYNOB. KNMHMYECKUe NPoABNeHUA onpeaenanncs popmoii 3abonesaHns. PUcK pasBuUTUA 1 MporpeccrpoBa-
HWA Pa3nnyHbIX HOBOOBPa3oBaHW Hanbonee BbICOK Npu Hellpodubpomatose | n Il TMNOB, TY6ePO3HOM CKNepo3e, HENPOKOXXHOM MeNlaHo3e,
MHOXEeCTBEHHOI SHAOKPVHHOW Heomnnasuy, aHrnomartosax [unnena-JiuHpaay, Jlyn-bapa. bnaronpuatHoe fobpokayecTBeHHOE 1 CTabubHOE
TeueHUe, HN3KMI 3N0KaYeCTBEHHbIN NOTeHLMaN — OTANYMTENbHbIE MPU3HAKM NMMTMEHTOBACKYNAPHbIX pakomaTo3os |-V Tunos.
3akntoueHmne. 3HaHve KNUHNYECKNX MPOABNEHNI Pa3/INYHbIX MOPOKOB Pa3BUTUA KOXM, COCYI0B, HEPBHOW CUCTEMbI, aCCOLIMMPOBAHHbIX C
OnyxoneBbIM POCTOM B KJfIeTKaX 1 TKaHAX, MPaKTUYeCKn 3HaUMMO. PaHHAA ANarHOCTMKa, CNOMb30BaHNE COBPEMEHHbIX TEXHOSIOMNIN KOHCep-
BaTUBHOIO 1 XUPYPrnyeckoro neyeHuns no3sonaoT 4OCTUYb NPOrHO3NPYEMOro pesynbTraTta, NPeaoTBPaTUTb Pa3BUTUNE TAXKENbIX OCSIOKHEHNI,
CYLIECTBEHHO YNYYLLNTb KauecTBO »KM13HU BONbHbBIX C 3TOI NaTonornen.

KnioueBble cnoBa: 3KTOAEPMa; 3K304epMa; ¢aKOMaTO3bI; onyxonun HepBHOIZ CUCTEMDI; OMYXONN BHYTPEHHUX OpPraHoOB; Me3oepMa
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Zhuzhuna M. Tsotsonava, Vladimir V. Belopasov, Natal’ya V. Tkacheva

Neoplastic potential for malformations of the development
of ecto- and mesodermal structures

Astrakhan State Medical University, Astrakhan, 414000, Russian Federation

Introduction. Malformations of ecto- and mesodermal structures represent various forms of abnormality of intrauterine systemic and local
morphogenesis, arising at different times of embryonic development due to environmental factors, genomic, chromosomal or gene mutations.
Dysregulation of cellular functions due to mutations and accumulation of defective proteins initiates tumor transformation of tissues e.g.
hereditary diseases of ectomesodermal origin — phakomatosis (hamartomatosis).

The aim of the study was to determine organ specificity, clinical manifestations, morphological features and the degree of progression of
tumors of the nervous system and internal organs in hereditary diseases of ectomesodermal origin.

Materials and methods. 103 patients with hereditary phakomatosis were examined. All of them underwent a comprehensive clinical
imaging examination, including magnetic resonance imaging, echocardioscopy, ultrasound examination of the abdominal organs, kidneys,
retroperitoneal space, and computed tomography of the abdominal cavity and lungs.

Results. The reason for the treatment of patients was the occurrence of focal neurological symptoms, focal and/or generalized epileptic
seizures. Clinical manifestations were determined by the form of the disease. The risk of the development and progression of various neoplasms
is the highest in neurofibromatosis type I-Il, tuberous sclerosis, neurocutaneous melanosis, multiple endocrine neoplasia, angiomatosis of
Hippel-Lindau, Louis-Bar . Favorable benign and stable course, low malignant potential are distinguishing characteristics of pigment-vascular
phakomatoses type |-V.
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Conclusion. Knowledge of the clinical manifestations of various malformations of the skin, blood vessels, and the nervous system associated
with tumor growth in cells and tissues is practically significant. Early diagnosis and the use of modern technologies of conservative and surgical
treatment allow achieving a predictable result, prevent the development of severe complications, and significantly improve the quality of life

of patients with this pathology.
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BBepeHune

TTopoku pa3BUTHST 3KTO- U ME30AEPMATBHBIX CTPYKTYP
MPENCTABISIOT CO00Il pazHOOOpa3Hbie (OPM HapylIeHUS
BHYTPUYTPOOHOTO CUCTEMHOTO U JIOKAJIbHOTO MOporeHe-
3a, BO3HMKAIOIIVE B Pa3IMYHbIE CPOKU SMOPHOHATIHLHOTO
pa3BUTHS TION BIMSTHUEM (haKTOPOB OKpPYXKAlOIIei Cpesbl,
T€HOMHBIX, XPOMOCOMHBIX WJIM TeHHbIX MyTauuit [1-3].
M3MeHeHus cTpyKTYpHBIX XapaKTepUCTUK OPraHOB U TKa-
Hell BO3MOXHBI ykKe Ha 3-i1 Hemesie pa3BUTHS 3apOIbIIia,
Korga u3 anubaacta 1MEepeHIUPYIOTCS 9KTO- U ME30-
JIepMa, a U3 Tumnodyiacta — sHToAepMma. Bo Bropoii (aze
Teprofia TacTPYJISILMKM (HAIIpaBJIeHHOW MUTPAlUM KIIETOK
3a4aTKOB TKaHE) M3 HapyKHOTO 3apOIbIIIEBOTO JINCTKA
(3KTONIEPMBbI) OOpa3yIOTCs SMUAEPMUC U TIPUAATKH KOXKU,
OpraHbl YyBCTB, HEpPBHAsI CUCTEMa, U3 CPEeIHETO (Me30/ep-
Ma) — OTIOPHO-/IBUTATEIbHBIN arnapar, CepaeyHO-COCY/II -
CTasi, MOYEII0/IOBasi, COMaTu4ecKasi U BUCLEPATbHAs MbI-
IIeYyHasi CUCTeMBI, U3 BHYTPEHHETO (IHTONEPMBbI) — KJIET-
KU runodursa, NUMTOBUIHON Kee3bl, OpPraHOB JbIXaHUS
Y TiMieBapeHusi. PazperyiupoBaHue KIeTOYHbBIX (YHKITAN
BCJIEZICTBME MyTalluii M HaKOTUIEeHUs NedEKTHBIX OETKOB
HE TOJIbKO WHULIMMPYET pa3BUTHE OPTaHHBIX M CUCTEMHBIX
aHOMaJIMii, HO M CITOCOOCTBYET TpU OIpeaesIeHHbIX 00-
CTOSITEJIbCTBAX OITyXOJIEBOM TpaHchopMalluu TKaHeu [4].
[TprMepoM MOTYT CITy>KUTh HaCJIeNCTBEHHbIE 3a00IeBaHMS
3KTOME30IEPMATILHOTO TIPOUCXOXIEHUS] — (haKOMAaTO3bI
(ramapromarossl). B Hacrosiiiee Bpemsi ONMMCaHBI OKO-
J10 30 opM 3TOI TaToNOrMu, OOLIEH YepToil KOTOPBIX, MO-
MUMO TIOJTMCUCTEMHOCTH TTOPAXKEeHUSI, SIBJISIETCS] BBICOKAST
CTeTIeHb pYCKa Pa3BUTHS M TPOTPECCUPOBAHMUSI OITyXOJIel
Pa3TUYHOM JIOKAIU3ALMKU U TUCTOCTPYKTYPHI [5—9].

Ilens uccienoBanus: ONpeneauTb opraHocTeruy-
HOCTb, KJIMHWYECKHE TIPOSIBIEHUSI, MOpP(dOIOruiyecKre
0COOEHHOCTU U CTEMEHb MPOrpeCcCUM OMyXoyieil HepBHOM
CHCTEMBI M BHYTPEHHUX OPTaHOB TIPU HACJIENCTBEHHBIX
3a00JIeBaHUSIX SKTOME30IEPMAIbHOTO TTPOUCXOXKICHUSI.

Original investigations

approval of the final version of the manuscript, responsibility for the integrity of all parts of the manuscript.

Martepuanbi n metoabl

O6cnenoBaHo 103 GobHBIX ¢ HACAEACTBEHHBIMU (ha-
KOMaTOo3aMu:

* paznuyHbIMU hopMaMu Helipodbudpomarosa (n = 45);

* TYyOEpO3HBIM CKJIEPO30M (1 = 22);

* HelipomepMaliIbHbIM MEJIAHO30M (1 = 6);

* aTakcuel-TeJeaHrnoaKTazuemn, 6oae3Hbio Jlyn-bapa
(n=1);

* peTHHOIEPEOEISIPHO-BUCIIEPATbHBIM aHTMOMATO-
3oM T'unnena—Junnay (n = 3);

* oH1IehaTOTPUTEeMUHATBHBIM aHTUOMATO30M, CUH-
npomoMm Crepmxa—Bebepa (n = 18);

» cunapomom IMapu—Pombepra (n = 5);

* TUNIEPTPODUIECKOI TeMUAaHTUODKTa3uel, CUHIPO-
MoM Kimunnens—TpeHone—Pybaiiosa (n = 2);

* BPOXXIEHHBIM CUCTEMHBIM aHTMOMAaTOo30M (1 = 1).

BceM marmeHTaM npoBOAMIIOCH KOMIUIEKCHOE KITMHU-
KO-BM3yaJM3allMOHHOE 00C/IeIOBaHUE, B TOM UMCJIE Mar-
HUTHO-pe3oHaHcHass ToMorpadust (MPT), sxoxkapano-
ckonus (OxoKC), yaprpasBykoBoe ucciaenoBanue (Y3M1)
OpraHOB OPpIOIIHOM TIOJOCTHU, MOYEK, 3a0PIOIIMHHOTO
MPOCTpaHCTBa, KoMITbloTepHasi Tomorpadus (KT) opromi-
HOM TTOJIOCTH U JIETKUX.

PesynbraTtbl

ITpuunHOI1 oOpatieHus1 60JbHBIX OBLTO BOZHUKHOBE-
HUE 04aroBbIX HEBPOJIOTUYECKUX CUMIITOMOB, (hOKATbHBIX
U/VW TeHEePAJIM30BaHHBIX SIMWISITUYECKUX TIPUCTYTIOB.
KinnHuyeckue nposiBieHUS onpeneisiuch popmoii 3a60-
JIEBaHUS.

KoxHble nposiBieHus: npu 6one3Hn PeknuHrayseHa
(I Tun HelipopubpomaTosa; n = 43) ObUIU NPEACTABIECHBI
MUTMEHTHBIMU MSITHAMU (BECHYILIKU, «KO(DE C MOJTOKOM»,
YYacTKM TUIIEPIUTMEHTAllMA) pPa3JIMYHbIX PpPa3MepoB,
KOXHBIMU U MOAKOXHBIMU HeilpodubpoMamu, y 5 060ib-
HBIX OHU pacIiojarajvch Mo XOAy HEPBHBIX CTBOJIOB. I'e-
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HepaIM30BaHHBIN (Y3710BOI) HelipoubpoMaTo3 MMeEcs
y 3 4eloBeK, CBUCAOIIME OIYXOJCBUIHBIC 00pa30BaHUS
Ha Julie, 1ee — y 2.

JwnarHoctuka Helipodubpomarosza II tuma ocHoBa-
Jlach Ha JaHHbIX HeifipoBusyanusauu (KT, MPT). ¥V Bcex
00JbHBIX (1 = 3) oOHapyXeHa IBYCTOPOHHSISI HEBPUHOMA
ciryxoBbIX HepBoB. Onyxonmu IITHC BeisiBeHs! y 13 maum-
€HTOB (MEHUHTMOMBI — Y 3, aCTPOLIMTOMBI — Y 7, TJITMOMA
rumnoTajsaMyca — y 2, MO30JIUCTOTO Tejla — y 1, HeBpUHO-
Ma (IIIBaHHOMa) KOpeIIKa CITIMHHOTO MO3ra — y 2, TIIMOMBI
3PUTEIBHBIX HEPBOB — Y 2, KMCTA IMMIITKOBUIHOM KeJe-
36l — y 1), nmepudepudaeckoit HEPBHOM CUCTEMBI (HEHpPO-
¢ubpomebl, mBaHHOMEBI) — y 5. B 2 cnyyasax mannsie MPT
CBUIETEIbCTBOBAIM O HAJTMYUM Y OOJIBHBIX MHOXKECTBEH-
HBIX TJIMOMATO3HBIX Y3JIOB, JOKAJIU3YIOIIUXCS B ITapeH-
XHUM€ M CTBOJIE MO3Ta, 0a3aJIbHbIX TAHTINIX, TOIYIIaApUSIX
MO3XeUKa.

VY GONBHBIX ¢ TYOEPO3HBIM CKJIEPO30M IEPBBIMM TO-
SIBJISUTMCH TUIIONIUTMEHTHBIE IIITHA, MO3Xe pa3BUBAJIMCh
aHTHOGUOPOMBI JHIa, (UOPO3HBIE OJSAIMIKKM. Y KaXIOro
BTOPOTO OOHapYXeHBbI OKOJIOHOTTEBBIE (DPMOPOMBI, IMSITHA
THAMA «KOH(METTU», YUYACTKU «IIAarpEHEBOM KOXMU», KOTO-
pbIe CO BpeMeHEeM 3HAYNTEIbHO YBEJIUMYINCH B pa3Mepax.
ITpu Bx0KC y 30% nauueHToB (B 1 ciaydae IpeHaTalIbHO)
BBISIBJIEHA IIEPBMYHAs OMYXOJb Cepialla — COJUTapHas
pabmomuoMa. B CBsI3U CO CIIOHTAaHHBIM PEerpeccoM, OTCYT-
CTBUEM CHUMIITOMATUYHBIX ApDUTMUM TaHHBIN BUI TATOJIO-
UMW HE YXyIIIajJ TeYeHNe OCHOBHOTO 3a00JIeBaHNSI.

B 25% Ha6moneHuii ¢ momoiibio Y3 auarHoctupo-
BaHbl MHOXECTBEHHbIC aHTHOMUOJIMIIOMBI ITOYEK U TIede-
HU, KUCTHI TToYeK (MoJMKUCTo3). JlabopaTopHOe nccaeno-
BaHMe (DYHKIIUU ITUX OPTAHOB HE BBHISIBUJIO OTKJIOHEHMI
OT BO3paCTHOI HOPMBI, HECMOTPSI Ha JUIMTEIBHOCTD 3200~
JICBAaHMSI ¥ MCITOJIb30BaHUE IJIST JICUSHMST OOJBbHBIX TOCTa-
TOYHO BBICOKMX JI03 aHTUKOHBYJIBCAHTOB. YKa3aHHBIMN THUIT
OITyXOJIel MMTAaTOTHOMOHUYEH IS OOJIBHBIX C TYOSPO3HBIM
CKJIEPO30M, HEKOTOpPBIC M3 HUX MOTYT OBITh BBISIBJICHBI
yKe TIpEHATAJIbHO WJIM IIPH POXKICHUU peOeHKa.

¥V 6oabHBIX ¢ aHTMOMaTo30M ['unnens—JIunpay guar-
HOCTHMpOBaHa reMaHIruobjJacToMa Mo3xeuka. JIBoe u3 Hux
ObUTM WICHAMM OXHOM CEeMBM (THUII HACJCIOBAHUS ayToO-
COMHO-IOMUHAHTHBIN), TPETUN — CIOPaIMYEeCKUIl CIIy-
yau.

Cpeny o0clieqoBaHHBIX OOJBHBIX € 3HIE(ATOTPU-
TeMUHAJIbHBIM aHTMOMATO30M, TUNEPTPO(PUIECKON re-
muaHruoskrasueinr Knunnens—TpeHoHe, CUHAPOMOM
I[Tapu—Pom0Oepra, oOKyJOKyTaHHON TeJleaHT'MO9KTa3ueu,
IMUTMEHTOBACKYJIIPHBIMU (paKoMaTO3aMU, HEUPOKOXKHBIM
MenaHo3oM omyxoiau [IHC u BHyTpeHHUX OpraHOB HE BbI-
SIBJICHBI, HO OHKOTCHHBII ITOTEHIIMAJ OCTACTCSI BRICOKMM.

O6cyxpaeHune

I u II Tunb1 HelipodubpoMaTo3a TeHETUUECKH IeTep-
MuHUpoBaHbl. Pa3Butme omnyxoneit LHIHC, mepudepn-
YEeCKOM HEPBHOU CUCTEMbI, BHYTPEHHUX OPraHOB U KO-
KM CBS3aHO C MyTallMSIMM TeHOB B XpoMocomax 17ql1.2
n 2217ql11.21-q13.1, kogupyomux 6eaKu HeipoduopuH
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W IIBAaHHOMHMH, YTO IIPUBOIMT K HEKOHTPOJUPYEMOI
nponudepaln KJICTOK TKaHEH OpraHu3Ma, pa3BUTHIO
MOOPOKAYECTBEHHBIX M 3JI0KAYECTBEHHBIX  OITyXOJICH
[6, 8, 14, 15]. K HuM oTHOCATCA HENPOGDUOPOMBI, IIIBAH-
HOMBI, pabIOMHUOCapKOMBI, TUCTOLIMTOMBI, HEMPOGUOPO-
CapKOMBI ITeprdeprIecKUX 1 YepeITHO-MO3TOBBIX HEPBOB,
raMapTOMbl, MEJIAHOMBI PamgyXKW, JIMIIOMBI, AHTUOMBI
BHYTPEHHUX OPTaHOB, BHUCIIEpaJIbHbIE W SHIOKPUHHBIE
TOPMOHAJIbHO-aKTUBHBIE  OMmyXoan  ((heoXpoOMOIIMTO-
Ma, MHCYJIMHOMA), TJIMOMBI Pa3IUYHONM TUCTOCTPYKTYPHI
U JIOKAJIM3allMi, MEHUHTUOMBI, SIIEHINMOMBI, MEIYJIJIO-
06J1aCTOMBI, HEMpPOOJAACTOMBI, CAapKOMbI, HEXOIXXUHCKUE
JMM(POMBI, MEJTAaHOMBI, MHOXKECTBEHHBIE OITYXOJIM Yepera
W MO3ra, BHYTPUITIO3BOHOUYHBIC, SKCTPa- M MHTPALypalb-
Hble CIMHAJIbHBIE omyxouu [16—23]. MHOXecTBEeHHBIE
MepBUYHBIE [JIMOMBI HE PEIKOCTh Y OOJBHBIX C HeMpohu-
opomaro3oM I Tuna [10, 11, 12], onmrcaHus TIAMOM MO30-
JIMCTOTO TeJla eAMHWYHEI [13].

Takoe xe pazHooOpa3ue oIyxoJjieit, HO MUHOI TMCTO-
CTPYKTYPBI UIMEETCST Y OOJIBHBIX C TYOEPO3HBIM CKIEPO30M
(6onesup BypHeBuinss—IIpunria). ¥ 6onbiuvHceTBa (92%)
MaLyeHTOB cTapiiie 5 JieT 3a0oJieBaHUe 1e0I0TUPYET C MU~
JIENITUYECKUX Mapokcu3MoB. B 60% ciydyaeB OHU UMEIOT
dokanpHOE Havasio (BUCOYHBIE U JIOOHBIE TOJIM) C BTOPUI-
HOI TeHepalu3almuell SMUIenTHOOPMHON aKTUBHOCTH.
ComocraBieHue 3JekTposHiedanorpauyeckoro odva-
ra U CTpyKTypHbix usMeHeHuiit Ha MPT nosBossieT ¢ no-
CTaTOYHOM TOYHOCTBIO JIOKAJIM30BAaTh «IOMUHUPYIOLIAN»
KODKOBBII TyOep, SIBASIOIIUIACS NPUUMHONU pa3BUTHUS
y OOJIBIIMHCTBA OOJBHBIX CUMIITOMATUIECKUX (DOPM DITH -
nercuu [24—26]. Ipyrue onyxojiy (aHTHUOMUOJIUIIOMBI IO~
YyeK, TIeYeHH, TTOMKETyIOUHON XKeJle3bl, HAAITOYeUHUKOB,
OHKOILIMTOMA, aIcHOMBI Keje3 BHYTPEHHEH CeKpelluwu,
raMapTOMBI CEJIE3¢HKHU, TIOJIMITBI KUIIIEYHOTO TPaKTa) pas-
BUBAIOTCS M UACHTU(UIIUPYIOTCS IO MEPE IMIPOrpecCcCrupo-
BaHus 3aboneBanus [27—29].

Hammume MHOXECTBEHHBIX TraMapTOM HE TOJIBKO
B MO3Iy, HO U BO BHYTPEHHUX 1 3HIOKPUHHBIX OpTaHax,
CeTYaTOM 000JI0UKE IJ1a3a — €l1le OTHA OCOOEHHOCTDb TyOe-
posHoro ckiepo3sa [30, 31]. YuuTbeiBasi ayTOCOMHO-AOMMU-
HAHTHBIN TUIT HACJIeIOBAHMSI, MSITKOE, 4aCTO O€CCUMIITOM-
Hoe TeuyeHue 3a00JieBaHus Y poauTelieit U ux OavKanimx
POICTBEHHMKOB, KOMIUIEKCHOE OOCJIeIOBaHME OpPraHOB
1 CHCTEM HEOOXOIMMO ITPOBOAMUTHL Y BCEX HE TOJBKO TIO-
cjie OOHApYKEHUSI OITyXOJIEBOTO y3jla Y OIHOTO M3 HMX,
HO Y IIJIJAaHOBO — IIPM AMCIIAHCEPHOM HAOJIIONEHUU B pe-
KMME MHOTOTOAMYHOTO MOHMTOpuHTa. IloTepst reHaMm
TSC1/TSC2 pyHKIIMM KOHTPOJISI HaJl OITyXOJEBBIM POCTOM
WHUIIMAPYET ¥ HEKOTOPHIX OOJBHBIX Pa3BUTHE ITOYCUHO-
KJIETOYHOTO paka (KapIIMHOMBI), paKa JIETKUX, IOIXKEIy-
TIOYHOM XXeJIe3bI, MOYEBOTO ITy3bIPS Y/ VUTH MaJTUTHU3AIIAIO
a"HrnomuonuiioMm [29, 32, 33].

CyOareHIMMAaIbHbBIC TUTAHTOKJIETOYHBIE AaCTpPOIIM-
TOMBI OOKOBBIX XKEIYIOYKOB (BBISIBICHBI Y 3 OOJIbHBIX)
HE CITOCOOHBI K IPOTPECCHM, HO TIPU CIABICHUM OTBEP-
ctusi MOHpPO, HapyIIeHWM JMKBOPOIUPKYISIIUA MOTYT
CTaTb MNPUYMHOM CKOPOIIOCTMXKHOI CcMepTU OOJIbHOTO
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M3-3a PA3BUBAIOIIMXCS OCIOXHEHUN (3MUICITUIECKOTO
cTaTyca, OCTPOM BHYTPUYEPHHOM TMIIEPTEH3UU, BHYTPU-
JKETYIOYKOrO KpPOBOTEUYEHMSI, TaMIIOHAIbl JMKBOPHOTO
OTTOKA CTyCTKaMM KpoBu). KimHHMYecKre CHMITTOMBI
(rooBHast 00JIb, CYHOpPOXHBIE IIPHMCTYIIBI), HE CBSI3aH-
HBIE C OKKJIIO3MEN JIMKBOPHBIX ITyTE, MOTYT BO3HMKATh
32 MHOTHE TOIBI IO TIIOSIBJICHHS aHTHOMDUOPOM JIHIIA,
HO MOTYT OTCYTCTBOBAaTbh, BKJIIOUAsT KOXHBIC ITPOSIBIICHUSI,
HalpuMep, KOrha OITyXOJIb OOHApYXKMBAETCS CIIy4aitHO
BHYTPUYTPOOHO WJIM MpPU OOCIeNOBaHWM OOJBHOTO BHE
CBSI3M C JaHHBIM 3a0osieBaHueM [34—36]. PanHss nuarto-
CTHKA TIPYU HEBPOJIOTUYECKOM NEOI0TE U CBOEBPEMEHHOE
Ha3HAYeHWE TapreTHOW CHUCTEMHON Tepamuu (3BEPOJIH-
Myca, CHPOJIMMYCa) TO3BOJISIOT M3MEHHUTh TEUCHUE 3a-
0oJIeBaHUSI — YMEHbIIUTh 00BEM OITyXOJIeBbIX 00pa3oBa-
HUI ¥ KOXHBIX 0YaroB, aCCOLIMMPOBAHHBIX C TyOSPO3HBIM
CKJIEPO30M, MPEIOTBPATUTh PAa3BUTHUE CYIOPOXHBIX IIPH-
CTYIIOB, MHTEJUIEKTYaJIbHOTO AeDUILINTA, TTaTOJIOTMIECKIX
¢opM HapylIeHMI COLMAJbHOTO B3auMOIEHCTBUSA [37—
40]. TMonoxwutenbHblll 3(pdeKT oTMeyaeTcss B OMMKaii-
e 3—6 Mec mociie Havyasa JeyeHus [41].

Y OONBHBIX ¢ MUTMEHTOBACKYISIPHBIMU (paKoMaTo3a-
MM, KOT/Ia TeMaHTUOMBI U COCYIMCTHIE MaTb(opMaIiuy Ha
KOX€ COYETAIOTCSI C OYarOBHIMM HApYIICHUSIMUA MTUTMEH-
TallMX KOXU, OITyXOJY MHON TMCTOCTPYKTYPHI M JIOKAJIM -
3allMM pa3BUBaloTCs penko [43, 45]. JlnarHocTuka 3abosne-
BaHUS B 3TUX CIIydasiX OCHOBBIBACTCS Ha BBISIBICHUM IS
KaXxa0ro u3 5 TUmoB u cyotumnoB a and b cBOMCTBEHHBIX
TOJIBKO UM KOKHBIX 3JIEMEHTOB M COIYTCTBYIOIIECH I1aTO-
JIOTUW Pa3BUTHSI APYTMX OPraHOB M cucteM [42, 46]. He-
KOTOpBIC BPOXICHHBIC CUCTEMHBIC aHTMOMATO3bI TIPOSIB-
JISTIOTCS] KITMHUYECKU TOJIBKO TIPU Pa3BUTUM YPTEHTHBIX
COCTOSTHUH.

IIpumepoM MOXKeT ClTyXUThb 00JIbHOI, KOTOPBIA HEO/I -
HOKPATHO ITOCTYITAJI B pa3IMYHBIC CTAIIMOHAPHI C TMarHO3a-
MU «OCTpbIi TUAPOHEDPO3» (yoaTeHUe NOYKU), «TpOMO03
BEH HIKHUX KOHEYHOCTEW», «ITUILIEBOIHOE KpOBOTEYE-
HHE», «OCTPOE HAPYIIIEHUE MO3TOBOTO KPOBOOOPAIIICHUST».
[Ipu obOcenoBaHNM BEISIBIICHBI CTPYKTYPHBIC U3MEHEHMS,
XapaKTepHBIC UISI CUCTEMHOIO aHTMOMATO3a: KaBEPHO3-
Hble aHT'MOMBI MPaBO BMCOYHOI 00JIaCTU, KaBEpHO3Has
TpaHchOpMaIvsi BOPOTHOM BEHBI ¢ HATMYMEM BbIPAKCH-
HBIX KoJjulaTepajieli, BapMKO3HOE pacCIIMpeHHe U WU3BU-
TOCTb BeH MUILEBOIA, HECOCTOATEIBHOCTD ITep(OpaHTHBIX
BEH HIDKHUX KOHEYHOCTE. AHTMOMBI M TIMTMEHTHBIC HE-
BYCHI Ha KOXe€ JIUIIa, IIIeH, TYJIOBUIIA, BEPXHUX M HIDKHUX
KOHEUHOCTe oTcyTcTBOBaiu. Mx Hanmmume s OOJIbHBIX
C TaMapTOMAaTO3aMU SIBJISIETCS 00S13aTeIbHBIM.

IlepBbic MMpM3HAKU OKYJIOKYTAaHHOU TeJIeaHTHMOIKTA-
3UM — pacIIMPeHUs] KAIWLIIPHON CEeTH B BUAC «IIayd-
KOB» Ha KOXe JINIIa, CIIM3UCTON HOca, pTa, KOHBIOHKTUBE
¥ CKJIepe INIa3HBIX s10J10K mpu cuHapome Jlyn-bap (bo-
nep—CemkBUKa) pacrlo3HAIOTCS MPU OCMOTpe pedeHKa
yX€ B paHHEM MJIAICHYCCKOM WM IETCKOM BO3pacTe.
IIpuynHoil oOpallleHUt K Bpauy CTAHOBSTCS 3alepxKKa
(br3MIECKOTrOo, IICMXOMOTOPHOTO Pa3BUTHS, HOCOBBIE KPO-
BOTCUCHMSI, OTYCTIMBO BBIPAXKECHHAS IIPEIPACITOIOXKCH-
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HOCTh K 3a00JICBAaHMSIM BEPXHUX IbIXaTCJbHBIX ITyTEi,
OPOHXUAJIBHOTO AepPeBa, JIETKUX, pAaHO BOZHUKAIOIINE pac-
CTPOMCTBA KOOPIMHALIMM IOBVXKCHUM, PEYM U ITOXOIKHU.
IIpu ocmoTpe GOJBHOrNO MOXHO BBISIBUTh OYAaroBYIO T'M-
MMePIUTMEHTAIINIO KOXM, TIOCENCHNE BOJIOC, IJIa30IBUTA-
TeJIbHBIC, MO3XXEUKOBBIC, SKCTPAITMPAMUIHBIC CUMIITOMBI.
boniee 3HauMMBbl pe3ynbTaThl J1aOOPATOPHON U JIydyeBOM
IWATHOCTHKHU. M3 HMX 3aciayXMBalOT BHUMAHUS CHIIKE-
HUe W OTCYTCTBHME B ChIBOpOoTKe KpoBu IgA, IgE, IgG,
NnoBbIlIeHNe YpoBHA IgM, a-deTonporenHa, MHCyIWHA,
rmoko3bl. [Ipu KT, Y3U xapaktepHbIMU IS CUHAPOMA
Jlyu-bap Mapkepamu SBISIOTCSI TUIIOTUIA3Us JTUMGaTU-
YeCKUX Y3JI0B, TUMYCa, CEJIC3eHKU, SIMYHUKOB, OITyXOJIU
pa3IMYHOM JloKanu3auuu. Pa3zBuTtue 1eiKO30B U 3710Ka-
YECTBEHHBIX OIyXOJIeil y 3TUX OOJBHBIX CBS3BIBAIOT C T10-
paxeHneM JTUMOOPETUKYIIPHON CUCTEMBI, UMMYHOIC-
GUIIMTOM, XPOMOCOMHOM HECTAOUIBHOCTBIO, MYTALIMSIMU
reHa ATM (ataxia-telangiectasia mutant), KOTUPYIOIIETO
MMPOTEeMHKUHA3Y (JTOKaJIM30BaH Ha IJIMHHOM Iuiede 11-i
XpoMocoMbI B cerMeHTe 11q22-23) [47, 48]. OHKOTeHHBI
noteHyan myrauuii A7M BBICOK He TOJIBKO Y OOJBHBIX,
HO U y UX POACTBEHHUKOB — IeTePO3UTOTHBIX HOCUTEICH.
VY Tex 1 Ipyrux MprKM3HEHHO WK Ha ayTOTICUM TUATHO-
CTUPYIOTCST TUM(MOTPAHYJIOMAaTO3, TUMMOMBI, pPaK KOXH,
CIIIOHHBIX XeJie3, JIETKUX, MOJIOYHBIX XeJie3, MUIIEBOa,
XeJynKa, TeYeHU, MOMKEIyIOYHON Kele3bl, SIMIHUKOB
[8]. [IpumunHoOIf cMepTH y Hallleit OOJIbHOM cTaia mporpec-
cupylolass XpoHUYecKasl IbIxaTeJbHasI HEIOCTaATOIYHOCTD,
y €€ OTLa — paK XelyaKa.

[Tpu 3HIEDaNTOTpUTEeMUHATEHOM aHTHOMAaTO3¢ (CHUH-
npome Crepmka—Bebepa), Hapsimy ¢ BpOXXIeHHBIMU Majlb-
dopMalMsIMU COCYIOB KOXM JIMIIA, MO3TOBBIX 000JI0UYEK
M TJIa3, BO3MOXHO OOHapyXeHHE COCYIMCTHIX OITyXOJjeit
(aHTMOM) Ha KOXKe TYJIOBUIIIA, TIOMOOCaKpaJIbHOM 00/1acTH,
CIIM3UCTHIX 000JI0UKAX HOCA, TTOJIOCTH PTa, BEPXHMX AbIXa-
TEJIbHBIX MyTeil (TrOpTaHb, Tpaxes), Ha IMTOBEPXHOCTU WJIU
B INIyOOKMX CJIOSIX MBIIIIL I'YO U SI3BIKa, IIPY KOMIUIEKCHOM
o06cienoBaHUU (B CIydasx pa3BUTHSI KPOBOTCUCHUSI) WU
Ha ayTOIICMHM — B JIETKUX, TIEYCHHU, TTOYKAX, MOIKEITYI0Y-
HOI1 XXeJie3e, celie3eHKe, KMIIeUHUKE, SMIHnKax [49]. Dto
IMOATBEPXKIAIOT U pe3yIbTaThl COOCTBEHHBIX HAOIONCHMI
(n = 18). Kak ka3yucTuKa OIMCHIBAETCS COUYETAaHUE DH-
nedaaoTpUreMMHAILHOTO aHTMOMAaTOo3a C Helpohuopo-
MaTo30M, TYyOEpO3HBIM CKJIEPO30M, OKYJIOAEPMAIbHBIM
MenaHo3oM Ora, runoMmenano3oM Mo [50—53]. Hebnaro-
MMPUSITHOE TeYeHME 3a00JIeBaHUSI OIPENCNISIeTCS PaHHUM
BO3HUKHOBEHUEM Y OOJIbHBIX TBUTATEIbLHBIX HaPYIICHUI
(reMuIIape3a) U Cylopor, 4TO SIBJISIETCS CJIEICTBUEM JIETI-
TOMEHMHTEaJIbHOTO BEHO3HOTO aHTMOMAaTO03a, TMarHOCTH -
Ka KoToporo Hanboiee a(ppeKTUBHA TP UCTIOIb30BAHUMN
MetonoB HerpoBusyanusauuu (KT, MPT, mo3surpoHHo-
SMUCCUOHHOI TOMOrpaduu), 0COOEHHO B TeX CiIydasx,
KOTJa OTCYTCTBYET HanboJiee 3HAYMMbIi ITPU3HAK 3a00J1¢-
BaHUS — TBUIAIOIINI HEBYC HA JIMIIC B 30HE MHHEPBALIMHU
I—II BeTBU TPOMHUYHOTO HEPBA B BUIIE «BUHHOTO ISITHAY.
Pa3BuTre HEBpOJIOTMYECKON CUMIITOMATUKU MOXET OBITh
nHUIIMKUPoBaHo omyxobio ITHC (siumomoii, ramapTomoii,
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GUOPUIUIIPHON WM TIEOMOPMPHOI KCaHTOACTPOLIMTO-
MOI1), HaTMYHe KOTOPOM, Jaxe TOCIe OIepaTUBHOIO BMe-
IIaTeJIbCTBA, HETAaTUBHO OTpaXkaeTcsl Ha KauyeCTBE XKM3HU
GOIBHBIX [54—57].

dusnyeckoe Oaronosyyrne 0COOEHHO CTpamaeT Ipu
HaJUYMU BBIpaK€HHO# acUMMeTpuu U JedopMaluii Jya-
cTeil Teda — TeMuaTpodUu/TeMUTUIICPTPOGUHN JIMIIA
1 KoHeuHocTeil. Takue nedeKThl TKaHeil BCTpedaroTcs
y OOJNIBHBIX ¢ Tporpeccupyioleit arpodueii [Tapu—Pom-
Oepra, KpaHuodauaibHOW GUOPO3HON AWCILIA3UEH,
HelipouOdpPOMaTo30M, COCYAUCTBIMU Malb(opMausIMu
(ipu cungpome Crepmka—Bebepa, Kimunmena—TpeHonHe,
IMapkc—Bebepa—Py6amosa) ninm nx couetanuu [58—60].
I'mmepTpodust pa3HBIX YacTelt Tejla TOCTUTAaeT MaKCUMyMa
npu cuHapome Ilpotes. [ToMMMO KOXHBIX MUTMEHTHBIX
HEBYCOB, aHTMOM, (DMOPOM U1 JIMIIOM, BO3MOXKHO pPa3BH-
e nepBuyHbIX omyxosneir LHHC [61, 62], BHyTpeHHUX
opraHos [8, 63, 64], coeqUHUTENHHON U KOCTHOM TKaHU
[65—67]. BeposiTHOCTh MX OOHApy:KEHHUSI BBICOKA TaKXKe
P APYTUX TaMapTOMaTo3ax, B YaCTHOCTH, IIPY ITUTMEH-
TOBAaCKYJISIDHBIX (DaKkoMaTo3aX, CMHIPOME MHOXKECTBEH-
HBIX ramapToM KoymeHa, 0a3aJbHOKJIETOYHOM HEBYCe
(cuanpom NopnuHa—T obI1a), TMHEWHOM HEBYCE CAJIBHBIX
xene3, cuHapome broxa—Cynbuoeprepa (HemepKaHUU
IMUTMEHTA), BPOKICHHOM aHTMOXOHAPOMAaTo3e (CUMHIPOM
Madpdyyun), nunomarose (cuHagpom banHasiHa—Paitnn—
PyBanbkaObr), MHOXECTBEHHOM SHIOKPUHHOM HEOTUTa3N U
ITa u IIb TumoB [8, 45]. I1pu nuarHocTuke 6one3nu [Mapn—
PombGepra HeoOXoaMMo HaJlnuuMe KapauHaJbHbIX IPU3HA-
KOB: reMHuaTpoduu TKaHel JINIa, BEPXHUX U HUKHUX KO-
HeuyHocTel. st 6oabHbIX ¢ cuHapoMoM Knunnens—Tpe-
HoHe—Py0allioBa TUNUYHBI YBEJIUUYEHUE JJIMHBI U 00beMa
KOHEUYHOCTH, JIOKAJIbHOE pPACIIMPEHNUE TOIKOXHBIX BEH,
MIPUCYTCTBHE HA KOXXE aHTMIOM U TMITOITMTMEHTUPOBAHHBIX
HEBYCOB.

OTIMYUTETLHOM OCOOCHHOCTBIO OOJBHBIX C AHTHO-
Maro3oM [unmensi—JIuHoay SIBISICTCSI TTOJTMCUCTEMHOCTD
IIOPOKOB Pa3BUTHS, UX IKCTpa- M MHTPaHEBpaIbHAS JIO-
Kaau3alusl, BBICOKWM PUCK HEOIUIACTUYECKOM TpaHC-
dopmMalii B CBSI3M C BOBJEYCHMEM TeHa-CyIpeccopa
OITyXOJIe, PacIoIOXKEHHOTO Ha KOPOTKOM IIJIede XpOMO-
CcoMBI 3p25-p26 [68]. BonbHBIE ITOMagaOT Ha IPUEM K Bpa-
9y B CBSI3W C Pa3BUTHUEM TJIa3HBIX MM HEBPOJIOTUICCKUX
cumitoMoB. [lepBbie OOYCIOBIEHBI Pa3BUTHEM TIeMaH-
TrHO0JIACTOMBI CETYAaTKU, BTOPbIE — TE€MaHTHOO0JIACTOMBI
MO3XeuKa MM CIIMHHOTO Mo3ra. KpaiftHe peako oIryXojib
pacriojlaraercsl CyrpareHTopuaibHO. OCMOTp BHEIIHUX
ITOKPOBOB HE CITOCOOCTBYET OIPENCIICHNIO HO30JIOTHH 3a-
6osieBaHMST (TeMaHTMOMBI KOXHM OTHOCSITCSI K PEIKUM Ha-
XoaKaM), OOIBIITYI0 3HAUMMOCTb UMEIOT aHAMHECTUYECKIE
IaHHBIe, T.K. aHTMoMaTo3 [unmens—JInHgay otaudaercs
BbICOKOM (10 90%) MeHeTpaHTHOCTbIO (DEHOTUIIMYECKO-
ro nposiieHus [69]. I[Ipu ayrorcuu, IOMHUMO OIYXOJIEi
IHHC, Hepenako BHISIBASIOTCS HOBOOOpAa3OBaHMS IPYroit
noxkamu3auuu [70, 71].

HaubGonee BBICOKMIT TOTEHIIMAT Pa3BUTHUS 3JI0KaYe-
CTBEHHBIX 00Opa3oBaHUii — mpu Gose3Hn PokutaHcKoro
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(HeiipokoxXHOM MenaHo3e). K obGauraTHBIM IpHU3HaKaMm
3TOro 3a00JIeBaHUS OTHOCSITCSI OOLIMPHBIIA BPOXKIECHHbIN
MEJIAHOLIMTAPHBIA HEBYC KPAaHMOTOPAKAJIBLHOM, TOPOKO-
MMOSICHUIHOM JIOKAJIM3aIlM W TTOPaXKeHUEe CTPYKTYpP IIeH-
TpaJIbHOIM HEePBHOM CUCTeMbl. B OOJBLIMHCTBE CBOEM,
HE3aBHCHUMO OT Pachl 1 110JIa, TMaTHOCTUPYIOTCS CIIOPaIH-
yeckue ciaydan. 3a0oeBaHNe BHISBISETCS IIPU POXKICHUN
pebeHKa, OTHOCUTCS K TTIOPOKaM Pa3BUTHS HEHPOIKTOMEP-
MaJIBHBIX CTPYKTYp. KoXa rojioBHI, TyJI0BHUIIA, KOHEUHO-
cTel OOJbHBIX ITOKPHITA OYTPUCTBIMU, BO3BBIIIAIOIIMMUCS
HaJl TOBEPXHOCTHIO KOXU TEMHO-KOPUYHEBBIMM, CHEBA-
TO-YEPHOTO LIBETA IISITHUCTHIMU 3JIeMEHTaMU (TaMapTOMBI
CJIOXKHOTO CTPOEHHS) ¢ HAJIMYMEM OYaroB TMIIOTUTMEH-
Taluu, TUIIepKepaTo3a, oBojioceHuss. OHM UMEIOT Hellpa-
BWIbHBIC OYEPTaHMSI, MOJUCETMEHTAPHOE PACIIOIOXEHHE
IO TUITY «KWJIETa», «KYITaJIbHUKa», «IUIABOK». B maroso-
TMYECKUIA MPOLIECC BOBJIEKAIOTCS BCE CJ0M KOXU, BOJIOCSI-
HbIe (DOJUTUKYITBI, TIOTOBBIE U CAJIbHBIC XKeJIe3bl, KPOBEHOC-
HbIe 1 JIUM@aTUIECKNE COCYIBI, TTOAKOXHAsI KJIeTyaTKa,
WHOTIA MBIIIIIEI ¥ KOcTH [9, 72].

ITpu menano6mactoze ILIHC maTtomormueckuii Tpo-
1IECC Pa3BUBACTCS B MSTKMX MO3TOBBIX 000JOYKaX, MO3-
JKEeYKe, Ha OCHOBAaHMU TOJOBHOTO MO3ra, BEHTPAJIbHOM
ITOBEPXHOCTU MOCTA, IIEPUMEIYIUISIPHO, B BEPXHEIICIHBIX
W TPYOHBIX CErMEHTax CIIMHHOTO Mo3ra. MeTompl Heii-
POBU3YyaIM3allMi B OTAEJBHBIX CIIydasiX IO3BOJISIIOT BBI-
SIBJIATh OOOJIOUCYHBIE MEJIAHOLIMTOMBI, JICNITOMEHWHIE-
QJIbHBI M MAapeHXMMATO3HBI MEJIAaHO3 MPU OTCYTCTBUU
y OOJBHBIX KOXHBIX IPOSBICHMI. BhIpakeHHOCTb He-
BPOJIOTUYECKON CHMIITOMATUKU M MCXOH 3a00JieBaHUS
OTIpPENEIISIIOTCSL CTENeHbIO 3/I0KadeCcTBeHHOCTH [73, 74].
MenaHoMbl (OIMHOYHBIE M MHOXECTBEHHBIC) JIOKAIU3Y-
I0TCSI HE TOJIBKO B 000J10YKaX, HO M B TapEHXMME TOJIOBHO-
ro mosra [75]. Bo3aMoOXHO pacnpocTpaHeHHE METacTa3oB
T10 JINKBOPHBIM MYTSIM, TeMaTOTEHHO 3a ITPeIeIbl HEPBHOM
CHCTeMBbI (B KOCTM 4eperia, OpOMTY, MBIIIIBI, BHYTPEH-
Hue opraHbl — Jerkue) [76]. ConurapHble MeTacTasbl
MEJIAaHOMBI MO3TOBBIX O00JIOUEK HE BCeTaa HaKaIlJIMBaIOT
KOHTPaCTUPYIOIee BEIIECTBO, JIOKATU3YIOTCS B MO3XKEU-
K€ M TIOJYIIApUsX TOJOBHOIO MO3ra, IMPEUMYIIECTBEH-
HO K3aau OT JiaTepajibHOil O6opo3abl. YacTh MeTacTazoB
0 3NUAYPAIbHBIM BEHO3HBIM CIUIETEHUSIM U IUKBOPHBIM
IyTSIM pacIpoCTPaHsIeTCsl BOOJIb CIIMHHOTO Mo3ra. Ilocie
OOHApYXKEHMSI METACTa30B MPOIOJIKUTEIBHOCTh KU3HU
OOJIBHBIX HE MPEBBIIIACT HECKOJIBKMX MecsieB. K 31oka-
YECTBEHHBIM OIMYXOJISIM BHEUYEPEITHON JIOKAIU3aluU OT-
HOCATCSI JIMITIOCAPKOMBI M pabgoMuocapkoMmbl. Oba Tuma
OITyXOJIe OTJIMYAIOTCS MYJIBTULICHTPUYCCKIM POCTOM,
CKJIOHHBI K paHHEH reMaTOTeHHOW TUCCEMWHAIMU, TIPU
PacCIIOIOXKEHUU B 00JIACTU T'OJIOBHI, 1lIeU y IeTeid 1o 15 et
MOTYT METacTa3upOBaTh B rOJIOBHOM MO3T [77].

3HaHMe KJIMHUYECKUX TTPOSIBIICHUI Pa3IMYHBIX IIOPO-
KOB pa3BUTHSI KOXH, COCYIOB, HEPBHOM CHUCTEMBI, aCCO-
LIMMPOBAHHBIX C OITyXOJIEBBIM POCTOM B KJIETKAaX U TKAHSIX,
MMPaKTUYECKN 3HAUNMO. PaHHSIS TMarHOCTUKA, UCIIOIb30-
BaHME COBPEMEHHBIX TEXHOJIOTHI KOHCEPBAaTUBHOTO U XM~
PYPTMYECKOTO JICUCHUS ITO3BOJISIOT JHOCTHYh ITPOTHO3M-
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pyeMoro pe3yiabrara, IpedOTBPATUTh PA3BUTHUE TIKEIBIX
OCJIOXKHEHMI, CYIIECTBEHHO YJIYUIIUTh KAuyeCTBO XW3HU
OOJILHBIX C 3TOI MAaTOJIOTUEM.

3aknuyeHne

1. bBospHBIE ¢ MHOXECTBEHHBIMH TTOPOKAMU Pa3BU-
TUSI KOXHU, COCYI0B, HEPBHOM CUCTEMBI HYKIAIOTCS B U C-
MAaHCEPHOM HAOJIONEHUU U €XETOAHOM KOMILIEKCHOM
yIJIyOJIEHHOM MCCJIEAOBAaHUM OPraHOB TPYAHON KJIETKM,
oprourHoi monoctu u ITHC.

2. IlporHo3mpyeMblii pUCK Pa3BUTHUS U IIPOrPECCH-
pOBaHUS pa3IMIHBIX HOBOOOpA30BaHUIT HanboJee BHICOK
npu Helipodubpomarose I u Il TnmoB, Tydepo3HOM cKite-
po3e, HEMPOKOXHOM MEJIAHO3€, MHOXECTBEHHOU 3HOO-
KPUHHOI HeoIula3uu, aHruomarosax l[unmnensi—J/Iunmay
u Jlyu-bapa.

3. bnaronmpusTHOe MOOPOKAYECTBEHHOE 1 CTAOMIIb-
HO€ TEYCHME, HU3KMM 3JI0KAYECTBEHHBIA MOTCHLIMAT —
OTJIMYMTENIbHBIC IIPU3HAKY TUTMEHTOBACKYISIPHBIX (pako-
MaTo30B [—V Tunos.
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MpumeHeHne 06yBU TUNA «CKBMKEPbI» Y AeTell C TPAH3NTOPHOM
nanonaTnyeckom xogb6oi Ha LbiInoyKax

'OrBY «HauroHanbHbIN MefULMHCKNIA NCCeAOBaTENbCKUIA LIEHTP AETCKOW TpaBmaTonorum u optonegun um. ILW. TypHepa» MuH3pgpasa
Poccun, 196603, CaHkT-lNeTepbypr, MywkuH, Poccns;

2Orb0Y BO «CeBepo-3anafHblii FOCYAapCTBEHHbIV MEANLMHCKNIA YHBepcuTeT uM. .. MeuHukosa» Munsgpasa Poccun, 191015,
CaHkT-lMeTepbypr, Poccua

BBepeHwme. TpaH3nTopHas xofbba Ha LibiNnoyKax — 4YacToe ABNEeHWe Y AeTell MIafLIero Bo3pacTa, MMmeroLlee OOpoKauecTBeHHbIN XapaKTep.
Tem He MeHee poanTenu feTei obpalyaloTcA K opToneaam ¢ }anobamm Ha MOCTOAHHYIO UMM NEPUOANYECKYIO XOAbOY Ha LibIMnoyYKax.

Llenblo HacToALEro nccnefoBaHyA bbina NepBUYHas oLleHKa 3GPeKTVBHOCTY 06YBM TUMa «CKBUKEPbI» ANA ONTUMU3aLUN ABUraTENbHON aK-
TUBHOCTU fieTeli C TPaH3UTOPHOW NANONATNYECKON XOAbOOI Ha LibIMOYKax.

Matepwmanbl u MeToAbl. Hamy NpoBeeHO NCCIeAOBaHME Cepun Cllyyaes, BKTouaBLuee 24 pebeHka (cpepHuii BospacT 21,4 mec), HabnopaBs-
LIMXCA OpTONeAaMu B MONMKIMHMKAX C XanobaMu Ha HapyLUEHVE MOXOAKM B BuAE XOAbObI Ha Libinoykax. fleTam bbina 6ecnnaTHo npepocTas-
neHa 0byBb «CKBUKEPbI». PoanTensam 6bino NpeasioxkeHo 3anofHNTb aHKeTbl No npolecTsun 1 mecaua.

Pesynbtatbl. Pogutenu 22 neteil, HOCUBLLUX «CKBUKEPbI», OTMEYanu ynyylleHus: pebeHoK nepectan Uiy cTan MeHblUe XOAUTb Ha LibIMoyYKax,
60see NosoBYHbI POAWTENEN OTMEYany HopManmn3aLuo Xoabbbl B 06bIUHOM 06yBY, a TpeTb — H6ocrKkom. OTpuruaTenbHbIX 3GPeKToB He OT-
MeyeHo.

O6cyxpeHne. Hamu npoBefieHa oLieHKa NepBrNYHON 3GPEeKTVBHOCTY MoaUdUKaLMM 00yBHY (CKBUKEpPDI») Y AiEeTell C TPaH3MTOPHOM namnona-
TYeCKon xoAbboii Ha LbiNoyKax. B kauecTBe BEPOATHOTO MexaHK3Ma, JieXallero B 0CHoOBe 3pPeKTa «CKBUKEPOB», MOXKHO NMPEANONOXnUTb
dopmmpoBaHmne 3pdeKkTa bruonornyeckon 0bpaTHON CBA3M 3a CYET JOMONHUTENBHOTO PEKPYTUPOBaHWA CIIyXOBOTO CEHCOPHOTO aHann3aTopa.
3akntoueHune. Ha ocHOBaHMM NPOBEAEHHOTO NCCNIEA0BaHNA MOXHO PEKOMEHA0BATb NMPYMeHEHVE 00yBY TUMa «CKBUKEPbI» Y AeTEN C TpaH3W-
TOPHOW MANONaTNYECKON XOAbOOI Ha LibIMOYKaX, AEMOHCTPUPYIOLLMX OTCYTCTBUE MW HE3HAUMTENbHYIO CMIOHTaHHYIO MOJIOXKUTENbHYIO AVHa-
MWKy, B KaUeCTBe CpefiCTBa 3aKpernyieHna Gr3noNornieckoro AB1raTeNbHoro ctepeoTuna.

KnioueBble cnoBa: getu; TPaH3UTOpPHaA XO,Elb63 Ha UblNo4vKax; MO,E[I/I(I)I/IKaLlI/Iﬂ 06yBI/I; «CKBUKEPDbI»

Ona untupoBanma: Kennc B.M., XycamHoB H.O. TpaH3uTopHaa namonatmyeckas xoapba Ha LbIMoyKax y AeTei: npuMeHeHre obysu Tuna
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The use of shoe type «squeakers» in children
with idiopathic transient toe walking
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Introduction. Transient toe walking is a common benign condition in young children. Nevertheless, it leads to parents’ concern and becomes
a frequent reason for visits to orthopaedists.

Aim: a preliminary assessment of the effectiveness of «<squeakers» shoes for optimizing of gait in children with transient idiopathic toe walking.
Material and methods. A prospective study of 24 children (mean age: 21.4 months) which are under surveillance in outpatient clinics for toe walking
as the main complaint. Children supplied free of charge with «squeakers» shoes. Parents filled questionnaires 1 month after the usage of these shoes.
Results. Positive changes in gait (normalization or improvements) were reported in the majority (22 from 24) children. More than half of
parents noticed normal gait in regular shoes and one third — barefoot. No deterioration has been observed.

Discussion. We conducted a preliminary study assessing the effectiveness of modified shoes («<squeakers») in children with transient idiopathic
toe walking. Most of the parents reported improvements in walking. As a potential mechanism, we suggest positive biofeedback with the
recruiting of the sensory (audial) pathway.

Conclusion. Based on our study we can recommend «squeakers» for children with transient idiopathic toe walking demonstrating delayed
spontaneous improvement.

Keywords: children; transient toe walking; shoe modification; <squeakers»
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BBepgeHue

OnHoli 13 HanboJIee YaCTHIX MIPUYMH OOpaIIeHUS PO-
OUTeJIei pebeHKa K OPTOIemy SIBIISICTCS HapyIIeHUEe I10-
XOOK!. B OOIBITMHCTBE ClIydaeB pedb MIET O HOPMAJTbHBIX
BapHaHTax Pa3BUTHUsI, KOTOPBIC TPEOYIOT TOJIBKO HAOIOIC-
Hus. [To Mepe pocta pebeHKA 3TH IIPOSIBJICHUS CTAHOBATCS
MeHee BBIpakeHHBIMU U B UTOTe Ucde3aloT [1]. Xonpba Ha
IIBITIOYKAX OTHOCUTCSI K TEM COCTOSTHUSIM, KOTOPBIC BbI-
3BIBAIOT OECITOKOMCTBO POAWTEICH W Bpadeil, MOCKOJIBKY
MOTYT SIBJISITbCS HayaJbHBIM IIPOSIBIICHUEM psima 3a00-
JICBAHMI HEPBHOM CHCTEMBI U OITOPHO-IBUTATEIBHOTO
anmapata. TiaTerpHOe KIMHUIECKOe 00CIeIOBaHNe Ta-
IIMEHTA TI03BOJICT MPUHSITH PEIICHUE O HEOOXOMMMOCTHU
HCIIOJIb30BaHUS JOMOJHUTEIbHbBIX METOAOB TMATHOCTUKMU.
IIpu oTcyTCcTBUM OTIIpeneICHHON TPUIMHBI TTOSBICHMS Ta-
KOT'0 HapyIIeHUs TOXOIKHU BBICTABJISIOT «IMarHO3 NCKITIO-
YeHUsI»: UIAOoNaTHIecKas Xxonp0a Ha 1pimoukax (MXII).

Ilepsbiit cayuyait WXL, paclieHeHHbIII KaKk BpOX-
IEHHOE YKOPOUCHUE aXMJUIOBA CYXOXKWJIWS, OBLI OIMMCaH
B 1967 r. [2]. Ha ceromHsIIHMII IeHb, 10 JaHHBIM JIATE-
patypsl, yactoTa Bcrpedaemoctt MX1I cocrasmsier 3—24%
[3]. ¥V meBouexk u mampunkoB MXII HabmomaoT ¢ oguHA-
KOBOI 9acToToi. HekoTopsle aBTOPHI OTMEYAIOT HACIIC-
crBeHHBIN XapakTep UXII [4, 5].

Cpenu mipnunH WX BeIIeNSIoT HapylleHUE IIpo-
MIPUOIETITUBHON CHCTeMBbI, CHIKEHHE IOpOra YyBCTBH-
TEJBHOCTH K BuOpaumu [6—10], yMeHbIIEHNE aMITIATYIbI
IBWKeHUI B cycTaBax [11—12]. YriybneHHOEe M3ydYeHUE
COITYTCTBYIOIIEH CHMIITOMATUKM ITO3BOJIUIO BBISIBUTD,
urto y aereii ¢ UX1I 3HaUMTeIbHO Yallie, YeM B ITONYJISIL1H,
BCTPEYAIOTCS HEKOTOPHIC TNCHUXMATPUICCKUE COCTOSHUS
(aytusMm, cuHIpOM MedUIMTa BHUMAHUS U TUIICPAKTUB-
HOCTH), HapylllcHHE¢ HAaBBIKOB OOIIEHUS, PacCTPOICTBa
KOTHUTHUBHOM cephl [13]. DTOT BakHBIN (haKT MO3BOJISIET
paccmatpuBaTh X1 B KauecTBe OQHOTO U3 MPOSIBJICHUN
KOMIUICKCA IBUTATSIILHBIX HAPYIICHWI, OOYCIOBICHHBIX
W3MEHEHUSIMU LICHTPAJIbHOU PETYJISILIMU MATTEPHA ABUXKE-
HUsI, HEe CBSI3aHHBIMU HEIIOCPEICTBEHHO ¢ MEXaHU3MaMU
CMACTUYHOCTU Y IMPAMUTHON CHUCTEMOIA.

CymectByeT MHeHue, utro UXII y gereit B Bo3pac-
Te 10 2 JeT 6e3 OPYIMX KIMHWYCCKUX IIPOSBICHUI MO-
KeT OBITh BapMAHTOM HOPMAJIbHOTO Pa3BUTHUS, KOTOPBINA
He TpeOyeT mpoBeaeHus JedeHus [14]. DTo cormacyercsd
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C JaHHBIMH 3JIEKTPOMHUOTpadUICCKUX UCCICTOBAHMIA:
MaTTepH MOXOIKHU, XapaKTePHBIN ISl B3POCIOTO YeJIOBe-
Ka, yCTaHABIMUBAETCSI ¥ peOeHKa MPUOIM3UTEIBHO B BO3-
pacte 2 net [15].

[Ipu mpoBeneHUM CPaBHUTEIBLHOTO aHAIM3a MTaHHBIX
MMOBEPXHOCTHOM 3JEKTPOMMOTPAMMbI TaKUX IAllUEHTOB
OTMEYaIOT OTCYTCTBME ITPOLIECCOB KOAKTUBALIMM MBILIILI
HUXXHMX KOHEYHOCTE, KOTOPOE XapaKTePHO IS TTalleH-
TOB C LiepeOpanbHBIMU Mapanndamu [16, 17]. KunemaTtu-
YeCKUI aHAJIN3 TOXOIKHY TaKKe IMO3BOJISIET IPOBECTU AU -
dbepeHumanbHyo nuarnoctuky ¢ LT [18]. B HekoTophIx
HCCIIEIOBAHUSAX C OOJIBIIMM CPOKOM HAOJIOACHMS 3a STHU-
MM JeThbMU OTMEUYEHa CIIOHTaHHAsI HOpMaJu3allus IaT-
TepHa IMOXOIKU CO BpeMeHeM (K Bo3pacty 5,5 roma) [19],
a TakxKe OTCYTCTBHME IOJTOCPOYHOro 3(pdekra oT mpoBe-
JIeHus1 KoHcepBaTuBHOTO JiedeHust [20]. OTmedeHO, 4TO
y IJIATEILHO XOMSIIUX Ha LBIMOYKAX AeTei IPUCYTCTBYET
M30BITOYHAS HapyKHas POTalMs KOCTEH TOJICHM U Jalle
BBISIBJISIETCSI 9KBUHYCHAsI KOHTPaKTypa T'OJIEHOCTOITHOTO
cycTana [4, 21, 22].

B neyeHnu malMeHTOB 3TO# IPYIIIBI MCIIOIB3YIOT pa3-
smuHbie MeTonbl. F. Dietz u S. Khunsree B 2012 r. mpoBenn
OLICHKY OTHAJICHHBIX PE3YJbTaTOB JICUCHUS U TTOKA3aJIH,
YTO HU OITHA U3 IPUMEHSIEMBIX METOIUK HE TTO3BOJISICT M0~
JIYIUTh TIPOTHO3UPYEMBIi pe3yabTtar [23].

CpaBHeHUe 3(PHEKTUBHOCTU KOHCEPBATUBHBIX METO-
OB — TIPUMEHEHUs CTeJIeK (B TOM YHCJe «CEHCOMOTOP-
HBIX») ¥ pa3IMYHBIX OPTE30B JIJISI CTOIIbI U FOJICHOCTOITHOTO
cycTaBa — BBISIBUJIO, UTO JIYYIINIA pe3yabTaT JaeT IpruMe-
HEHUE OpPTEe30B, HE OrpaHUYMBAIOIIMX IBWKCHUS B TOJIE-
HOcTOMHOM cycTaBe [24]. OqHaKko OMBIT UCTOIb30BaHUS
CTeJIeK pa3IMIHON MOIU(UKAIIMA TPEOYET OCTOPOXKHOIO
OTHOIIEHUS 110 IPUIMHE HAJTUYXSI OOJIBIIIOrO KOJINYECTBA
HCCIIEIOBaHUI ¢ HU3KUM YPOBHEM J10KA3aTeJIbHOCTH.

DTanHble TUICOBbIE KOPPEKIMU SIBISIIOTCS, TMOXKa-
JIyii, caMbIM H3YYCHHBIM, CAMBIM YacTO ITPUMEHSIEMBIM
U cCaMbIM Pe3yIbTaTUBHBIM METOHOM JieueHus [7, 21, 25].
Hexkotopbie ucciaenoBaHMsl IMOKa3add BpPEeMEHHYIO 3¢-
(eKTUBHOCTL OoTyIMHOTEpanuu [26, 27]. B panmoMusn-
pPOBaHHOM MCCJICIOBAaHUM, 1I€JIbI0 KOTOPOTO ObLIa OIIEHKA
3((HEKTUBHOCTU IBYX ITPOTOKOJIOB KOHCEPBATUBHOTO Jie-
YEeHMSI, TTIOKa3aHO, YTO KOMOMHALIMS TUTICOBBIX KOPPEKIIMI
C MCITOJIb30BaHUEM IIpeIrapaToB OOTYJIOTOKCHHA He OoJjiee
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3¢ deKTUBHA, YeM IIPUMEHEHNE TOJIHKO THUIICOBBIX IOBSI-
30K [28]. Bro moarBepxkmaeT, uto B ocHoBe MXII nmexar
HE CIIaCTUYECKHWe MEXaHM3MbI, a HapyIIeHUE PETyJIsITOp-
HBIX MEXaHU3MOB OPTaHM3aLINU IBUKCHMSI.

Xupyprudeckoe jiedeHue (YIIMHEHNE aXUJUIoBa CyX0-
KWINST B Pa3IMYHBIX MOTUMUKAIIMSX) SIBJISICTCS, TTO0 MHE-
HHUIO MHOTHX aBTOPOB, IOCJIECIHUM BapMaHTOM, KOTODPBIi
TaKKe MOXKET OKa3aTbCsl Majope3yabTaTuBHBIM. Ero mpu-
MEHEeHMe 0oJiee OMpPaBIaHO y MALIMEHTOB C PUTUIHON 2K-
BUHYCHOI KOHTpaKTypoii [21, 29—31].

Takum obpa3oM, Ha CErOAHSIIIIHUKI IeHb OTCYTCTBYET
eIrHAasl KOHIICIILINS, ITO3BOJISIIONAasl OOBSICHUTL 3THUOJIO-
TUI0, TIATOTeHE3, a TAKXKe 00OCHOBATh TMATHOCTUKY M JIe-
yeHne MUXL. AHanu3 mutepaTyphl MO3BOJISIET 3aKITIOUUTh,
YTO B OCHOBE JAHHOTO COCTOSTHUSI JICXKUT HAPYIICHUS LICH-
TPaJbHOM PETYJISIMS TaTTepHA MOXOOKU. B CBSI3M ¢ 3TUM
TpaauLMOHHbIE MOAXOAbI K JieueHuto neteii ¢ UX1, ocHo-
BaHHBIC Ha pacclabJICHUM TPEXTIABOM MBIIIIIBI TOJICHM,
CHIDKEHMU €€ TOHyca, He TIPUBOIAT K YIYUIIEHUIO.

Hau6onee nerkum BapuantoM MXI MOXHO cuuTaTh
TaK Ha3bIBAEMYIO TPAH3UTOPHYIO XOAh0Y Ha LIBIITIOYKAX —
yacToe SIBJICHUE Y IeTeil Mimanmero Bo3pacta. HecmoTps
Ha TO YTO MEIUIIMHCKOE 3HAYCHHME MAHHOTO IBHUIATEJIb-
Horo ¢heHOMEeHa M3yYeHO HEeIOCTATOYHO, Olllee mpen-
CTaBJIEeHUE O JAHHOM MpOOJEME B COBPEMEHHOM NETCKOM
OpTOIleAUN COCTOUT B IIPU3HAHUU €€ 10OPOKAUYeCTBEHHO-
ro xapakrepa. TeM He MEHee poIUTEIIU AeTei oOpallaT-
csl K opToneaam ¢ xxajobaMu Ha MOCTOSIHHYIO WJIM Tepur-
OJMYECKY0 X0Ab0Yy Ha LIBIMOYKAX, a UX BOMPOCHI TPEOYIOT
KOMIIETEHTHOTO OTBEeTa M PAllMOHAJBHBIX MEIUIIMHCKUX
HaszHaueHUi. C OMOMEeXaHNYECKON TOYKU 3peHUs IaH-
HBII TUIT XOObOKI SIBJIIETCS 00Jiee IHEPTro3aTPaTHBIM IS
pebéHka. B mobom ciyyae HopMmanu3alus naTrepHa Imo-
XOJIKM TapMOHU3UPYET HArPy3KH, CO3IaBasi IIPEAIIOCHII-
KU TSI ONITUMAJIBHOTO IBUTATEJIBHOTO Pa3BUTHS. TaKuMm
00pa3oM, BO3MOXHOCTb KOPPEKLIMY JAHHOTO JBUTATEIIb-
HOT'O HapylIE€HUSsI MPEACTABISIETCS aKTyalbHOM.

Cpenu MoguduKaluii 00yBH, MMOTEHLIMAJIBHO CITOCO0-
HBIX YJIYYIIUTh MMOXOAKY peb€HKa ¢ TpaH3uTopHoit MXII,
HauOoJiee MePCIEeKTUBHBIMU TIPEICTABIISIIOTCS TaK Ha3bI-
BaeMbIe «CKBUKEPDI».

Ilenbro HacTOSIIETO MCCAEA0OBAHMS ObLIa OLIEHKA Kpa-
TKOCPOYHOTO BJIMSIHUSI OOYBU TUIA «CKBUKEPBI» IJISI OI-
TUMU3ALMU IBUTATCJIbHON aKTUBHOCTU IETE ¢ TpaH3M-
topHoit UXII.

Matepuanbi u meToabl

OpronemaM  AETCKUX TOMUKIMHUMK T. CaHKT-
IlerepOypra ObLIO MpeAIOKEHO IPOBECTU OTOOp Maluv-
€HTOB Ha aMOyJaTOPHOM IIpHeMe, CHAOIWTh POXUTENICH
aHKeTOl M MOBTOPHO OCMOTpPETb pebeHKa U 3a0paThb 3a-
TTOJTHEHHYIO aHKETY He paHee YeM depe3 MecsIl M He 1103-
Ke 3 Mec IocJie Havalia HOLIEHUST «CKBUKepoB». [Tom TpaH-
3utopHoii MXII B pamKax TaHHOTO MCCIIEIOBaHUSI TOHU-
MaJId HAIMYME 3KajJo0 poauTesieii Ha HapylIeHUe MTOXOIKHI
pebeHKa B BUE IEePUOAMYECKON XOIbObI Ha LIbIIIOYKAX,
YTO U SIBJISVIOCH KPUTEpHEM BKIIIOUCHUs. MUHUMAaIbHAS
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WHTEHCUBHOCTD U TIPOIOKUTEIIBHOCTD JAHHOTO (heHOME-
Ha HE OrOBapMBAINCh — JOCTATOYHO OBLIO YTBEPKICHUS
ponuTesneil, CBUACTEIbCTBYIONIETO 00 MX 03a00YeHHOCTHU
HaJIMIMeM Y peOeHKa BUIMMOTO HAPYIIIEHUST ITOXOIKH.

Kputepnem HeBKIIOUEHUsI SIBISIACh HEBO3MOXHOCTH
KOHTaKTa IISITKU MPpU Xonpbe pebeHKa (MOCTOSTHHAS X0oapba
Ha 1bImoykax). Takke Bce AeTy ObUIM OCMOTPEHBI OPTOIIe-
JIOM ¥ HEBPOJIOTOM, TIO Pe3y/IbTaTaM KOTOPBIX B MCCIEI0Ba-
HHE He BKIIIOYAJIN AeTel, Y KOTOPHIX ObUIH 3aIT0OM03PEHBI WU
BBISIBJICHBI 3200JIeBaHUsI OITOPHO-IBUTATEILHOTO aIllapara
(B TOM 4mCIIe OrpaHUYCHUE aMIUTATYIbI ABVDKCHUIT B TOJIe-
HOCTOITHOM cycTaBe cBbilie 20°) win 1o0ble 3a001eBaHUS
HEpBHOII cucTembl. Takum 00pa3oM, KOraa y Crieluaanucra
HWMEJIUCH JTFOObIC TTOM03PESHMS Ha HAIMYUE OPTOIIEINIECKOTO
VI HEBPOJIOTUIECKOTO 3a00J1eBaHMsI (BKITIOUAsT OCIOXKHEH-
HBIA NEPUHATAIILHBIA aHAMHE3, CBEACHUS O MEPEHECEHHBIX
TSDKENBIX MH(MEKIIMOHHBIX 3a00JIeBaHUSIX, HAJTMIMe Hacle-
IYEMOI HEBPOJOTMYECKOMN I OPTOIIEANYECKOMN MAaTOJIOIUN
Y POICTBEHHUKOB), peOEHOK MCKITIOYAJICS U3 HACTOSIIIETO
WCCIICIOBAHUS U 00CIICIOBAJICSI B COOTBETCTBUU C PEKOMEH-
JAIsMU Bpada. B paMkax HaCTOSIIIETO MCCIIeIOBAHNS TTOITY -
JISILMOHHas1 yacTora TpaH3uTopHoii MXLI He onpeaensiiace.

Jnst yyactusi B MCCIIeIOBaHMU ObLIO MpUBJIEYe-
Ho 30 mereil, HaGMOZABIINXCSI B 6 aMOyJIaTOPHBIX Yy4-
pexnenusx u otaencHusx Cankr-IletepOypra, mocie-
JOBaTEJIbHO BBISBICHHBIX B COOTBETCTBUM C KPUTEPUSIMU
BKJIIOUCHUSI ¥ HEBKJIIOUEHMST Ha aMOYJIaTOPHBIX ITpHEMax
Ha MpOTSKeHUM 3 Mec (C CeHTSA0ps 1Mo Hosopb 2015 1.).
AHKETBI OT 6 MALIMEHTOB MMOJyYeHBI He OblIN. B pesynbraTe
MaTepual Uil UCCIICTOBAaHUS COCTaBMIN JaHHBIEC O 24 ne-
TsIX B Bo3pacte 12—44 mec (cpennuii Bo3pact 21,4 mMec).

B xauecTtBe MeToma KoppeKLUMM Oblia BbIOpaHa 00-
YBb «CKBUKEPBI», KOTOPAsI IIPEICTABIISIET COO0M OOBIYHYIO
JIETCKYI0 00YBb C 3aKPBITHIM HOCKOM U 3aJTHUKOM, TOXO-
ISAIIUM IO YPOBHSI TOJICHOCTOITHOTO cycTaBa. [1o cBouM
TUTUEHUIECKUM M TTOTPEOUTEIbCKUM IapamMeTpaM O0YBb
cootBerctByeT [OCT P®D mis gerckoit o0yBu. et GbI-
JIN CHAaOXXeHBI TTapoii 00yBU crieliMajIbHOM MOAM(pUKALIMN
«CKBHKEPBI» (PHCYHOK), OCOOCHHOCTBIO KOTOPOI SIBJISI-
JIOCB TO, YTO TOJIBKO ITPH KOHTAKTE TISITKH C ITOBEPXHOCTHIO
OITOPHI O0YBb M3IAET CIIEIM(PUISCKIIA 3BYK 32 CUCT BMOH-
THUPOBAHHOTO B KAOJIYK yCTPOMCTBA.

Pomureneir mpocuin 3aoJIHUTh aHKETY, COCTOSIITYIO
n3 10 myHkToB (cMm. Ilpmroxkenne). Yuactre B UcCenoBa-
HUU ObLI0 100poBOJbHBIM. 1o npoiiectBuu 1 Mec mosy-
YeHHBIC JaHHbIE ObUTM IIPOAHATU3UPOBAHBI.

Bormpockl, Ha KOTOpbIe OTBEYaad POIUTEIHM, Kaca-
mmck BpemeHu tnosiaeHnst X1 («B kakom Bo3pacte Ber
BIIEPBBIC 3aMETUJIN, YTO PEOCHOK XOMUT Ha LIBIITOYKAX?»),
pe3yabTaTOB MOCEIIeHNS Bpaya B CBSI3U ¢ 3TUM («O0paia-
JIUCH 1 BRI K Bpauy [UIsT BBISICHEHUST TPUIMHBI BO3SHUKHO-
BEHUsI TAKOM ITOXOJKHU; €CJIN 14, TO KaKO# ObLI IMAarHo3?»).
Taxxe pomuTeseit IPOCUIM OXapaKTepU30BaTh IIPEIIIe-
CTBOBaBIIMeE TONLITKU JiedeHUs («ITomyyanm nm pedbeHOK
Kakoe-a1ubo JieueHUWe IS YJAY4YlleHUs TOXOIKM; €ClIu
«Jla», To Kakoe?», «ITonb3oBaycst M pebEeHOK paHee Op-
TOIEINYECKOM 00YBbIO; ecin «Jla», TO MPUBOAMIIA JIM OHA
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BHewwHunii BUA 06yBM TUNa «CKBUKEPbI»; CTPENKOI YKa3aHo
3BYKOU3B/eKalollee npucrnocobneHmne B obnactn kabnyka.

The appearance of the shoe type « squeakers»; the arrow indi-
cates a sound extraction device in the region of the heel.

K YJIydllleHUo moxonku?»). Takke olleHMBaJIoCh oOllee
BrieyaTyieHue ot o0yBu («IToHpaBUIUCH JIU «CKBUKEPHI»
BameMy pebeHKy?», «Moxkere 11 Bbl OTMETUTD KaKue-Jv-
00 oTpulIaTebHbIE KaueCTBa «CKBUKEPOB»?»). PoauTeneit
MPOCWJIN YTOYHUTb, CKOJIbKO JHEN B HENEII0 U CKOJIBKO
BPEMEHHU B IEHb peOEHOK HOCUJI «CKBUKEPhI», a TAKXKE KakK
U3MEeHWJIach MOoXoJKa pedbeHKa MpHu Xonb0e 3a 3TO BpeMst
MpU XOAb0E B «CKBUKEPax», B OOBIYHON O0YBU U OOCHUKOM.

PesynbraTtbl

IMo maHHBIM TIPOBENEHHOTO AHKETUPOBAHUS, CPETHUI
BO3pACT Hayaja XOIbObl Ha ILbIMOYKax cocTtaBus 14,2 mec
(10—26 mec), T.€. B GOBLIMHCTBE CIIy4aeB X0Ab0a Ha LIbII0Y-
Kax TPOSIBIISUIACh HE ¢ HAYaJIOM CaMOCTOSITESTbHOM XOIbOBI
(Bce AeTV Havyaau XOOUTh CaMOCTOSITEJIbHO 0e3 3a1epKKu),
a 4Jepe3 HeCKOJIbBKO MecsleB Mociie ee Hadaia. Pomure-
m 18 (75%) nmeteii paHee oOpalaInuch K Bpavy 1T BEISICHE-
HMSI IPUYMHBI HapyeHust noxoaku. Jlesstu (50% ot uncia
00paTUBILMXCS) AETSIM ObLIO Ha3HAYEHO JieUeHKEe, KOTOPOE,

B OCHOBHOM, COCTOSUIO B NMPHUMEHEHWH (PU3MOTeparieBTH-
YECKMX METOIOB JieueHUs ((poToxpomoTeparvsi, 3JIeKTPO-
(opes) u oproneanyeckoii 06yBu. Takum obpasom, 7 (29%)
MMALIMEHTOB 0 IIPOBEICHMS NCCIICIOBAHUS Y2KE UCTIONB30Ba-
JIA OPTONEINIECKYIO 00YBb paHee, TIPY 3TOM POIUTEIN TOJb-
KO 2 W3 HUX OTMEYAJIN YJIydIlIeHIEe TIOXOIKM.

Bo Bpems npoBeaeHus uccienopanus 19 (79%) nereit
HOCUJIN 00yBb Oojiee 3 mHeil B Helemo, He MeHee 1—2 9
B ICHb.

XapakTep U3MEHEHUS TTOXOIKHU B PA3IMYHBIX YCIIOBUSIX
(B «CKBUKEpax», B OOBIYHONW OOYBM 1 OOCHMKOM) COIJIAaCHO
JAHHBIM IIPOBEICHHOTI'O OITpOCca IPEICTABJICH B TAO/IHIIE.

Kak moka3sbiBaloT npuBeaeHHbIe B TaOJulle JaHHBIE,
yay4ieHus (peOeHOK IepecTas Uin CTaJl MEHbIIIE XOIUTh
Ha LbIITOYKAX OTMeYanan OOJIbIIMHCTBO POAUTENE AETei,
HOCUBIINX «CKBHKeph» (22 u3 24 nereit). B yactHOoCTH,
0oJiee TIOJIOBMHBI POOWTENICH OTMEUYaayd HOPMaIU3allnio
XOIBOBI B OOBLIYHOM 00YBH, a TPETh — OOCUKOM.

HuxkTo u3 ponuteneit He OTMETWI, YTO peOEHOK CTal
OoJbllle XOOUTh Ha 1bITToukKax. M3 2 meTeii ¢ OTCYyTCTBUEM
YJIyJIIeHUI OIUH peOeHOK, 0 MHEHUIO POIUTENEl, XOIUI
Ha HOCOYKaX HaMEPEHHO BO M30eXKaHWEe BOCIIPON3BEICHUS
3ByKa; OMWH HOCUJI OOYBb MeHee 3 IHeil B HeAeNo M Me-
Hee 1 4 B 1eHb. BceM 0e3 ncKiIroueHus 1eTsIM OHpaBUIach
MpeIOXKEeHHAss UM O0yBb, OTHAKO POIUTENIM 3 AETEH oXa-
PAKTEPU30BAIM U31aBAEMbIA 3BYK KaK pa3apakKarolInid.

06cyxpaeHne

TpansutopHas MXILl y gereil mepBbIX JET XU3HU
npeacTaBisgeT coboii Hambosiee 4acTO BCTpedarolIuics
U B TO XX€ BpeMsl Haubosiee JTErKUi BapuaHT 3TOTO TUIMA
IBUTATEILHBIX HapyIleHU y nereit. st e€ edeHUs uc-
TIOJIB3YIOTCS pa3IMYHble KOHCEPBATHMBHBIE METOOUKM,
3(HEKTUBHOCTL KOTOPBIX MUHMManbHa. Ha nedyeHme
JMAHHOW KaTerOpUM MALIMEHTOB B YCJIOBMSIX IMOJUKIMHUKHA
pacxoayeTcsi 00JbIlIOe KOJIUYECTBO pecypcoB. Kpome To-
ro, y poautesieit opMupyeTcst IpeacTaBJIeHUe O TOM, UTO
ux pebeHOK 00JIeH, a TPOBEACHUE JIEYEHUST HECET B cebe
Heyno0CTBa B BUAE BPEMEHHBIX U (PMHAHCOBBIX 3aTPAT.

Huarno3 MXLI ycraHaBiuBaeTcsi myTeM UCKJIIOYEHUS
BO3MOXHBIX KOHKPETHBIX IPUIMH 3TOTO HAPYIICHUS.

XapaK'rep N3MeHeHNA NOXOAKU B Pa3/INYHbIX YC/TIOBUAX MO AAHHDBIM ornpoca pOHMTeJ’IeI‘I’I

The character of alterations in gait in different conditions according to data of a survey of parents

Xapakrep M3MEHEHMIA XOIbOBI
The character of alterations in gait

YcnoBust Xonb0bl
The character of CTaJI MEHBILIE XOANUTh cTaJt GoJIbLIe XOOUTh CTaJ XOIUTh
alterations in gait He U3MEHWJIach Ha LIBITIOYKaxX Ha LIBITIOYKaxX HOPMaJIbHO
not changed the child began to walk less the child began to walk more the child began
on tiptoe on tiptoe to walk normally

B «ckBuKepax»

In squeakers 2 [ v 19

B 06bIuHOI 00YBU ) 9 0 13

In regular shoes

Bocukom

Barefoot 2 = b ?
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B apcenaie meTckoro oproreda CYIIECTBYeT BeChbMa
OTrPaHUYECHHOE KOJUYECTBO METOAOB, C TOW WU WHOM
creneHn 3(MMOEKTUBHOCTH CIOCOOCTBYIOIIMX KOPPEKIIUU
X0IbOBI Ha LIbIMToYKax. Cpean HUX Hambosee pacpocTpa-
HEHHBIMU SIBJISTIOTCSI Maccax, Ha3HaYeHWe MOMUMUIIN-
pOBaHHOW OOYBM M OPTOMNEIMYECKMX CTENIEeK, 3JIEKTPO-
dusnotepanus. Ha cerogHaIHMI 1eHb OTCYTCTBYIOT yOe-
IUTEbHBIC TaHHBIE, MoATBepXaame 3(P(OeKTUBHOCT
3TUX METOHOB. TpamguIIMOHHO cpear MoarduUKaImii 00y-
BM Y JIeTeii, IEMOHCTPUPYIOINX (PeHOMEH XOIbOBI HA ITbI-
MMOYKaX, PEKOMEHIYETCSI MCIIOJIb30BaTh BHICOKYIO OOYBb
¢ duKcalneit roIeHOCTOITHOTO CyCTaBa, XECTKUM 3aTHU-
koM. JlanHast MoguduKamus o0yBU SIBIISICTCS He(DU3MOI0-
TUIHOI U TIPEIISITCTBYeT HOPMAIbHOMY (DYHKIIMOHUPOBA-
HUIO MBIIIII TOJICH! 1 CTOIIBI, HApyIIaeT e€ OMOMEXaHUKY.
Kpome Toro, smnupuueckue HaOMOIEHUs TTOKA3bIBAIOT,
YTO OOJIBITUHCTBO ACTEH, CKIIOHHBIX K XOIbh0e Ha IIBITTOY-
Kax, MPOIOJLKAIOT BOCIIPOU3BOINTH JAHHBINA IBUTATEIIb-
HBI MaTTepH Jaxe B KECTKOM M BHICOKOI 00yBHU. B Tex
cliydasix, Koraa xoab0a Ha LbIIOYKaxX MpeacTaBiisieT codoi
CTOMKMI ABUTraTeJIbHBIN CTEPEOTUII, T.€. KOrjua peOEHOK
TepeaBUTAETCS MPAKTUIECKU MCKITIOUMTETLHO Ha HOCKAX,
a Ha BCIO CTOITY BCTA€T TOJIBKO ITOA KOHTPOJIEM B3POCIIBIX
Ha HEMPOAOKUTEILHOE BpeMsi, HEOOXOIMMO ITPOBOIUTH
yoIyosieHHyI0 nuddepeHINaIBHYI0 TMAarHOCTUKY U Jieue-
HUE B COOTBETCTBUU C €€ pe3yjbraTaMu. B OoNbLIMHCTBE
K€ CIIydaeB Xonp0ba Ha IIBIMOYKAX HOCUT HEITOCTOSHHBIN
XapakTep, UMeeT YETKYIO CBSI3b C SMOILIMOHAIBHBIM (DOHOM
pebEHKa U He SBISIETCS CYILLIECTBEHHBIM HapyIlEHUEM.
B To Xe BpeMs B apceHalie OPTOIEIOB XeJIaTeIbHO NMETh
s deKkTuBHOE, Oe30macHOe M HEIOpOroe CPencTBO IS
KOHTPOJISI ¥ YIIyYIIIEHUS CUTYalllHn.

Hamu mpoBeneHa olieHKa TNepBUYHOM 3((HEKTUBHO-
cTh MoAu(UKaLUi O0YBU «CKBUKEPBI» y JETEN C TpaH-
sutopHoii MXILI. B pesynbrare ucciegoBaHusi y 00Jib-
IIMHCTBA ACTeH, NCIIOIB30BaBIINX «CKBUKEPBI», TIPU Kpa-
TKOCPOUYHOM HaOmomeHnu (1 Mec HOIIEHUsI) OTMEUYEHO
yinydmieHue. OtpunateabHbIX 3(@EeKTOB He BBISIBICHO.
B xauecTBe BepoSITHOTO MeXaHM3Ma, JeXallero B OCHOBE
s peKTa «CKBUKEPOB», MOKHO MPEATOI0XUTh POPMUPO-
BaHue 3(PpdeKkTa OMOoTOrn4ecKoii 0OpaTHON CBSI3M 3a CUET
TOTIOJTHUTEJIBHOTO PEKPYTUPOBAHUS CIIyXOBOTO CEHCOP-
HOTO aHaju3atopa. B jaHHOM ciydae 3ByKOBOI 3(deKT,
MMPOU3BOAVMEIN O0YBbIO, HOIMOIHUTEIBHO WH(MOPMUPY-
€T IEHTPAJIbHYI0 HEPBHYIO CHUCTEMY O KOHTAaKTe IISITKHU
C OTIOPHO TTOBEPXHOCTHH B (ha3y MEePEIHETO TOTIKA.

OrpaHryeHreM HaIlero MCCIeIOBaHWS MOXKHO Ha-
3BaTh TO, YTO B HEM YIACTBOBAJIMU IECTH IIPEUMYIIIECTBEHHO
TIePBBIX ABYX JIET XKM3HU, a TAKKE OTCYTCTBUE OTHAJIEHHBIX
PE3YJIBTaTOB MCCIICAOBAHUS Ha TIPEAMET COXPAHEHUS I0-
CTUTHYTOTO 3P deKTa.

YuurbiBasi BbICOKYIO 4YacToTy BcTpedyaemoctu MXII
B IIpaKTUKE AETCKOTO OPTOIIeaa U IIPEUMYIIIECTBEHHO 10~
OpOKauyeCTBEHHBIM €€ XapaKTep, Mbl CUMTaeM ITPOBEIC-
HHE TIIATeJIBHOTO OCMOTpa, TMHAMNYECKOe HaOJIoIeHNe
3a peOEHKOM MOCJIe Pa3bSICHEHUSI CUTYAIlUd POIUTEIISIM
MIPaBUJILHBIM TTOIXOIOM.
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3ak/ouyeHue

Ha ocHoBaHuM NTpOBEeAEHHOTO UCCIEI0BAHUS MOXHO
PEKOMEHIOBaTh MpPUMEHEHHEe OOYBM THUIIA <«CKBUKEDbI»
y neteii ¢ Tpan3utopHoiit UXII, ieMOHCTpUPYIOIIUX OTCYT-
CTBME WM HE3HAYMTEJbHYIO CIIOHTAHHYIO IOJIOXUTE/Ib-
HYyI0 AMHAMMKY, B Ka4eCTBE CPEICTBa 3aKperuieHus (u-
3MOJIOTUYECKOTO IBUTATEIbHOTO cTepeoTuIa. JIJist oleHKu
JIOJTOCPOUHOro 3¢¢eKra TaHHONW O0YBU HEOOXOOUMBI
nanbHeiiye uccienopanus. [lepen Ha3HaYeHUEM TaHHO-
ro tTuria o0yBu ped6éHok ¢ MUXI1I noykeH ObITh 00Ceq0BaH
ISl TIOATBEPXKIEHUS 10OPOKAYeCTBEHHOTO XapaKTepa Ha-
PYLIEHUS TOXOAKH.
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MpunoxeHne. AHKeTa yyacTHUKa nccnefoBaHus
3apascTBynTe!
Baw pebeHoK nonb3oBasnca 06yBblo MapKK «Squeakersy.
Ham 6b1n10 6bl OUeHb MHTEpPeCHO Y3HaTb Balle BneyatneHmne OT NCNOb30BaHNA «CKBUKEPOB.
Ina sToro mbl npocm Bac oTBETUTb Ha HECKONBKO BOMPOCOB.
1) KakoB celtuac Bo3pacT Bawero pebeHka:
2) B Kakom Bo3pacTe Bbl BnepBble 3aMeTUNn, YTo pebeHOoK XOAMT Ha LibiNoYKax:
3) Obpawwanuck nuv Bbl K Bpauy AnA BbIACHEHMA NPUYNHDI
BO3HUKHOBEHMA TaKOWM NOXOAKM:
Ecnu pa, To Kakow 6bin AnarHos?
4) Monyyan nu pebeHOK Kakoe-nMbo neyveHne gnsa ynyylweHna NoxoaKu:
Ecnwn pa, 10 Kakoe:
5) Nonb3oBanca nu pebeHOK paHee opToneanyeckon obyBblo:
Ecnu ga, To npuBoanna nn oHa K ynyudleHmnio noxogKm?
6) NMoHpaBunNCb N CKBUKepbl Bawemy pebeHKy?
7) CKonbKo AHel B Heflento pebeHOK HOCUIT «CKBUKEPDI»:
8) CKONbKO BpeMeHU pebeHOK HOCUI «CKBUKEPDI»:
MeHee 1-2 vyaca 2-3 vyaca bonee 3 yacos
30 MUHYT B ieHb B A€Hb B A€Hb B A€Hb
9) Kak nameHunacb noxoaka pebeHka npu xogbbe 3a 310 Bpems:
B «ckBuKepax» | B 06bluHOM 06yBM | Bocnkom
He nameHunacb
Cran meHblue
XOOWTb Ha LibINOYKax
Cran 6onbuie
XOOWTb Ha LibINOYKax
Cran xognTb HOPMasnbHO
10) MoxeTe nv Bbl 0TMETUTb KaKne-nnmbo oTpurLaTeNibHble KaueCTBa «CKBUKEPOB»:
Cnacnbo 3a Bawu oTBeTbI!
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bombapguposa E.M., bacapriuHa M.A., XaputoHoBa H.A., Mutnw M.[.

My3biKoTepanua: BCnomoraTesibHbllil MeToA abunurtauun
Npu NnepruHaTasbHON NATONOrNN y AieTell NepBbiX MeCALEeB XKNU3HN

OrAY «HaumoHanbHbIN MeanLMHCKAIA NCCefoBaTENbCKUA LEHTP 300poBbsA AeTen» MuHsgpasa Poccum, 119991, Mocksa, Poccua

B 0630pe nuTepaTypbl NpeacTaBieHa NCTOPKA NPUMEHEHUA My3blKOTepanyin B XOAe fiedeHns pasHoobpasHbIx 3aboeBaHNi Kak BO B3pOC/oN
KJIMHUYECKON MpPaKTKKe, Tak 1 B HEOHATONOMMM 1 NeJuaTpum; OnncaHbl PasfnyHble My3blKasbHO-TepaneBTMYecKue NPorpamMmmbl, ABAAOLMECH
4acTblo KOMMNEKCHBIX, CreLuanbHO pa3paboTaHHbIX METOLOB HEMEAVKaMEHTO3HOI peabunutauum. YkasaHbl MOKasaHUA U NPOTUBOMNOKasa-
HVA 4S9 AAHHOTO BUAA Tepaniin y HOBOPOXAEHHbIX U AieTell MepBbIX MecALEB XKU3HW. M3110)KeHbl BO3MOXHble Hellpoduanonornyeckre o6o-
CHOBaHMA [J1f UCMOJIb30BaHUA MEIOPUTMUYECKOTO COMPOBOXAEHUA MIIafieHLEB C NepuHaTanbHoN natonorvein. O6cyKaeHbl NepcrnekTuBbI
MCNONb30BaHMA My3blKOTepanuu B NPaKTVKe BbiXaXKMBaHUA HOBOPOXAEHHbIX, B TOM YMC/Ie HEJOHOLLEHHbIX, C COMeTaHHOW MepuHaTaabHON
naTosorueil, B CTPyKType BOCCTAHOBUTENbHOTO JieueHns (abunutaumm) getei, B Ka4ecTBe BCMOMOraTeNlbHOTO METOAa, MArKO NOoTeHLUpYto-
LLiero BO3[eNCTBME OCHOBHbIX METOAMK: GU3NUECKMX N MeAVNKaMEHTO3HbIX. B HacToAL ee BpemA B BeAyLLMX NeprHaTasbHbIX LeHTpax CTpaHbl
CO3[aéTCA BO3MOXKHOCTb ANA NPOCYLIMBAHUA MIaAEHLAMM My3bIKU B KaUeCTBe COCTaBMALEN MYNbTUCEHCOPHOTO Pa3BMBaloLLEro yxoaa.
Vcnonb3ylotca cneumanbHo obpaboTaHHble KOPOTKMe pparMeHTbl MHCTPYMEHTabHbIX 1 BOKaJlbHbIX nMpon3BeaeHuii B. MouapTa B 3anucy,
¢dparmeHTbl NpPou3BeAEHNI APYTNX KOMMO3UTOPOB-KNACcCKKOB, NMeHUe KOMbIOebHbIX U HAPOAHbIX MeCeH B UCMOJTHEHUN MaTepu. YcTaHoBre-
HO AOCTOBEPHOE NOTEHLMpPYIoLLEee BAUAHUE My3blKOTepanuy Ha ajanTaLyOHHble PeaKLu He3penoi HEPBHOM CUCTEMbI, 0OCYKAAeTCA CBA3b
oboralleHnA BHeLWHeN Cpeabl C OTAANIEHHbIMU 1CXO[aMM NepuHaTanbHOro nopaxeHna. [lokasaHo, YTo coyeTaHVe TaKTUIIbHOW «KeHrypy»-
CTUMYNALMN C TOSIOCOBbIM BO3AECTBUEM MaTepy OKasblBaeT 60sbllee BAVAHME, YEM UCTONIb30BaHME My3blKalibHbIX GpparMeHTOB B 3anucy.
[Ina nprMeHeHVA My3blKOTepanum y HeJOHOLEHHbIX He3pesbiX MIaAeHLEB HEOOXOAUM CTPOro MHANBUAYabHbIA NOAXOA BO 13bexkaHue He-
xenatesibHbIX MOCHeACTBUIA.
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Elena P. Bombardirova, Milana A. Basargina, Natalia A. Kharitonova, Mariya D. Mitish

Music therapy: auxiliary method of habilitation in infants
with perinatal pathology during the first months of life

National Medical Research Center for Children’s Health, Moscow, 119991, Russian Federation

A review of the literature presents the history of the use of music therapy in the treatment of a variety of diseases, both in adult clinical
practice and in neonatology and pediatrics; there are described various musical and therapeutic programs considered as a part of complex,
specially developed, methods of non-drug rehabilitation, with the presentation of indications and contraindications for this type of therapy
in newborns and infants; possible neurophysiological justifications for the use of melodic and rhythmic support of infants with perinatal
pathology are presented, as well as the prospects of using music therapy in the practice of nursing newborns, including premature babies,
suffering from combined perinatal pathology, in the structure of restorative treatment (habilitation) of children, as an auxiliary method that
mildly potentiates the effects of the main methods: physical and medicinal. Currently, in the leading perinatal centers of the country, the
opportunity is being created for babies to listen to music as part of multi-sensory developmental care. Specially processed short fragments of
instrumental and vocal works by V. Mozart are used in recording, fragments of works of other classical composers, singing lullabies and folk
songs performed by his mother. The reliable potentiating effect of musical therapy on adaptation responses of the immature nervous system
is established, the connection of enrichment of the external environment with long-term outcomes of the perinatal lesion is discussed. The
combination of tactile “kangaroo” - stimulation with the vocal influence of the mother has been proved to have a greater effect than the use
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of musical fragments in recording, and a strictly individual approach is needed to use music therapy in premature immature infants to avoid

undesirable consequences.
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1. My3bikoTepanua — KpaTkKasa ncropuyeckas

cnpaBKa

IIpocnyiBaHre My3bIKM UCTIOJIb30BAJIOCH B JIEUEHUU
pPa3IMYHBIX 3a00eBaHUIA, PEXIe BCEro ISl KOPPEKIIUMU
HEPBHO-TICUXWYECKUX HAPYIIEHUI, e1IE B TTTYOOKOM NpeB-
HocTu (B III—V ThicsueneTusix 1o Haiuei spsl), B Erunte,
antuuHoit I'petuu, crtpaHax Bocroka. Ilpumepom aTtoro
clyXaT «My3blKaJbHasg MenuiimHa» Iludaropa, «My3bi-
KaJbHBI KaTapcuc» ApPHUCTOTENS, WCMHOJb30BaHUE IPO-
CTEHIIMX YIAPHBIX U TYXOBBIX MHCTPYMEHTOB B KyJIbTYpax
Munuu, Kuras, Anonuu [1, 2]. [ToMmuMo neyeHus: 60Jb-
HBIX, CTPaalOINX HEBPOJIOTUYECKUMU PACCTPOMCTBAMM,
MpocaylBaHue My3blKM B CpelHue Beka MPUMEHSIOCh
B KayecTBE HApPKOTWYECKOIO CpencTBa MpU MPOBEACHUU
XUPYPTUYECKUX OIepaluid, B YaCTHOCTU, W3BECTHBIM
xupyprom Am6pyasom Ilape [3]. C pa3BuTveM HayyHOM
MEIUIIMHbBI, (hapMaKoJIOTUM U (hapMaKOXMMUM HHTEPEC
K MY3BIKOTEpanuu ObLI MOCTENEHHO YTpayeH, OIHAKO
B XX B., B CBSI3U C BBISIBJICHHEM MHOTOYMCJIEHHBIX MO-
OOYHBIX NEHCTBUIA JIEKAPCTBEHHBIX MpernapaToB, MHOTWE
CIEeIMATUCTBl — MCUXUATPBl U HEBPOJIOTM BHOBb Hayalu
HCTOJIb30BaTh MEJIOPUTMUYECKHE BO3NEUCTBUS B CBOEH
npaktuke [4]. B 6oapmrHcTBe cTpaH EBponbl ObUH CO3-
JTaHbl MHOTOYMCJIEHHbIE LIEHTPBI My3bIKOTEpauu [5].

OnbIT pabOThI 3apyOEKHBIX LIEHTPOB MY3bIKOTEpATUU
HallleJl OTpakeHue B PYKOBOACTBaX, CUCTEeMaTU3UPOBAaB-
IIMX METOAMKM ITOTO BUIA JieueOHOro Bo3aeicTBUS [5].
Tak, BBIIEISIOT PELENTUBHYIO WU MACCUBHYIO MEJIOTe-
panuio (CiayuiaHue My3blKW) U aKTUBHYIO — MY3bIKaJlbHasI
MMITPOBU3ALIMS TTALIMEHTA: TIEHUE, UTPa Ha MYy3bIKaJIbHbIX

Reviews

«My3bIKa — 3TO caM0oe MOIITHOE CPENICTBO,

TIOTOMY YTO PUTM ¥ TAPMOHUU XUBYT B IyIIIE YETOBEKa»
Ilramon «Juanoeu»

«Mo1apt ecTh JIeKapcTBO»

I'.B. Yuuepun «Mouyapm. Hccaedosamenvckuii 5mroo»

MHCTPYMEHTaX, OBMXKEHUS MOJ MY3bIKY (MeJIopUTMHUYE-
cKasi TMMHACTHKa, <«3BPUTMMSI», 3JEMEHTHl TaHla) [5].
IToMuMO 3TOTO BBIAENSIOT MHAWBUAYAJIbHYIO M TPYIIIIO-
BYIO (KOJUIEKTMBHYIO) MY3BIKOTEpaIuio, MpUYEM B IO-
cJieIHYEe TObl UMEHHO IpyIIIoBasi akTUBHAsI My3bIKOTEpa-
Musl TIpUBJIeKaeT HauOOJbIINI MHTEpeC McciaenoBarteieit
U MPAKTUKOB, MOCKOJbKY OHa OKa3bIBaeT KOMILJIEKCHOE
BO3/IeiCTBUE Ha (DU3MUECKOE M TICUXWYECKOE COCTOSIHUE
namueHTa [6, 7].

B xaxnoit U3 pa3sHOBUAHOCTE! My3bIKOTepaluu CO3-
laHbl Pa3HOOOpa3Hble MpOrpaMMbl C HCIOJb30BaHUEM
KJIaCCUYECKOM, HapOOHOM, COBpeMEHHON (B TOM uucie
9CTPagHOM) MY3bIKM, 3TU MPOrpaMMbl OCHOBAHBI Ha BbI-
00pe KOHKPETHBIX BbBIPa3UTEJIbHBIX CPEICTB MY3bIKU: Me-
TpPOpUTMA W TeMmIla, AMHAMUKU (IPOMKOCTU) 3BYYaHMS,
dopmbl, J1aga u Menoauu [8].

C y4yeToM KOHKPETHBIX MpPOSIBJEHUN HEPBHO-TICU-
XMYECKUX HapyLIEHUIl B MYy3bIKOTEpaIiMy B3POCHbIX Ma-
LIMEHTOB HCIOJIb30BAJIMCh Pa3JIMUHbIE BbIPA3UTEIbHbIE
CpeAcTBa: TeMI, JMHaAMUKA, JalorapMOHUYECKUE Xapak-
TePUCTUKH, MOAYJISLIMU B pa3IMyHble TOHAJTLHOCTU. B 3a-
BUCHUMOCTU OT CEHCUTUBHOCTHU YeJIoBeKa, O0IIeil 1 My3bI-
KaJIbHOUM KYJbTYpPbl, JIMYHOCTHOIO OTHOIIEHUS K MY3bI-
KaJIbHOMY MPOU3BEIEHUIO 3TU CPENCTBa MOI'YT OKa3aThCs
KJIIOUEeBBIMM pasapakuTeasiMu 1Jist 00JabHBIX [1, 2, 5].

I[ToMmuMo macCHMBHOrO TPOCIYIIMBAHUS MY3bIKH,
BO MHOTHMX ILIEHTpaxX MY3bIKOTepalMMi HWCMOJb3yeTCs aK-
TUBHas (hOHO- WJIM MeJoTepalnus: pa3ydydBaHWE W BOC-
MpOoU3BeeHNE NAlMEHTAMM MPOCTHIX UHCTPYMEHTATbHbIX
MpousBeneHul, meHue. Tak, B MockBe 3Ty METOIUKY MPU-
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MEHSIET U3BECTHDII LIEHTP MY3bIKOTEPAIUU IO PYKOBOI -
ctBoM mpodeccopa C.B. Illymapamkana [9, 10], mpuuém
HCIIOJIb3YeTCsI OHA HE TOJIbKO Y OOJIbHBIX IICUXOHEBPOJIO-
rMYeCKOro Mnpoduiis, HO U MPU CaMbIX Pa3IUYHbIX COMa-
TUYECKMX Y SHIOKPUHHBIX MATOJOTHSX Y B3POCIBIX MaLIM-
€HTOB B Ka4eCTBE METO/MA, TOIMOJHUTEIIFHOTO K OCHOBHOI
Tepamnuu.

2. DMnupuyecKas MysbikoTepanus
B NeAnaTpun 1 feTcKoli NCUXoHeBposorum

OreyecTBeHHas] TPaauLIMS HCMOJb30BaHUS MY3BIKU
B JIeYCHMM neTell BocxomuT K padoram B.M. bexrtepesa
[11], xoTopslit B 1913 r. opraHu30BaJl KOMUTET IO U3yYe-
HUIO BOCIIUTATEILHOIO U JIEUeOHOTO IEUCTBUS MY3bIKOTE-
panuy M YCTAaHOBWJI BaXXHYIO POJIb KOJIBIOCIBHBIX MECEH
B 00eCneYeHNH MOJHOIEHHOIO MCUXUYECKOTOo Pa3BUTHUS
pebénka. BrnocneacTtBuu My3bIKOTepamnusi y AeTel Kak
B Hallleil CTpaHe, TaK U 32 pyOeskoM MPUMEHSIaCh B KOM-
TUIEKCHOM JIeYeHU U HEBPO30B, B YACTHOCTH, IIPH JICYCHU U
3ankaHus [12—14]. [IpuMeHeHUe My3bIKOTEpauu y IeTeit
TPYAHOTO BO3pacTa W, TeM 0oJsiee, HOBOPOXIEHHbBIX IJIN-
TeJIbHOE BpeMsI He pacCMaTPUBAJIOCh, XOTS UMEIUCh MHO-
TOUYMCJIEHHBIE UCCIeNOBaHUs (PU3UOJIOTOB, ITOCBSILIEHHbBIE
OHTOTEHEe3y CIYyXOBOToO aHaiu3aTopa. beuio oOHapykeHOo,
YTO pa3BUTHE 3BYKOBOCIIPUATHS Y ILJIOAa HAYMHAETCS
Ha 16—20-it Henmene GepeMEHHOCTH, KOTIIa HAUMHAKOT BbI-
pabaThIBaThCsl YCIOBHbBIC NBUTATEIbHbBIE PE(IEKCH B OTBET
Ha 3BYKOBOI#i pasapaxutenb [15]. B 1950—1960-x rr. Ob1-
JIO YCTAHOBJICHO, YTO 3I0POBbIC TOHOIIEHHBIE HOBOPOXK-
IEHHBIE YXe B Bo3pacTe 5—7 MHel CIOCOOHBI Pa3IuuUTh
CJIOXHBIE 3BYKOBBIE pa3apaXkKUTEIN: TOHBI B IIpeneaax OK-
TaBbl, TeMOPaJIbHBIC XapaKTEPUCTUKM, U3MEHEHUS TTOCTIe-
JOBaTEeJIbHOCTU 3BYKOB [16]. TakuM oOpa3oM co3maroTcs
HEOoOXOMMMBbIC MPEANOCHUIKU MJi CTaHOBJIEHMSI BTOPOI
CUTHAJIBHOM CHUCTEMBbI, B YACTHOCTU — (POHETUYECKOIO
ciyxa. Crieiu(UIHOCTDb BO3IEHCTBUSI MY3bIKM Ha PEOEH-
Ka ofocpenyeTcsl Yepe3 dMOLMOHANIbHYI0 cdepy, B BO3-
HUKHOBEHMH KOTOPOI1 BaXKHYIO POJIb UMEIOT B3aMMOCBSI3U
B IMane Matb—auts |5, 17].

Bocnpusitue peGEHKOM 3BYKOB Ha BHYTPUYTPOOHOM
3Tare ero pa3BUTHSI, TIPEXKE BCETo cepaleOueHe MaTepu
U ee royioca, ObUIO MOATBEPXKACHO MCCICIOBAHUSIMM 3a-
pyoexHbIX Helipodusunosoros [18—20]. bonee Toro, B no-
cleIHUEe OeCITUICTUSI ObLIO YCTaHOBJAEHO, YTO IO CIO-
Cco0EeH MOo-pa3sHOMY pearvpoBaTh Ha Pa3IMUHYIO MY3BIKY.
B yacTHOCTH, OBLT 3aperMCTPUPOBAH CeNATUBHBIN 3P deKT
(1o xapaxkTepy ABUKEHUH IJ1011a) TIPU 3KCTIO3UITUM MY3bl-
ku B.A. Momapra [21].

B Haieit crpaHe MMOHEPOM HCIIOJIb30BaHUS MY3BIKU
B MeIUaTpUUECKON IMPaKTUKE IO IpaBy MOXHO CUMTATh
M3BECTHOTO TeauaTpa-my3bikoTepanera M.JI. Jlazapena,
KOTOPBII pa3padoTajl OpUTMHAIbHBIE MTPOrPaMMBbl MY3bI-
KoTepanuu (IMepBOHAYAIBHO — MY3BIKAJIbBHOTO 03I0POB-
JICHUST) IJIs1 TPOCTYLIMBAHUSI M WCIIOJIHEHUSI OepeMeH-
HBIMU C LI€JIbI0 ONTUMM3AIMM pa3BUTUS uiofa [22, 23],
a TakKe IS MMOAAEPKKY IPYAHOrO BCKapMJIMBAaHUA B 11a-
Jie MaTb—HOBOPOXIEHHBIH [24].
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Bo BTOpOIit mosoBuHe XX B., B CBSI3U C IMOCTEEHHBIM
YBEJIMYCHUEM B ITOMYJISILIUY JOJIM IeTeii (B TOM YMCIIE He-
MIOHOIIIEHHBIX), BBDKUBIIMX ITOCJIE TSDKEJIOM COYeTaHHOM
MepuHaTajJbHON MAaTOJIOTUU, ObUIM pa3padOTaHbl KOM-
IUIEKCHBIE TIPOTpaMMBl WX JICYCHUS W DPeadIMTAIINM,
B KOTOPBIX OCHOBHOE MECTO 3aHMMaja pa3HOHAIIpaBIeH-
Hasl JJeKapCTBEHHAS TepaIlusl, TOMOTHEHHAs Pa3InIHBIMU
BUIaMu (pusmyeckoro jedeHus [25, 26]. B cBsa3u ¢ atum
YBEJIMYMJIACh OITACHOCTh HEXeIaTeIbHBIX TTOOOYHBIX BIIHSI-
HUI JIEKAPCTB HA HE3PEJIbIii OpraHM3M HOBOPOXIECHHBIX
U TPYIHBIX JETEH, MOCKOJbKY JAaXe MPU HETSXKENBIX MPO-
SIBJICHUSIX TIEPUHATAIBHOTO TTOPAXKECHMSI HEPBHOM CUCTEMBI
Ha3HAYaJICSl IIMPOKUN CIEKTP Pa3JIWYHBIX MperapaTos,
a 9yacToTa HEOOOCHOBAHHOIO MCITOJIb30BAaHMS JIEKAPCTB
y MaIlMeHTOB 3TOM IPYMIIBl HEYKJIOHHO pocia [27].

B cBs3u ¢ BhieusnoxeHHsiM B HUM neanatpuun
PAMH (ceituac — ®I'AY «<HMMUILI 310poBbs aeteii») Obi-
JIN OCYIIECTBJICHBI Pa3pabOTKN KOMIUIEKCHBIX ITPOTpaMM
peadMIMTaly MJIAACHIIEB, TIEPEHECIITNX TTepUHATATILHOE
HOpaXeHUe LIEHTPAJIbHOU HEPBHOM CUCTEMBI, C BKIIIOYEC-
HHEM B HUX CITCIIMAJIbHO pa3pabOTaHHBIX METOIOB HEME-
MTUKAMEHTO3HOM aOMIMTALIMKU, B TOM YHCJIe MY3bIKOTepa-
nuu [28]. Ha ocHOBe (pparMeHTOB KJIaCCUUEeCKOM MY3bIKH,
KOJIBIOCTbHBIX, HAPOTHBIX ¥ COBETCKUX ITECEH OBLIN ITOM-
TOTOBJICHBI KOPOTKHUE IPOTPaMMBI IIJISI TUCTAHIITMOHHOTO
MIPOCYIIMBAHMS MTallieHTaMU (BO M30eXkaHMe aKyCTHIe-
CKHX TpaBM 3KCITO3UIIMS MY3BIKH Yepe3 HAayITHUKN OblIa
uckiodeHa). beuim pa3paboTaHbl TTOKa3aHUS U TTPOTH-
BOIIOKA3aHMUs IS MY3BIKOTEpalM Y HOBOPOXIEHHBIX
1 JeTeil MePBLIX MecsLeB Xu3Hu [29]. MyssikoTepanus
He TIpUMEHSUIach y MIJIaJicHLIeB, He JOCTUTIINX 28 Hex
IMOCTKOHIIETITYaJJbHOTO BO3pacTa, a TakKXKe IMPU HAJIMINHU
CYIOPOKHOTO CHMHAPOMA, B OCTPOM IMEPHUONE BHYTPIIKE-
JIyTOYKOBBIX KPOBOMBIUSIHUM, TIPU TSKENBIX CUCTEMHBIX
3a00J1eBaHMAX (CETICUC) U MPU JIIOOBIX IAaTOJIOTUSIX, CO-
MIPOBOXKIAIOIINXCS TSKEJIBIMU TBIXaTeIbHBIMU U T€MOIM-
HaMHWYECKUMU paccTpoiicTBamu. M conp30BaIrch IBe OC-
HOBHBIE MIPOTPaMMBI MY3BIKOTEPAIIUM: PeTaKcalliOHHAs
(Ipr  cMHAPOME TIOBBLIIIEHHON HEPBHO-PEhICKTOPHOMI
BO30YIMMOCTH) ¥ aKTUBHUPYIOIIAasl (IIPY CUHAPOME YTHETE-
HUS BCJICICTBHE TTIEpUHATAIBLHOTO MopaxkeHus Mo3sra). O6e
MpOorpaMMbl BKJIIoUaau Kopotkue (7—8 MuH) hparMeHThI
3aIMCeN MHCTPYMEHTAJIbHOM 1 BOKAJIBHOM KJIACCUYECKOU
My3bIKH (B TpamWIIMOHHOM HcHoiHeHnHu): B. Morapr
«ManeHbkasg HO4YHasl cepeHana», «BommebHas ¢aeiitay,
«[erckast mechsi»; ®. IllyGepr «PopesuieH KBUHTET»,
«B miytb»; I1.M. YaiikoBckuii «Bpemena roma»; I'.B. CBu-
punoB, ¢parMeHTH MY3BIKM K (puiabMy «MeTenb», a Tak-
Ke MeHne MaTepu (KOJbIOeTbHbBIe TTecHU). s penakca-
LIMOHHOM MpPOrpaMMBbl — HAapOMHBIE TIECHU B MEIJICHHOM
Temrle, Uil akTuBupymouieit — rmecHu U.0O. JIlyHaeBckoro u
B.4. lllanHCKOTO B yME@pEeHHO OBICTPOM TEMIIE.

B rpymme nereit, mosydaBIIMX MY3BIKOTEPAIIMIO,
yIy4llleHne KIWHUKO-HEBPOJIOTUYECKOIO cTaTyca ObI-
JIO OTMEUYEHO Ha 3—5 mHeil paHblle, YeM y AeTeid TpYIITbl
CpaBHEHMSsI, TIpU 3TOM yuajnoch B 1,5—2,0 pa3a cHU3UTH
JICKApCTBEHHYIO HArpy3Ky Ha mamueHToB. OleHKa 3¢-
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(beKTUBHOCTH MY3BIKOTEPAIIUM, TIOMUMO KJIMHHMKO-HE-
BpPOJIOTUYECKON TUHAMUKU, MPOBOAMIACH KAK C yYETOM
U3MEHEHMI KJIETOYHOTO MeTabon3Ma (LIMTOXUMUYECKU
aHaJM3 aKTUBHOCTU JNETUIpPOreHa3 B JUM@OLMNTAX), TaK
1 110 JAaHHBIM MOHMTOPHUPOBAHUS CYTOUYHBIX ITapaMETPOB
TeMOIMHAMUKY 1 Ta30B KPOBM.

[To HamMM HAHHBIM, JOCTOBEPHO OTMEYAIOCH IUIAB-
HOE TMOBBIIICHNE MCXOTHO CHIKEHHOI aKTUBHOCTHU KJIe-
TOYHBIX (PEPMEHTOB Y HETOHOIIICHHBIX MJIAICHIICB C IICPH-
HaTaJIbHBIM MOpakeHneM HEPBHOI CHCTEMBI ITOCIE DKC-
no3uunu (parmeHTa «MaJleHbKOI HOYHOI cepeHalIbl»
B. Mouapta. B To ke BpeMsl 3KCTIO3ULIMS MEXaHUYECKOTO
myma (CTyka METpOHOMA), HallpOTUB, BhI3bIBaja yrHeTe-
HMe aKTUBHOCTH AeruaporeHas [28].

Ha ¢oHe KypcoBoro mnpuMeHEHMSI My3bIKOTEparnu
y HETOHOIIEHHBIX MJIAAEHIIEB (IIPOCIYIINBAHWE Pa3JIdd-
HOM T10 XapaKTepy My3bIKHA B pa3HOE BPEMSI CYTOK) TIpOCe-
JKMBAJIaCh TEHACHIINS K ITOBBIIIICHUIO aMIUTUTYI M ME30POB
CPEeIHero apTepUabHOTO JABJICHMS, a TAKXKE K IIepeMelre-
HMIO X aKpoda3 Ha BTOPYIO TTOJIOBUHY CYTOK, T.€. TIPUOJIH-
JK€HHE CYyTOYHOTO PUTMA ITapaMeTPOB TeMOIMHAMUKHU K 00-
see 3penomy. Bo3aMoxXHO, My3bIKOTeparusi CliocoOCTBOBaIa
opMHPOBaHNIO TMHAMWYECKUX CTEPEOTUIIOB T10 BEICHHIO
pebEHKA, 3aMBIKAHUIO YCJIOBHO-PeIEKTOPHBIX CBS3€i,
ITOCKOJIBKY TTPOCIIYIITMBaHUE MY3BIKM KaK OblI (pMKCHUpOBa-
JIO OTpefieJieHHbIe MHTEepBajbl. «CTaHOBIIEHUE €CTh OCHOBA
BpeMEHM, BpeMEeHHasI TeKy4eCTh, OHO — OCHOBAHUE UCKYC-
CTBa BPEMEHU, TO €CTh OCHOBAaHUE CaMOil My3bIKH... My3bI-
Ka AT HE KaKOW-HUOYIb YCTOMYMBBIA U HEMOMBMKHBIN
00pa3, OHa pHUCyeT caMO IIPOMCXOXKICHHUE STOT0 00pasa, ero
BO3HUKHOBEHME U, TYT XK€, ero ucue3HopeHue» (A.D. Jloce
«OCHOBHOI1 Borpoc ¢puitocopru My3bIKI»).

Hapsiny ¢ my3bikoit B. Mouapra HamMu ObLT 3aperu-
CTPUPOBAH aHAJIOTUYHBIA 3(P@PEKT MpU MPOCIYIIUBAHUYN
¢dparmenToB BanbcoB [1.M. YaiikoBckoro. Bo3moxkHO,
TaKTOBBIIA pa3mep Bajbca (3/4 wim 6/8) Kak Obl COOTBET-
CTBYeT PUTMHUYECKUM KOJIeOAHUSIM MHOTHUX (YHKIIMO-
HaJIBHBIX KOHCTaHT. «B OCHOBe Bajibca — IIpUCTpacThe
K TTOBTOPSIIOIINMCS KOJieOaTeIbHBIM IBIDKCHUSIM, TO Ca-
MOE€ MIPUCITYIIMBAHNE K BOJTHE, KOTOPOE IIPOHU3BIBACT BCIO
HaIIy IM033M1I0 U BCIO Hallly My3bIKy» (O.D. MaHaenblTam
«PasroBop ot [JaHTe»).

Bnocnencrteuu paspaboranHas B HWUUM nemmatpuu
PAMH wmeroauka My3bIKOTE€panuu Oblda JOOIOJHEHA:
YTOYHEHBI KIIMHUKO-HEBPOJIOTMIECKIE TTIOKa3aHUSI, a TaK-
K€ OIpeesieHa PUOPUTETHOCTh «KUBOTO 3BYKa» — Iie-
HUe MaTepu. DTa METOAUKA MIPEACTaBIeHA B PYKOBOJICTBAX
10 HEOHATOJIOT MU JIJIS BHEIPEHUS B HEOHATAIbHBIX CTAIIO-
Hapax [29, 30].

3. Ha yem ocHoBaH «3¢PeKT MouapTta»?
Bo3moXxHble MexaHU3Mbl ie4e6GHOoro
BO3JeNCTBMA MY3bIKU

AHTUYHBIE U CpedHeBEKOBbIe (uaocodbl CBs3bIBa-
JIU BO3MEUCTBUE MY3bIKM Ha 4YeJIoBeKa C CO3BYYHOCTbHIO
KoJebaHuil (BUOpaLMii) My3bIKaJbHOTO 3ByKOpSiAa U KO-
Jle6aHUii KOHCTaHT YeJIOBEYeCKOIo OpraHu3Ma, B CBOIO
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odepenb, 3aBUCSIINX OT IPUPOIHBIX (KOCMUYECKUX) (hak-
TOPOB U TTOMUMHSIOIINXCSI BCEOOITUM 3aKOHAM YMCJIOBOM
rapmoHuu [31].

B 1950-e rr. dpaHmy3ckuii otomapuHrojor A. To-
MAaTHC HUCCIAeAOBaJ PEaKIIMd MO3ra Ha pPa3InyHbIC MY-
3bIKAJIBHBIC TTPOU3BeneHMs. biaarorBopHoe BO3IEHCTBHUE
My3blku B. Mouapra, HaunHass ¢ BO3AEHACTBUS Ha MO3T
IUTOA, OH CBSI3bIBAJI C HAIMYKMEM B IIPOM3BEICHUSIX 3TOTO
KOMITO3UTOPA TAPMOHUYHBIX CO3BYIMIA BHICOKOYACTOTHBIX
KoJnebaHuii [5, 14]. B Hamm gHU HEKOTOpBIe My3bIKOTEpa-
MEeBTHI, 3aHUMAIOIIMECS JIEYCHUEM B3POCIBIX ITAIleHTOB,
OOBSICHSIIOT BIMSIHUE MY3bIKM HEWpPOryMOpaJIbHO-pe30-
HAHCHOM TeOpueEM, COrJIaCHO KOTOPOM OpraH ciyxXxa U KO-
>Ka BOCIIPMHUMAIOT 3BYKOBbIe KojiedaHus. [1pu aTom npo-
UCXOIUT KakK Obl «HACTPOMiKa» HEPBHOMU CUCTEMBbI, IPYTUX
OpraHOB M TKaHel («pe30HAaHCHBIN OTKINK») [9, 10].

B mocienHue roabl B U3yYEHUM pPeakIluM Ha pa3ind-
HbI€ BHEIIHUE CTUMYJIBI KaK y NETel, TaK U Y B3POCIIbIX
IIUPOKO MCITOIL3YIOTCS COBPEMEHHBIC HEMpoGhU3UOII0-
TM4YecKue METOAbI: 3ekTposHuedanorpamma (DDI), BoI-
3BaHHBIC ITOTEHIIMAJIbI, COOBITUITHO-CBSI3aHHBIC ITOTCH-
Uaiabl). Y HOBOPOXIEHHBIX HETEl 3aperruCTpUpPOBAHBI
MMPU3HAKU «O00yYEeHHUS» YMEHUIO COOTHOCUTH CEHCOPHBIE
CTUMYJIBI, HATIpUMep 3BYKOBbBI€ U TaKTUJIbHEIE [32]. Cpenu
3BYKOBBIX ITIEPBOOYEPETHOE 3HAUCHUE UMEET IOJIOC MaTe-
pu. ITocKOJIbKY 3TU pa3pabOTKU, BHIIIOJIHEHHbIE Y 3I0PO-
BBIX JOHOIIEHHBIX MJIAICHIIEB, HE SIBJISIIOTCS MHBAa3MBHBI-
MU U HE CBSI3aHbI C Harpy3kaMu Ha peO€HKa, B HACTOsIIIIee
BpEMSI aHAJIOTUYHBIC MCCICIOBAHMS BBITIOTHSIIOTCS U Y Je-
TEW C MEPUHATAILHOM I1AaTOJIOTMEI, B TOM YHUCJIC Y HEIO-
HomeHHbIX. X mpuMeHeHne o0yCIOBICHO BHEIPECHUEM
B COBPEMEHHBIX HEOHATAJIBHBIX CTallMOHApaX MPUHIIUIIOB
Pa3BUBAIOIIETO yXOAa, OCOOCHHO BAaXHBIX UISI HETOHO-
IIEHHBIX MJIANICHIIEB, B CBSI3W C BHICOKMMM PUCKAMU pa3-
BUTHUS Y HUX CEHCOpHOI nenpuBauuu [33, 34].

CoBpeMEHHBIMHM HCCIICAOBAHUSIMU, BKIIOYAIOIIMMU
IJIATEIbHOE KaTaMHECTUYeCKOoe HAOMIoneHNEe M aHaIu3
HWCXOMIOB IePMHATAJIbHOM MATOJIOTUM Y HEIOHOIICHHBIX
MJIAZICHIIEB, TMOATBEPXIeHA 3HAYMMOCTb MMEHHO MYJIb-
THCEHCOPHOTO pPa3BUBAIOIIETO YXONIa; YKa3bIBAaeTCS Ha
BOXXHOCTb COYETAaHUS MSTKOM, 3MOIMOHAIBLHO HAaChI-
IIEHHOW, TAaKTUJIBbHOUN «KEHTYpPY»-CTUMYJISILIMU C TOJIO-
COBBIM BO3ICHCTBMEM MaTepH, YTO OKa3bIBaeTCsl OoJiee
MEeUCTBEHHBIM, YeM HCIIOJIb30BaHNE MY3BIKM B 3aIliCH
[35]. IIpu aTOM TTOAUEPKMBAETCS BasKHOCTD ITPOAOJIKEHUS
HEMPOCEHCOPHOM CTUMYJISILIMY U TTOCJIE BBIMMCKHU peOEHKa
n3 cTaloHapa. Ha mpoTsokeHum niepBhIX MECSILIeB XXKU3HU
y IeTeid, MOJyYaBIINX B CEMbE MYJIbTUCEHCOPHBIC CTUMY-
JIBI, 3apEeTUCTPUPOBAHbBI 00JIee BRICOKME MOKA3aTEeI TICH-
XOMOTOPHOTIO pa3BuTH 1o wkane beitau [36, 37].

4. UccnepoBaHnA NoCcaeqHNX NIeT: MeTOAUKMN

1 BO3MOXHOCTUN My3blKOTepanuu y maageHues

C NepyiHaTaibHbIMM NOPAXKeHNAMUN HePBHOIA

cucTemMbl

B nacTosiee BpeMsl MPOLOJIKAIOTCA KCCIEN0BAHMS
BJIMAHHA MY3BIKOTCpAIIlMM Ha pe6éHKa, HaynHad C BHY-
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TPUYTPOOHOTO ITIepHOIa OHTOTEHE3a, OLICHWBACTCS BO3-
MOXHOCTB €€ MCIIOJIb30BaHUs y MJIAACHIIEB C pa3IMIHON
MMaTOJIOTHEH, TIPeXIe BCETO, MOCTTUITOKCUISCKIMU Hapy-
meHusmu aeateabHoct LITHC. YceranoBneHo, 4yTo aHTe-
HaTaJIbHasl SKCITO3UIINS MY3bIKM MOXET UMETh OTCPOUCH-
HbI 3pdexkt. HoBopoXIEHHBIN CITOCOOEH «BCITOMHUThL»
YCIBIIIAHHYIO OO0 POXICHUS MY3BIKY, YTO YMEHBIIIACT Ya-
CTOTY HeXeJTaTebHBIX BEreTaTUBHBIX peakuuii [38, 39].

B Hameit ctpaHe BBITIOJTHEHO HCCIIeAOBaHME, B KOTO-
poMm y 6epeMeHHbIX B III Tpumectpe 3ammcheiBanach ¢o-
HOKapayuorpaMMa, KOTOpasl BIIOCIEACTBUM MCITOJIb30Ba-
JIach MaTepsIMU UTSI KCIIO3UIINKU B TIEPHUOABLI O€CIIOKOM-
cTBa y peb€HKa, IIpuyeM OHa oKazaja 0oJiee BhIpaKeHHOE
YCIIOKOMTEJIbHOE OEeMCTBUE Ha NETel, 4YeM IIPOCIIyLIMBa-
HUE KOJIBIOSTBHBIX MeCeH B 3alMCHU (BIUSIHUE TICHUS ca-
MHUX MaTepeil He aHanu3upoBanioch) [40]. CoBpeMeHHBIE
HETpaBMaTUYHBIC MCCICIOBATEIbCKIE METOIUKU IT03BO-
JISTIOT OOBEKTUBHO OILICHUTHh HE TOJBKO TOBEACHYECKUE,
HO ¥ TeMOAMHAMUYECKUE PEeAKIIMKA HE3PeJIOro MallMeHTa
Ha OTHEJbHBIE COCTABJISIOININE CEHCOPHBIX, B TOM YHCJIC
3BYKOBBIX, CTUMYJIOB, B YaCTHOCTH, Ha (hOHEMaTUICCKUE
M MHTOHALIMOHHBIE XapakTepucTuku peuu. Haubonee
Pa3sHOOOpPAa3HBI 3TH XapaKTePUCTUKNA B TOHAJIBHBIX SI3bI-
Kax (KWUTaiicKoM, SITOHCKOM). AMoHCKUEe y4eHBIe ITyTeM
WCCIIEIOBaHUSI Y HOBOPOXIEHHBIX U3MEHEHUM TeMOIM-
HaMWUKHM B OTBET Ha PEUYEBYIO CTUMYJISIIAIO C TTOMOIIBIO
nHGPaKpacCHOW CIEKTPOCKOITMYA MO3TOBOTO KPOBOTOKA,
HCCJIETyeMOTO B BUCOYHBIX 00JIACTSX, 3apEeTUCTPUPOBATIA
pa3Iuuusl B pearupoBaHUM Ha (pOHEMBI, B 3aBUCUMOCTH
OT TecTallMOHHOTO Bo3pacta [41]. ABTopaMM BBHIsIBIECHA
JlaTepajm3alysl CIyXoBOH (DYHKIIMM Yy HETOHOIICHHBIX
K MOMEHTY IOCTMXKEHHUSI <«BO3pacTa IOHOIIEHHOCTH».
VY npexneBpeMeHHO POIWBIIMXCS MJIAACHIICB K MOMEHTY
TMOCTVKEHUST MU Bo3pacTta 39 Hell (ITOCTKOHIIETITYaIbHO)
B OTBET Ha 3ByKOBOE pa3ApakeHNEe MHIEKC JIaTepaTbHOCTH
TO0KAa3bIBaJl IOMUHUPOBAHME CIIyXOBOI 30HBI IIPABOTO T10-
JIyIapusl, Kak U 'y JOHOILIIEHHBIX neteit [42].

OTU maHHBIE TO3BOJSIOT pa3pabareiBaTh auddepeH-
LMPOBaHHBIE TTPOTPAMMBI BOKAJIbHO-MEJIOAUIECKOTO pa3-
BUBAOIIETO YXOma C yYEeTOM WHIWBUAYAIBHOTO <«OKHa»
B 3aBUCUMOCTH KaK OT CTeIIEHH 3PEJIOCTH, TaK 1 OT Xapak-
Tepa TMePUHATAIIBHOTO TOPaXXEHUsI MO3ra. YCTaHOBJICHO,
YTO IPY YHUJIATEPATbHBIX (OMHOCTOPOHHUX) TTOPAXKEHMSIX
Mo3ra (B TOM YKCJIC TP Pa3BUTUU MEPUBEHTPUKYIISIPHBIX
KHCT) OHTOTCHETMYECKUI IMOTEHIINAJ KOHKPETHOTO IIa-
IMEHTa TI03BOJISIET (IMPM MTOCTAaTOYHOM CEHCOMOTOPHOM
TPEHUPOBKE) 3aAeHCTBOBATb TOMOTOITMUYECKHME OOJIACTH
3[I0POBOTO MOJIYIIAPUsI, HO TOJIBKO B IIEPUOJ HAUOOIBIIIECH
TUTAaCTUYHOCTU HEMPOHAJIBHBIX ceTel [42].

B mociennue Toapl TEXHOJOTHU OILIEHKM BOCIIPUSITHUS
3BYKOB IIJIOIOM 1 HOBOPOXIEHHBIM CYIIIECTBEHHO PACIIIM-
puuck. [ToMuMo KIMHUYECKMX (TTOBEIEHUYECKHE TECTHI)
U HeWpodU3NOIOTUIECKUX METOI0B (aMIUJIUTYIHO-WH-
terpupoBaHHasg DOI, MarHutosHuedamorpadus mMo3ra)
MMEIOTCSI TIOMBITKH UCTIOJIB30BaTh (PYHKIIMOHAIBHYIO Mar-
HUTHO-pe30HaHCHYI0 ToMorpaduio mosra [43]. C mmomo-
IIIBIO 3TOTO METO/Ia OIIEHMBAJIaCh HEITOCPEICTBEHHAS PeaK-
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LU TUTOJA B OTBET HA MPOCTYIIMBAHNE MaTePhIO 3BYIaHUSI
MCMAHCKON TuTapbl U MEHUE CaMOM KeHILWHbI. HaunHas
¢ 33-i1 Hemenm TrecTaliuy ObUTA YCTAaHOBJIEHA pEeaKTUBHAS
aKTUBALIMS CTPYKTYP BUCOYHON AOJTU B OTBET HA 3ByKOBYIO
CTUMYJISILIIO. ABTOPHI YKAa3bIBAIOT, UTO, IT0 JaHHBIM DT,
Yy HEJOHOIIEHHBIX C TeCTallMOHHBIM Bo3pacTtoM 33—37 Hen,
MIPOCTYIINBABIINX MaTepUHCKOE IeHUe (MCIO0JIb30BaIach
konbioensHas Y. bpamca), Habmoganock 6osee ObICTpoe
Cco3peBaHME KOPKOBOM PUTMUKM (CTAaHOBJICHHUE ITUKIIOB
coH—OompcTBOBaHMe) [43].

3a UCTEKIIME NeCATUICTHS] B HEOHATATbHBIX CTAINO-
Hapax, BKJII0YasT OTIEJCHUST peaHMMaIlid U THTEHCUBHOM
Teparuy HOBOPOXIEHHBIX, HAKOIUIEH OITBIT MCITOJIb30Ba-
HHUS pa3sHOOOPA3HBIX MPOrpaMM MY3bIKOTEpAITuU, IPHO-
pUTET B OOJIBIIIMHCTBE U3 HUX OTHAETCs My3bike B. Mouap-
Ta, HAPOTHBIM M KOJBIOSIbHBIM ITECHSIM, MCITOJTHSIEMBIM
MaTtepblo. B OTHOLIEHMM HEOOHOIIEHHBIX AETeil OOBIUHO
YKa3bIBaeTCs Ha BaXKHOCTh Hayajla My3bIKOTEPAITu B BO3-
pacte 32 Hen (mocTKOHLENTyaabHO) [44—46]. Kak mpa-
BWIO, IUISI SKCITO3ULIMU MY3bIKM B 3aITMCH VCIIOJIB3YIOTCS
(parMeHTHI BEILIENIEPEYMCIIEHHBIX TTponu3BeneHnii B. Mo-
mapTa IJUTeIbHOCThIO 10 10 MUH (HEe B TpagWIIMOHHOM
HCIIOJIHEHUH, a B IMMPOBOIT apaHXXUpoBKe). B HacTosIee
BpeMsI TaKHe TIPOTpaMMBbI BBIITYCKAIOTCSI Ha 3JIEKTPOHHBIX
HOCHUTEJISIX MHOTUMU 3apy0exXHbIMU upMmamu [44]. B 3a-
BUCUMOCTH OT IIPEAIIOYTCHUMN UCCIEeI0BATEIEA MOTYT UC-
ITOJIb30BaThCSA TaKKe (PparMeHTHI APYTMX MPOU3BEACHUIA,
B TOM uuciie GopTenbssHHOM 6amutansl Ne 3 1s-6eMojib Ma-
xop @. lllomneHa [46].

Llenecoobpa3HOCTh MCIIOJIb30BaHUSI MY3bIKM KaK Of-
HOM W3 COCTaBJISIIOLICH pPa3BUBAIOIIEIO yXoma 3a 0OJIb-
HBIMM M HEOOHOIICHHBIMM MJIAJCHIIAMU TIONTBEp:KIeHa
B OOJIBIIMHCTBE KIIMHUYECKMX PYKOBOACTB IT0 HEOHATOJIO-
MU U B peKOMEHIAUusIX 1Jist ponuteneii [47, 48].

HawnbGonbmasa 3(p@eKTUBHOCTL MYy3BIKOTEpAlTUM MO-
XET OBITh TIOCTUTHYTA TOJBKO B CTPYKTYPE CEMEITHO-0pH-
€HTUPOBAHHOTO BbIXaXXMBAHMUS TAIIMEHTOB C TTIEpUHATAb-
HOI1 mmarojiorueit (0COOEHHO 3TO BaXKHO MJISI HEIOHOIICH-
HbIX neteii). Kak 6bu10 mokazano M.JI. JlazapeBbim [24]
1 3apyOexXHbIMU crieupranuctamu [49, 50], My3bIKaabHas
Tepanusl B AWANE «MaTb—IUTS» TIPU TPEXKICBPEMEHHBIX
pomax obecIieyrMBacT AeHCTBEHHOE TTPOABMUKEHUE TPYIHO-
T'O BCKapMJIMBaHUSI.

B nocnenHee Bpemsi B HEOHATOJOTUM OCOOOE BHU-
MaHWEe YIeIseTcsl BOIpocaM Oe30IMaCHOCTU Pa3TUYHBIX
MaHUMYJISIUNA (CYIIECTBYIOT CIIELIMAIbHBIE YIITHBIC ITPO-
TEKTOPBI UISI 3alIUTHl MAllMEHTa TIPU MPOBEICHUM WC-
KYCCTBEHHOI BEHTWISILIUU JITKUX WJIM MarHUTHO-PE30-
HaHCHOI ToMorpaduu), 3TO OTHOCUTCS M K IKCITO3ULINHU
My3bIK (MHCTPYMEHTAJIBHON M BOKAJIbHOI), OCOOEHHO
B OTHOIICHWM KpailHE HE3PENbIX HETOHOIICHHBIX, LIS
KOTOPBIX IIYM — 3TO CEPbe3HbIl CTPECCOBLIN (haKTOp.
Wmenno B nepuop ¢ 24-ii no 40-10 Hege 10 TTOCTKOHLIETT-
TyaJIbHOTO BO3pacTa CTPYKTYpPhl HE3PEJIOro Mo3ra OcCO-
OCHHO YSI3BUMBI, ITOCKOJIBKY B 3TO BpPEMS IIPOMCXOIUT
pPOCT aKCOHOB, IU(@EepeHINPOBKA OJUTOICHAPOIIUTOB,
npoiudepauus u mMurpanuss HeiipoHoB [37]. TTostomy
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YPOBEHb IlIyMa B TajlaTax He JAOJKeH mpeBbiath 60—75
nb, a ypoBeHb MHTEHCUBHOCTY 3BYKOB HEITOCPEIACTBEHHO
BO3Jie peOb€HKa (B MHKyOaTope) — He BhIle 45 nb [45, 51].
HeobxomuMo cTporo KOHTPOJIMPOBATh MHIWBUIYAIbHBIE
peakuuu MIaaeHUEeB Ha Tepanuto [S1], nHaYe MOXET ObITh
HapyIlIeH OIWH M3 OCHOBHBIX IIPUHIIMIIOB TEPAIUM: IIpe-
JKIe BCETO — HE HaBpPEIH, a MOJIE3HBIE CBOMCTBA MY3BIKHA
OKaXXyTCSI CKOMITPOMETUPOBAHHI [52].

5. MepcneKTBbl NCNONb30BaAHUA

My3blKOTepanumn v <My3sblKanbHasa»

COCTaBNAOLLAA 340POBOro o6pasa XKusHu

MnageHueB

B HacTosiiiee BpeMst My3bIKOTepanus B MPakTUKE Jie-
YeHUsS] U BBIXaXVWBAHUsI HOBOPOXIEHHBIX, B TOM YHUCJIE
HEJIOHOIIIEHHBbIX, C COYETAHHOU! MepUHATAIbHOI MaTOJI0-
TUe, MpUMEHSIeTCS MPEeUMYILIECTBEHHO KaK OMH U3 KOM-
TIOHEHTOB Pa3BUBAIOLIETO yX0Ja (MSATKOU MYJIBTUCEHCOP-
Hol ctumynsauuun). CoBpeMeHHbIe HEMHBa3UBHBIE METO/IbI
HCCJIeIOBaHUS MTO3BOJISIIOT OObEKTUBHO OLIEHUTh BIMSIHUE
00oraleHHO!H CEHCOPHOI Cpeibl Ha HEMPOOHTOTEeHE3 310~
poBoro u 60sibHOro pedeHka. Bo3aMoxXHO, B AajbHelIIeM
3TO TMO3BOJUT WHAWBUAYATU3UPOBATH 3BYKOBOE BO3Eii-
CTBME U TMOATOTOBUTH IOKA3aTeJbHYIO 0a3y M BHEOApe-
HUS 9TalHOUW MYy3bIKOTEPANUU C LEIbI0 KOPPEKIIMU KOH-
KPETHBIX HapyllleHUil. B cTpykType BOCCTAHOBUTEIHHOIO
JiedyeHus (abunuTanuuu) AeTei ¢ MocaeACTBUSIMU NTeprUHa-
TaJbHOU MAaTOJIOTUU MY3BIKOTEpAIUsl MOXET paccMaTpu-
BaThCsl KaK JOMOJHUTEbHbBIN (BCITOMOTAaTeJIbHBIN) METO/,
MSITKO MOTEHLIMPYIOIIUI BO3NEUCTBE OCHOBHBIX METOJIUK
BOCCTaHOBUTEJIBHOTO JIeUeHUS] — DUBUYECKUX U MEAUKA-
MEHTO3HbIX. B TO ke BpeMs amekBaTHasi «My3bIKaJbHasi
cpena», co3iaBaeMasi Npy pealn3alii CeMeHHO-OpUEeH-
TUPOBAHHOTO BBIXaXXUBAHUSI, — 3TO HE TOJbKO BaXKHBIA
KOMIIOHEHT CAaHOTEHETUYECKOTO OKPYXKEeHUs, Mpoduiak-
TUKU «MH(GOPMALIMOHHOM arpeccuu», HO M XXKM3HEHHO He-
obxoauMasi TyMaHU3alUsl BOCCTAHOBUTEIBHOIO JIEUEHUS
B 3IIOXY MOBBIIIEHHBIX TEXHOTEHHBIX Harpy30K.

B nepcrniektuBe, paciimdpoBKa BO3NEUCTBUS MY3bIKU
Ha pa3BUBAIOIIMICS MO3T peOEHKa OyeT CBsi3aHa, MPexXe
BCEro, ¢ JOCTUXEHUSIMU QyHIaMEHTAIbHbBIX HAyK — HEeil-
podusnonoruu, HeHPONCUXOJIOTur, HEHPOJIUHTBUCTUKHU,
TMOCKOJIbKY MYy3bIKa — 3TO BCeoO11ast 3HaKOBasi CUCTEMA.

Kak mokaszanu ucciaenoBaHus B 006JacTU KOTHUTUB-
HOI MY3BIKOJIOTUMHU, BBIMIOJIHEHHBIE B ['apBapae, Mpociy-
IIMBaHWE U UCTIOJTHEHUE MY3bIKU 3a€HCTBYET KOPKOBbIE
W TOJKOPKOBBbIE HEWpOHAabHbIE CETU U CIOCOOCTBYET
(opMUPOBaHUIO MEX30HAJBHBIX CBSI3EW, YBEJIWUYMBA-
€T TUIAaCTUYHOCTh MO3Ta U YCTOMYMBOCTh €ro K pa3HOO-
Opa3HbIM NoBpexaeHUsM [53]. OnuH U3 Beaylux oTeve-
CTBeHHbIX HelponuHreuctoB T.B. UepHurosckas mpea-
roJjlaraeT, 4YTo caMu Mpolecchl 00paboTku UHGbOPMaLIUU
B MO3re — CBOero poja My3bika [54]. My3blKajlbHOE BO3-
JIeCTBUE — 3TO HEOOXOIUMBII TOHKUIA MHCTPYMEHT 00Y-
YEHUS U «HACTPOUKU» MO3TOBBIX (GDyHKUMH [54], yTO mpu-
obpeTaeT 0cobyI0 BaXKHOCTh y MJIAZICHIIEB, HYXKIAIOIIUXCS
B KOMILUIEKCHOM 3TarHO abWINTalliM.
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NHbaHTMRbHasA NapKUHCOHU3M-gucToHus, Tun 1 (DTDS) (OMIM 613135) — peakoe Hac/ieACTBEHHOE ayTOCOMHO-PeLlecCcBHOe 3aboneBaHue,
MaHudecTrpytolLee B MiaAeHYeckom BospacTe. Pa3uTie 6onesHy obycsioBNeHO FOMO3UIOTHOW UM KOMMayH/-TeTepOo3nroTHOM MyTauuein
B reHe SLC6A3 (OMIM 126455), KOTOpbIi KOAUPYET NepeHoCUrK JodaMmHa, NTOKaNM30BaHHbIM Ha KOPOTKOM ryieye 5 Xpomocombl (5p15). Oc-
HOBHbIM MaTOreHeTNYeCKMM MexaHV3MOM pa3BUTUA 3aboseBaHNA ABNAETCA yTpaTa GpyHKLMM OCHOBHOMO TpaHcrnopTepa AopamMiHa Ha npe-
CUHaNTUYEeCKOM YPOBHE, YTO MPUBOAUT K CHUXKEHMIO 06paTHOro 3axBaTa fJodamMnHa B CUMHaNTUYECKO LWeNn, UCTOLEHIO NPeCUHaNTUYeCKUX
3anacoB fodamMuHa 1 YBEIMYEHMIO KOJIMYeCTBa SKCTpaHenpoHanbHoro gopamrHa. B HacTosllee Bpema B Mype onuncaHo 20 ciyyaeB 3TOro
3aboneBaHus y geteil. OCHOBHbIMY KNMHUYECKMY nposBneHnsamn DTDS ABnstoTcsa pa3HOOOpasHble MO PUCYHKY FMMNepKrHesbl (ANCTOHMS,
Xopes, aTeTo3 U Ap.), CMEHAIOLLMECA TMMOKMHE3NEN N PUTVAHOCTbIO, Pa3BMBAOLLMMICA Ha GOHe 0ceBOi rmnoToHun. TpyaHocTn anddepeH-
LanbHON ANarHoCTKN NPUBOAAT K TOMY, YTO MHOTVe 60sibHble roAamu HabIo[AIoTCA C OLUNOOYHBIMY KIMHNYECKUMUN AUarHo3amu, B ToM
ymncne ¢ JeTCKUM LiepebpanbHbiM Napannmyom, peryasapHo noyyas Kypcbl peabunutaloHHOro fneyeHus 6e3 KnuHuyeckoro apdekTa. Boiwe-
N3JI0KEHHOE 06bACHAET HEOOXOAUMOCTb OCBEOMIIEHHOCTU KIIMHULMCTOB O peAKoM 3aboneBaHun — DTDS, uto no3sonut nsbexatb guar-
HOCTNYECKNX OLINOOK, CBOEBPEMEHHO Ha3HauUTb afleKBaTHYIO TePamnuIo 1 TeM CaMbIM CYLLIECTBEHHO YTyULINTb KauecTBO XKU3HW NalneHTOB 1
uneHoB ux cemein. CtaTba COAepPXKUT 0630PHbIE AaHHbIE MO STUOMOTMYECKNM, NAaTOreHETUYECKUM, SMNAEMUONIOTMYECKNM, ANArHOCTUYECKUM
1 TepaneBTnyeckum acrnektam DTDS. Bnepsble B Poccun ny6nvkyeTca KMMHUYECKNIA Clydaii STOro pefikoro 3aboneBaHus, B KOTOPOM npea-
CTaBneH COBCTBEHHbIV OMbIT BeAeHuaA naumneHTa ¢ DTDS.
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Infantile parkinsonism-dystonia, type 1 (DTDS) (OMIM 613135) is a rare inherited autosomal recessive disease that manifests in infancy. The
development of the disease is caused by a homozygous or compound-heterozygous mutation in the SLC6A3 gene (OMIM 126455), which
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encodes a dopamine Transporter localized on the short arm of chromosome 5 (5p15). The main pathogenetic mechanism of the disease is
the loss of the function of the main dopamine transporter at the presynaptic level, which leads to a decrease in the reuptake of dopamine in
the synaptic cleft, depletion of presynaptic dopamine reserves, and an increase in the amount of extraneuronal dopamine. Currently, there
are 20 cases of this disease in children in the world. The main clinical manifestations of DTDS are various hyperkinesis patterns (dystonia,
chorea, athetosis, etc.), followed by hypokinesia and rigidity, developing against the background of axial hypotension. Difficulties in differential
diagnosis lead to the fact that many patients are observed for years with erroneous clinical diagnoses, including cerebral palsy, regularly
receiving rehabilitation treatment without clinical effect. The mentioned above explains the need for clinicians to be aware of a rare disease —
DTDS, which will avoid diagnostic errors, prescribe adequate therapy promptly, and thereby significantly improve the quality of life of patients
and their families. The article contains an overview of the etiological, pathogenetic, epidemiological, diagnostic, and therapeutic aspects of
DTDS. For the first time in Russia, there is reported a clinical case of this rare disease, which presents the own experience with DTDS patient.

Keywords: infantile parkinsonism-dystonia, type 1; children; SLC6A3 gene; dopamine; dopamine transporter; dopamine transporter deficien-
cy; pyrodxine hydrochloride; dopamine agonists
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MudantunbHass NMapKUHCOHU3M-IUCTOHMUS, Tul 1
(OMIM 613135), cuHAPOM HACIEACTBEHHOrO Ae(ULIM-
Ta mepeHocurka modpammua (DTDS) — penkoe Hacmen-
CTBEHHOE ayTOCOMHO-PEIIECCUBHOE 3a00JIeBaHUE C Jie-
610TOM B MJIaJeHYeCKOM Bo3pacTte. PacripocTpaHeHHOCTD
3a00JIeBaHUS TOYHO He U3BeCTHA. B MexxayHapomHoii 6a3e
opdanubix 3a6oneBannit ORPHANET umerorca 8 onu-
CaHUN KIMHUYECKMX HAOTIONCHMI, OMHAKO, ITO0 JaHHBIM
pa3HBIX aBTOpOB, B 2020 T. 00IIee KOTNISCTBO MOJIEKYIISIP-
HO-TeHETUICCKU BepU(PUIIMPOBAHHEIX CIIy4aeB COCTABUIIO
okoso 20 [1, 2].

Pa3zBuTune 60s€3HM 0OYCIOBJIEHO FOMO3UTOTHOU WU
KOMTIAyH-TeTepO3UTOTHON MyTaiueir B TeHe SLCOA3
(OMIM 126455), KOTOpbI KOOUPYET MEPEHOCUYUK [O0-
damuHa (dopamine active transporter, DAT), sokanunzo-
BaHHBIA Ha KOPOTKOM ILIede 5 xpomocoMsl (5pl5) [2—6].
HodaMuHepruyeckre HEMPOHBI, B KOTOPBIX 3KCIIPECCH-
pyetcst DAT, pacrioioxXeHbl ITPeUMYIIIECTBEHHO B KJIETKAX
KOMITAKTHOM 9aCTH YepHOI CyOCTaHIINM, TaTepabHOM Ya-
CTU YepHOI CyOCTAaHIIMM W BEHTPAJIbHOM TerMEHTAJBHOM
obnactu. INpecunantuueckuii DAT obGecrieunBaeT TpaHc-
MeMOpaHHBIM TpaHCIIOPT AodaMUHA M3 CUHANITUYECKOM
eI B TIPECUHAIITUYECKUIT HEMPOH, OITOCPENyeT aKTUB-
HBII OOpaTHBIN 3aXBaT SKCTpaHEeHPOHAIBHOTO JodaMUHa
U SIBIISICTCSI OCHOBHBIM PETYJISITOPOM IIPOIOJIKUTETBHO-
¢t nopaMHUHEPruIecKoro AEHCTBHSI Ha IIPECUHAITH-
YeCKHUX M TOCTCMHANTUYECKUX pelienTopax. BrIcBoOOXK-

Clinical cases

IEeHHBIM HOo(aMUH HCIOJB3yeTCs MOBTOPHO Oyaromapst
HelipoHajbHOMY oOpaTHOMY 3axBaTy DAT u moBTOpHOMY
HAKOIUICHUIO B BE3WKYJaX HECIeIU(UIESCKNM BE3HKY-
JISPHBIM TIEPEHOCYMKOM MOHOAMUHOB JMOO KaTaboju-
3upyercsd (epMEeHTaMH MOHOAMMHOKCHUIA3BI M KaTEXOJ-
O-metuntpancdepassl, Kak U APYrve IHAOTeHHbIE KaTe-
XojlaMrHBI. OCHOBHBIM ITAaTOT€HETUYECKUM MEXaHU3MOM
pa3BUTHUs 3ab0oseBaHMs sABsieTcs yTpata pyHkuuu DAT
Ha IIPECUHAIITUYECKOM YPOBHE, YTO IMPUBOINT K CHIXKE-
HUIO 00paTHOTO 3axBaTa JoaMUHa B CHHAIITHYECKOU IIIe-
JIM, UCTOIIEHUIO MPEeCUHANTHICCKUX 3aracoB gJodaMuHa
¥ YBEJIMYCHHIO KOJIMYECTBA SKCTpaHepOHAIBLHOTO moda-
muHa (puc. 1). Beicokoe comep:kaHre 3KCTpaHepPOHAIb-
Horo modamMuHa, B CBOIO O4epenb, IIPUBOINT K Upe3Mep-
HON CTUMYJISIIUUA TIPECUHAIITHYECKHNX ayTOPEIEIITOPOB
D2, mpuBoasi K MHTMOMPOBAHUIO TUPO3UMHTUAPOKCHIIA-
36l 1, KaK CJICICTBUE, K CHIDKCHUIO CHHTE3a mTodaMMHa.
Kpome Toro, n30BITOK 3KCTpaHEHPOHATBHOTO JoaMUHa
MIPUBOANT K TOOABICHUIO 1/WIU JeCEHCUOWIN3AIIUN 0~
¢daMUHOBBIX pelienrTopoB D1, B ¢BA3M ¢ YeM HapylraeTcs
nepegaya HEPBHOTO MMITYJIbca. B pesynbrare KaTadbomms-
Ma BBICOKHX YPOBHEH 3KCTpaHEeHpOHAIBHOTO modaMmHa
MOBBIIIACTCS KOHLIEHTPAIINSI TOMOBAHUJIMHOBOI KMCIOTHI
B LIEpeOPOCITMHAIBHOM XKUIAKOCTH [3, 4, 6, 7].
OCHOBHBIMU KJIIMHUYECKNMHU TiposiBieHusSIMu DTDS
SIBJITIOTCS pa3sHOOOpa3HbIe TMIIEPKUHE3B! (IMCTOHUS, XO-
pest, aTeTo3 U Ip.), CMEHSIOIINECS] TUTIOKWMHE3Ue U pu-
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VMAT2 — Be3UKynApHbIN nepeHocUYnK MOHOaMHOB; MAO — MoHoammHokcmnpaasa; COMT — katexon-O-metuntpaHcdepasa; HVA — romoBaHunnHoBas
kncnota; D1 — cneunduruecknin godaMmmHoBbI peuentop; D2 — aroHUCT peuenTtopa godammuHa.

Fig. 1. Scheme of regulation of the dopaminergic synapse.

VMAT2 — vesicular transporter of monoamines; MAO — monoamine oxidase; COMT — catechol-O-methyltransferase; HVA — homovanilic acid; D1 —

specific dopamine receptor; D2 — agonist of the dopamine receptor.

TMIHOCTBHIO, pa3BUBAIOIIMMMCS Ha (DOHE OCEBOIl THUITO-
ToHuU. KpoMe Toro, y O60JbHBIX OTMEYAIOTCS 3aepKKa
TICUXUYECKOTO M MOTOPHOTO Pa3BUTHSI, TICUXOMOTOPHOE
BO30YXIEHUE, a TaKXKe HapylIeHUs TJIOTaHWs U CBS3aH-
Hbl€ C HUMU TpyaHocTH KopmiieHus [3, 8—10]. MHorue
OOoJIbHBIE TOAAMU HAOJIOAAIOTCS C OIIMOOYHBIM KIMHM-
YEeCKMM JTUAaTHO30M <«IETCKUI IepeOpaIbHbIi Mapand»,
PEeTyJISIPHO TMOoJyJyast Kypchl peaOUIUTAllMOHHOTO JISYEHUS
0e3 KimHu4Yeckoro apdekra [3].

B 2011 r. M.A. Kurian ¢ coaBTopaMu OMmy0JIMKO-
BaJIi  pe3yiabTaTbl MHOTOLIEHTPOBOTO  MCCJICIOBAHUS
DTDS, mnpoBeneHHOro B 7 LieHTpaX AETCKOl HEBPOJIO-
run B Benukoopuranuu, I'epmanuu u CIIIA ¢ depa-
Jg 2009 r. mo mionb 2010 r. [3]. B uccinengoBanue ObLIU
BKItoYeHbl 11 mereit (2 manpuuka, 9 neBouek) ¢ DTDS.
Bce netn umenu aBUTaTENbHOE PACCTPOUCTBO C J€0I0TOM
B MJIaJieHYeCTBe (CpeaHuil Bo3pact 2,5 mec). Ha MmomeHT
HaIMcaHMsl CTaTbU ObUIM XXUBbI 7 aeTeil (B Bo3pacte 1,9—
11,4 roma), 4 manyeHTa yMepJu B Bo3pacTe oT 9 mo 16 Jer.
Jlo mocTaHOBKY AMarHo3ay 7 geTeii ObUT OIIMOOYHO Auar-
HOCTHUPOBAH AETCKUI liepeOpanbHbIil mapaaud. B xome
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HCClIeOBaHUs ObLIO MPOBEAEHO KOMIUIEKCHOE 00Ceno-
BaHUE MAallMEHTOB, BKJIIOYAlOIEe MCCIeJOBaHUE HEHpo-
TPAaHCMUTTEPOB B LIepPeOPOCITMHAIBLHON KUIKOCTH, KOH-
LIEHTpalluM KaTeXOJaMUHOB B MO4Ye, YPOBHEH CHIBOPO-
TOYHOTO TPOJaKTUHA U CHIBOPOTOYHOM KpeaTWHKWHA3HI,
a Takxke npoBeneHue HelipoBuszyanusanuu (MPT u MP-
CMEKTPOCKOIHUS TOJIOBHOTO Mo3ra). MosieKylIsipHO-TeHe-
TUYECKOEe UCClIeoBaHNe BKIIoYano aHanus reHa SLC6A3
METOJIOM MPSIMOTO aBTOMAaTUYECKOTO CEKBEHUPOBAHUSI.
Ha ocHoBaHMU MpPOBENEHHOIrO MCCAENOBaHUS ObUT pa3-
paboraH nuarHocTudeckuii anroput™m DTDS (puc. 2) [3].

ABTOpHI MOAPOOHO OMNMUCATU KIMHUYECKYI0 KapTUHY
BceX HaOJoJaeMBbIX TAllMEHTOB W OOpaTWii BHUMaHUE
Ha pa3HooOpa3ve y HUX KIMHUYECKUX CUMIITOMOB. Tax,
y 5 geTeil mpeobiaganu TUNEpKUHE3bl (IUCTOHUS, XO-
pesl, IUCKUHE3Ws ), Y 4 TTallUeHTOB — TUITOKWHETUIECKIE
CUMNOTOMBI (OpaIuKWHE3UsI, pUTUIHOCTD), a Y 2 OO0JbHBIX
OTMEYAJIOCh CMEIIaHHOE TUIOKWHETHYECKH-TUTIEPKH-
HETUYECKOe ABUTATEIbHOE pPACCTPOMCTBO (TMITOKUHE-
THYECKH-TUTIEPKIMHETUYECKNI cuHIpoM). Kpome Toro,
y HabJII0aeMbIX MAIlMEHTOB OTMEYaIach U Apyrast KIIMHU -

Clinical cases
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KnuHnueckne
nponBReHms [MoBbIlWeHHaA pPa3ApPaKUTENBHOCTb B HEOHATaIbHOM NEPUOAE UMW TPYAHOCTN BCKAPMANBAHNA.
3
110 KOTOPbIM IKCTpanMpamuAHbIE HAPYLIEHNA: XOPES, AVCTOHWA, ANCKUHE3NA U MAPKUHCOHN3M.
cnepyet OdTanbMONOrMYecKme CUMNTOCHE: HAPYLIEHNA CIEAALLNX U CAKKaANYECKIX ABUKEHUN 133, OKYIOTUPUYECKIE KPU3bI.
3anopo3puTb DTDS OTCpoYeHHbIe MMPaMUAHbIE HapyLLeHNs
CI:inlcaI manifestations Increased irritability during neonatal period, feeding difficulties.
indicatini " . q - f .
for the neged for Extrapyramidal disorders such as chorea, dystonia, dyskinesia, parkinsonism.
suspecting of DTDS Ophthalmic disorders such as disturbances of tracking and saccadic movements of eyes, oculogyruc crises.
Remote pyramidal disorders
\ A v \4
OcHoBHble ” A
ccnepoBaHunA Hanus
HeBposornyeckne ")
cTopuA 6onesHun MPT ronosHoro mo3ra i
ccneposaHms .p - meTabonuTos HelpoTpaHcMUTTepoB B LICK
Main neurologic History case Brain MRI Investigations Analysis of transmitters
examinations of metabolism in cerebrospinal fluid
v v v v v v A4
Pe3ynbTatbl KnuHnyeckne Papuonoruyeckune Hakonnexve CumnToMmBI, BbisiBneHbI MoHwXeHHoe MoBbilweHHoe
HEBPOJIOrNYecKoro npu3HaKw, npu3sHaKu, xenesa XapaKTepHble Ana HapyLlweHua cofiepxaHne COOTHOLLEHNE
ob6cnefoBaHuA XapaKTepHble XapaKTepHble Ana B FOJIOBHOM MO3re. HacneaCTBEHHbIX Disorders have rOMOBaHUVHOBOVA, rOMOBaHUIVHOBOM
Results of neurologic AnA npe-, npe-, nepu- unm ATpodusa Mo3xeuKa 6onesHeit obMeHa been revealed 5-rMAPOKCUNHAON- KUCNOTbI MO
examinations nepu- unu NoCTHaTaNbHOMO VM rno3 BELLeCTB, YKCYCHOW KUCTIOTbI, OTHOLLEHUIO
NOCTHaTanbHOro MHCynbTa Iron accumulation CYMMETPUYUHbBIE HOPMasnbHbI Unu K 5-rMppoKcm-
VHCYynbTa Radiological signs in the brain. aHomanuu CHVXKEHHBbII VIHAONYKCYCHOIA
Clinical signs characteristic Cerebellum 6azanbHbIx P brEnenE
characteristic of the pre-, peri- atrophy or gliosis raHrves v NatTepPHOB, NN X Elevated content
of the pre-, peri- of postnatal stroke Genoro Belecta KOMGMHaLuA of the homovanillic
of postnatal stroke Symptoms Decreased content acid in relation
characteristic of the homovanillic, to 5- hydroxyindo-
of hereditary 5-hydroxyindolacetic lacetic acid
metabolic diseases, acid, normal or
symmetrical reduced pterins,
abnormalities or a combination
the basal ganglions of both
or white matter
BropuuHoe | ¥ .
HapyLueHne Monck myTauuin
MepBryHOe HapyLleHVe B reHe SLC6A3
Secondary -
disorder Primary disorder Search for mutations
in the SLC6A3 gene
A 4 ¢ v v
[wnarHos [OwnarHos AN, ecnn Henpoperenepauusa Mertabonuyeckume HapyuweHne cuHTesa CuHapom geduuuta
nccnefoBaHne C HaKOMNeHneMm xenesa HapyLLEeHWs, BKNOYaoLe fodamuHa TpaHcnoptepa AodpammrHa
HelipomeTabonuToB B FO/IOBHOM MO3re MUTOXOHAPWaNbHbIE Deterioration Dopamine transporter
VI HePOTPaHCMUTTEPOB Neurodegeneration with GonesHn of dopamine synthesis deficiency syndrome
LICXK B Hopme the iron accumulation Metabolic disorders

Diagnosis of CP if in the brain
investigations of
neurometabolites

of neurotransmitters

are normal

including mitochondrial
diseases

Puc. 2. Anroputm ANarHoCTUKN rmnepKkUHe3oB pasHoi sTuonorunm [3].

Fig. 2. Algorithm for diagnosing hyperkinesis of different etiologies [3].

yeckasi CUMIITOMATUKA: BO30OYIUMOCTb, NICUXOMOTOPHOE
BO30YyXIeHUE, aKCUaJIbHAS TMITOTOHUS, TJ1a30BUTATEIb-
HbIE pacCTpoMcTBa (OKYJIOTUPHBIC KpU3bl). XapaKTepHble
IJIS1 TAPKMHCOHM3Ma CUMIITOMBI, TaKue KakK OpaguKuHe-
3UsI, PUTUAHOCTb, TUIIOMUMUSI M TPEMOp, KaK IIpaBUIIO,
BO3HHUKAJIU II0CJ€ HECKOJbKUX JIeT TeUdeHUs OOJIe3HU.
VY Bcex MalMeHTOB OTMEYaIMCh KOTHUTHBHBIE HapyIlle-
HUS ¥ OTCYTCTBOBAJIa SKCIIPECCUBHAS pedb. TeM He MeHee
OOJIBIIMHCTBO AEeTeil XOpOoIlo IOHUMAaIU OOpalleHHYIO
peyb M TIpUOOpeTaiu HAaBBIKM HEBEpOAJIbHBIX CIIOCOOOB
KOMMYyHHUKaIuu |[3].

PesyabTathl 1aOOpaTOPHBIX ¥ MHCTPYMEHTAJIBHBIX HC-
CJICIOBAHUM II0KAa3aJiM, YTO Yy BCEX HETEl, BKIIIOYECHHBIX
B MCCJIeIOBaHNE, COOTHOIICHNE TOMOBAHMIMHOBOM KMC-
JIOTBI K 5-TUAPOKCUMHIOIYKCYCHOM KHCIOTE OBLIO ITOBBI-
meHo B auana3oHe 5 : 0—13 : 2 (Hopma 1 : 3—4 : 0). Dkc-
KpeLMsi TOMOBAaHWIMHOBOI KUCJIOTHI C MOUYOI OblLlIa yBEJI-
yeHa y 6 n3 7 oOClIe0oBaHHbBIX IeTell U cocTasisiiaa 22—47

Clinical cases

MKMOJIb/MMOJIb KpeaTHHMHA (HOpMa 2—15 MKMOJIb/MMOJIb
KpeaTHrHA). CHIBOPOTOYHBIN TIPOJAKTUH MCCIIEIOBaNICS
y 7 DALMEHTOB, €ro yBEJIMYEHKME 3aperMCTPUPOBAHO JIMIIb
y 2 60/bHBIX. Y 6 00C/Ie10BaHHbBIX AeTeil OOHAPYXKEHO I10-
BBIIICHME AKTMBHOCTU ChIBOPOTOYHOM KpeaTMHKWHA-
3bl — 242—1773 ME/n (Hopma 24—173 ME/71) [3].

IIpu MPT ronoBHOro mo3ra He OBUIO BBISIBIEHO
CTPYKTYPHBIX Ie(PeKTOB B 0a3ajbHbIX TAHIJIUSIX HU Y OM-
HOro HabIIOgaeMoro nauveHTa. Y 8 meteil 3aperucTpu-
pOBaHbl pacUIMpeHHE HapyXHbIX CybapaXHOMAAIbHbBIX
MPOCTPAHCTB B JIOOHO-BUCOYHBIX OOJIACTSIX M 3amepkKKa
MUeIMHU3aluu. [lepuBEeHTPUKYIISIpHasT JeHKOMAaIAIs
obHapyxeHa y 1 pebenka [3].

M.A. Kurian ¢ coaBTopaMu npeaIpuHUMAIN MHOTO-
KpaTHbIE MOMNBITKUA T0OUTHCS CTOMKOTO MOJIOXUTEIHHOTO
TeparneBTUYecKoro 3¢ ¢eKra y Ha0ogaeMbIX MalieHTOB
[3]. IIpuMeHeHUe IIMPOKOTO apceHasa JIeKapCTBEHHBIX
CPEICTB, BKIIOYAIOIIMX MMOPEIAKCAHTHI, J0(aMUHEPIH-
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YecKre, XOJUHOJMTUYCCKUE, aHTUTJyTAMUHEPTUYCCKUE
n TAMKeprudueckue rpenaparsl, a TaKKe UCITOJIb30BaHUE
XUPYPTUUECKOTO BMEIIATEIbCTBA (TIIyOOKasl CTUMYJISILIVST
TOJIOBHOTO MO3ra y 1 maimeHTa) He IpOAeMOHCTPHPOBA-
710 3(h(heKTUBHOCTH, JTNOO JOCTUTHYTHIH TOJIOKUTEIBHBIN
3¢ dheKT ObUT HEMPOMOKUTEILHBIM. [[eBSITh MallMeHTOB
MOJTyJaIi KOMIUIEKCHBIN IpemnapaT JIeBOMOIIBI B cOYeTa-
HUU ¢ KapOumomoil (Kokapeimoria) ¢ MaKCUMaJbHBIMU
Jn03aMU 2—6 MI/KT B CYTKU B TeueHue 2—3 Hed. Y 7 U3 HUX
He OBLIO MOJIOKUTEIbHON TMHAMUKHM OT IIprieMa KOKape-
IIOTIBI, a Y 4 MaIlMeHTOB JIeUeHUE OBLIO IMPEeKPaIleHO BCIIEI -
CTBUE BO3HUKHOBEHHS MOOOYHBIX 3((HEKTOB (TOIIHOTA,
pPBOTA, YCHJICHNE TUTIEPKUHE30B M pUTUIHOCTH, HApYIIIar0-
IIUX MUTAHUE U COH). Y 2 meTeil MpuMeHeHNe KOKapeIIo-
ITbI B JO3MPOBKE OKOJIO 2 MT/KT B CYTKU YIYYIIUJIO TBH-
raTeJibHble (DYyHKIIMHU BEPXHUX KOHEYHOCTEH, KYITMPOBAJIO
SMIU30INYECKNE MTUCTOHMYECKHME KPU3bl U YMEHBIIMIO
rurtoMuMuio. OqHaKO JaJIbHEHIIIee MOBBIIICHUE TO36I JIe-
KapCTBEHHOTO TIperapara IMprBeJIo K BOSHUKHOBEHUIO JIe-
KapCTBEHHO-00YCJIOBJICHHBIX OUCKUHE3uil. [lobaBneHue
K KOKapeJigore aroHucTa noaMuHa poIMHUPOJIa TIPUBE-
JIO K JaJTbHEHUIIIeMY YIyJIICHUIO IBUTATEIbHBIX (DYHKIIUIA,
YTO TO3BOJIMJIO aBTOpaM WHUIIMUPOBATH TEPAITHIO POITH-
HUPOJIOM Yy IpYyrux HabmomaeMbIXx nmauueHToB. Ha done
MAaHHOW Tepanuy OBLIO 3apeTUCTPUPOBAHO YMEHBIIICHHUE
KJIMHUYECKUX CHMIITOMOB ITapKWHCOHM3Ma, OOJierYeHue
KOPMJICHUS U YBEIMICHUE IBUTATEIBHBIX (DYHKIIIA BEpX-
Hux KoHeuHocteil. [Ipumenenue B neuyenun DTDS aro-
HHUCTa nodaMuHa IIpaMHUIIEKCoIa MPOIEMOHCTPUPOBAIIO
ero Hea((EKTUBHOCTh Yy JeTeil B Bospacre 1,5—6,0 er,
B TO BpeMsI KaK Y MallMeHTOB 0oJiee paHHETro Bo3pacTta Obl-
JIO OTMEUEHO HEKOTOpOe KIMHINYEeCcKoe yaydlieHue [3].

CorylacHO TaHHBIM 3apyOeKHBIX aBTOPOB, nUddepeH-
HyanbHbIi nuario3 DTDS HeoOXxonuMo mpoBOAUTH C 60-
ne3Hblo INanmnepBopaeHa—Illnarua, 6ose3Hbio BuibcoHa,
MTUCKUHETUIECKUMHU U CMEIIaHHBIMU (hOPMaMM JETCKOTO
LepeOpalbHOIO Mapajnya, TOpCUOHHOUW OUCTOHUEH, 00-
ne3nblo Cerasbl (JJODA-3aBUCcHMasT IUCTOHUSI), HACIIE~
CTBEHHBIMHM O0JIE3HSIMU OOMEHAa BEIIECTB, MUTOXOHIPH-
aJIbHBIMU 3a00JIeBaHMSIMU U 1p. [9, 10].

IIporHo3 3aboyieBaHusI HeOIAronpusaTHLIA. B 00Jb-
IIMHCTBE CIyYaeB JIETAJIbHBIM MCXOM HACTyHaeT B ITOM-
pPOCTKOBOM Bo3pacte [3].

KnuHnuyecknin npnmep

IMaumentka C., 1 rog 6 Mec, MOCTYITWIIA B OTAEIEHUE
MaToJIOrMu paHHero aeTckoro Bo3dpacra (OITPIB) @AY
«HMML 3n0poBbst aereit» MunsapaBa Poccuu B aBry-
cte 2020 1. ¢ HampaBUTEIBHBIM JUaTHO30M «IETCKUIA Liepe-
OpanbHBII mapanud, cnactudeckas aucruierus, GMFCS
IV (G 80.1). 3agepxKa IICUXUYECKOTO, PEYEBOIO U MO-
TOPHOTO pa3BUTHsSA. BpoHXoNerouHast qucIuUIa3ms, JIETKOE
TeueHue. JlprxarenpHas HegoctaTrouyHOCTh 0. Cxongieecst
aJIbTepHUpYIOllee Kocoryia3ue, aMOJInMonusi 000OuX Tjias».
Ha MomeHT mocrtyruieHuss Mama peOeHKa IpeabsBisiia
JKaJI00BI Ha 3aIePKKY IICMXUYECKOTO 1 MOTOPHOTO pa3BU-
THS I€BOYKH, a TAKKe Ha OOMJIME HABSI3UMBHIX IBIDKCHUI
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B pyKax M HOTaxX, 3HAYMTEIBHO YXYAIIAIOIIMX KAaYeCTBO
KMU3HU peOeHKa.

W3 anamnesa n3BecTHO, YTO peOEHOK POXKACH B OJIN3-
KOPOACTBEHHOM Opake. bepeMeHHOCTD 2-1, TIpoTeKaia Ha
¢oHe yrpossl npepbiBanus B I tpumectpe. Ilepsas bepe-
MEHHOCTb IIpepBaHa 0 COLMAIBHBIM IMOKa3aHUIM. Pombl
CPOYHBIE, CaMOCTOSITeIbHBIE. Macca Tena TIpU POXKIE-
wuu 3405 1, nmuHa 54 cm. OueHka 1o mkajie Amrap 8/9
6ayoB. Kpuk cpasy, rpoMkuii. BeinrcaHa u3 poaujibHOTO
JioMa Ha 6-e CyTKU xKu3Hu. Ha npoTsikeHuu nepBbIx 2 Mec.
KM3HU OTMEYaJlach KOHBIOTALIMOHHAS XKeJITyXa.

Co cJIoB MaMblI, B BO3pacTe 2 Mec. y IeBOYKHU TOSIBU-
JINCH CPBITUBAHMS, KOTOPBIC IMMOCTETICHHO HapacTaM Kak
0 YaCTOTE€ BO3HMKHOBEHUSI, TaK U 10 00bEMY BbIIEIsIC-
MBIX Macc, IEPUOIMICCKH BO3HMKAIA PBOTA «(DOHTAHOM».
B 370 ke BpeMsI OTMEUeHO ITOSIBJICHUE CITACTUIECKOI KpH-
Bouueu. PebeHoK HabGmoaaics neauaTpoM M HEBPOJIOIoM
IO MECTy XXUTEJIbCTBA C TUATHO30M «IIepUHATAIIBHOE T0-
paxenne I[HC». Ilo manHBIM HeiipocoHOTpadUIeCcKo-
IO MCCJIENOBaHUS B 2 MeC ITaTOJOTUYECKHUE M3MEHEHUS
B BCIIIECTBE T'OJJOBHOTO MO3ra He OOHapyXeHbl. B B03-
pacte 4 Mec. COCTOSIHME peOeHKa YXYAIIMIOCHh B CBSI3U
C TIPUCOECANHEHUEM TUTIEPKMHETUYECKOTO CUHIPOMA: MU~
OKJIOHMH, XOPEeoaTeTo3, TPEMOp, Ha (hOHE KOTOPBIX pas-
BUBAJIOCh BBIPAKEHHOE IICUXOMOTOPHOE BO30YXKICHUE.
JlaHHBIe 3MU300BI HOCUJIM TAapOKCU3MAIbHBINM XapakKTep,
WMENIN Pa3HyI0 MHPOIOJLKUTEIBHOCTh — OT HECKOJIBKHUX
MMHYT 10 HECKOJBKHX YacOB, KyIIMPOBAJIUCh CAMOCTOSI-
TeJIbHO. YKa3aHHasI CUMITOMAaTWKa HEYKJIOHHO Hapac-
Tana. JIleBouka ObL1a oOCeqOBaHA IO MECTY XXUTEIbCTBA.
[Ipu ipoBeAeHNN KOMITBIOTEPHOI TOMOTIpachuy TOJIO0BHO-
ro mosra (8 mMec) BbISIBJIEHBI TTPU3HAKU TTOCIEACTBUNA TH-
IMOKCHYECKOTO ITOpaXkKeHUSI BEIISCTBAa TOJIOBHOTO MO3ra,
HepaBHOMEPHOE pacIIUpeHue CyO0apaXHOWIAIbHBIX ITPO-
CTpaHCTB 6e3 aTpoUYecKNX U3MEHEHNI B 00ENX TeMuUcC-
¢epax roJiIoBHOro Mo3ra.

B cBs13u ¢ mponokatoleicst 00UIbHON pBOTOM, Maoit
MprOABKON BECa U HApACTaIOLLE HEBPOJOTMYECKOW CUM-
MITOMAaTUKON B BUAE TUIIEPKUHETUICCKOTO CHHIPOMA, BO-
BJICKAIOIIIETO MBIIIIIBI KOHEYHOCTEH, TYJIOBUIIA 1 MUMUYE-
CKYIO MYCKYJIaTypy, peOeHOK ObLT 00CiefoBaH Ha HaIM4ue
aMUHOALMIONATUI Y HapylIeHUM OeTa-OKUCIEHUS KUP-
HBIX KHCJIOT METOIOM TaHIEMHOW MacC-CIIEKTPOMETPHUU:
IMaTOJIOTMYECKIX M3MEHEHMI BBISIBJICHO HE OBLIO.

IMpoBenenHslil Tpukasl (8 Mec, 10 mec, 1 rom 3 Mec)
JIJIATENIbHBIN BUaeo DDI-MOHUTOPUHT He OOHAPYKWI
SNUIETITU(OPMHON aKTMBHOCTH M TO3BOJIMII MCKITIOYUTD
SIUJICTITUYECKUI TeHe3 MMEIOIMNXCS Y IeBOYKNA MUOKIIO-
HUli. MarHuUTHO-pe30HAaHCHAs TOMOTrpadusi TOJOBHOTO
Mo3ra (1 rom 3 Mec) BRISIBWIIA HaJIMUKMEe YMEPEHHBIX CyOa-
TpoUIECKIX U3MEHEHUI BEIIIECTBA TOJIOBHOTO MO3Ta.

B Bospacte 1 rog 4 Mec meBouka IepeHecsia MH(PeK-
1110, BBI3BaHHYI0 KopoHaBrupycoM SARS-CoV-2, Ha ¢poHe
Yero OTMEYaJioCh YXYOIICHWE COCTOSTHUSI peOeHKa B BHIIE
HapacTaHUs TUTIEPKUHETUISCKOTO CHHAPOMA, IIPHCOCIH-
HEHUSI TMCTOHWYECKUX aTaK U ITOSBJICHMST BBIPAKEHHOTO
IICUXOMOTOPHOI'O BO30YXIEHMUSI.

Clinical cases
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B aBrycte 2020 r. (1 r. 6 Mec) peGeHOK ObLI rocruTa-
mmsuposad B OITPAB ®I'AY «HMMUL 3mopoBbs nereii»
MunszapaBa Poccuu. [Tpu noctyrnieHuy naiydeHTKa nosy-
yaja aJlmMeMa3Ha TapTpaT B no3e 1,25 Mr/cyr; nepuima-
3uH B 103¢ 0,2 MT/CyT.

Comamuueckuii cmamyc: oOlllee COCTOSTHUE CpemHei
TsDKECTH Mo 3aboneBaHuio. Temmepartypa Ttena 36,6°C.
ITonoxeHnune B mocTenu BoIHYXIeHHOe. Bec 10 kT, pocT
crost 82 cM. DeHOTUIT pebeHKa: y3KOe MEPEHOCHE, JITUH-
HBIN QWIBTP, TOHKAST BEPXHSIS ry0a, TUCIIACTUYHBIC YIII-
Hble pakoBUHBI. COCTOSTHUME NMHUTAaHUS MTOHMXeHO. Kox-
HbIC IIOKPOBBHI OJICTHO-PO30BBIC, YMEPEHHO BIAXHBIE,
YUCTHIE OT CHIMU. CIU3UCTHIE 000JI0YKH OJIETHO-PO30BHIE,
YUCTHIE. 3aMHSSI CTeHKA TJIOTKY ¥ HEOHBIE Ty>KKW HE THTIC-
peMHpPOBaHBI, MUHAAIMHBI HE YBEJIMYCHBI, HAJICTOB, Ha-
noxeHni HeT. [TogkoxXHas KjieT9aTka pa3BUTa YIOBIETBO-
PUTEIBbHO, paciipeaeneHa paBHoMepHo. [lepudepuyeckue
JmMmpaTudeckue y3ibl He yBeandeHbl. KocTHast cucreMa:
nedopmauuii kocteil HeT. OpraHbl IbIXaHUS: HOCOBOE
IbIXaHHe CBOOOMHOE. B JIerkmx nbixaHWe ITy3pUIbHOE,
MIPOBOIUTCSA BO BCE OTHEJNBI, XpUIIOB HeT. [lepKyTopHO:
SICHBIM JIerouyHblit 3ByK. YacTtora gbixanust 33—35 B Mu-
HyTy. OGnacThb cepilia BU3yaibHO HE U3MEHEHA, TPAHUILIbI
OTHOCHUTEJILHOM CEpACYHOM TYIIOCTU B Ipeaesiax BO3pacT-
HOI HOpMBI. TOHBI cepala 3ByYHbIE, PUTM NPABWIbHBIMA.
YCC 120—128 B MuHyTy. Oprasbl nuieBapeHMsI: armeTUuT
CHMXKEH. SI3bIK YMCTBIM, BlIaXXHBINA. 2KUBOT IIpu mnajibIia-
LIMU MSITKW, 6€300JIe3HCHHBIN BO BCEX OTIEJIAX, TOCTYIICH
myookoit nanbnauuu. [leyeHb He yBennueHa, ceje3eHKa
He nanbnupyercs. Ctyll opopMIECHHBIN, PETyIsIpHEBIi, 6e3
MMaTOJIOTUYECKNX TIpuMeceil. MouencmyckaHue cBOOOI-
Hoe, 6e300e3HeHHoe. [u3ypun HeT. HapyHbIe 1ToJ10BbIe
OpraHbl CPOPMUPOBAHEI IO KEHCKOMY THUITY.

Ilcuxonesponoeuueckuii cmamyc: TOJI0Ba OKPYTJIO# (hop-
MBI, OKPY>KHOCTb Tos1IoBbI 47 cM. Co3HaHue sicHoe. Pearnpy-
€T Ha OCMOTP 3PUTEIbHBIM 1 CIIyXOBBIM COCPEIOTOYCHUEM.
DMoOLIMHU CKyIHbIe, ManonuddepeHpoBanHbie. [1pn amo-
LIMOHAJILHOM OOILIEHUM pearupyet yiblokoit. MMmpeccuB-
Hasl peyb: B OTPAaHUYECHHOM O0beMe. DKCIIPECCUBHAS PEUb;
WHTOHUPOBAHHBIE TOJIOCOBBIC BoKaiam3auu. Ilpu mpemb-
SIBJICHUM SIPKOTO IIpenIMeTa B II0JIe 3peHMST HaOIromaeTcs
3pUTEIbHOE COCPEIOTOYCHNUE, TUIABHOE ITPOCIICXKHBAHME.
3pUTENbHBIN KOHTAKT CKOJb3smmit. Ha HeBUMOAMMBIN MC-
TOYHUK 3BYKa BBICOKOI MHTCHCUBHOCTH, MPEIbSIBICHHBIN
B HEIOCPEICTBEHHON OJM30CTH OT yXa, OTMEJaeTcsl He-
3HAYUTEIPHOEC N3MEHEHE MUMUKH, TOJIOBY B €TI0 CTOPOHY
He IMoBOpaunBacT. TaKTWIbHBIN KOHTAKT PYKH C TIPEIMETOM
BBI3BIBaeT (PMKCALIMIO B3IJISIAA, HEIPOM3BOJIBHBIA MOIBEM
pyku BBepX. CTpeMUTCS IPUKOCHYTHCSI PYKOI K UTPYIIKE,
TIPEIbSBICHHON B TI0JI€ 3pEHUsI, MOXET HATOJKHYThCS Ha
JIeXKAIIyI0 PSIIOM MIPYIIKY, CAMOCTOSITEIbHO HE 3aXBaThl-
BaeT. BoXXeHHYI0 UTPYIIKY yAePXKUBAeT KPaTKOBPEMEHHO,
3peHreM He KOHTPOJUPYET, OBICTPO BBIMTYCKAET U3 PYKH.
LlenenamnpaBieHHOe BHUMMAaHMWE IIPUBJIEKAETCS C TPYIOM,
ObIcTpo ucToraeTcss. MoH HACTPOEHMS HEYCTOMYMB, OTME-
YyaeTcsl ICMXOMOTOPHOE BO30YXIEHNE, I€BOYKA KAIPpU3Ha,
IJIAKCUBA, pa3IpakKUTe/IbHA.

Clinical cases

KnuHnuyeckne cnyyan

Co CTOpOHBI UYEpeITHbIX HEPBOB: OOOHSHUE MCCIIC-
IIOBaTh HEBO3MOXHO. 3peHHe IpenMeTHoe. Barmsan ¢uk-
cHUpyeT, CIemuT 3a IpeaMeToM. [J1a3Hble eI CUMMeE-
TpUYHBIL. JIBIDKeHUS TJ1a3 B ITOJTHOM 00beMe. Cxomsimeecst
aJlbTepHUpYIOLIee Kocoraasue. 3payku OKPYIJIoi (DOPMBI,
cMMMeTpUYHBI. Peakiinm 3paykoB Ha cBeT (IIpsiMasi U CO-
npyxectBeHHas1) xuBbsie, OD = OS. Touku BbIXOIa BeT-
Bl TPOMHUYHOrO HepBa 0e300Jie3HeHHBI ITPU HajlbIIallku.
JIBUKEHMST HIDKHEH YeTIOCTH OTpaHWYEeHBI, OTMEYaeTCs
opoMaHauOynsipHas AUMCKUHE3us. JIMIo CUMMETPUYHO,
MuMuKa obegHeHa. Cinyx He cHukeH. Hucrarma Hert. IMo-
NEePXUBACTCS IIPU KOPMJIICHUM TBEPIOM M KUAKOM MUILIECH.
T'onoc cnabblit, MOHOTOHHBINM, OBICTPO MCTOIIAMOLIMIACS.
I'morounsie pednexchl oxusiaeHsl, D = S. INonoxeHue
IUIeY M JIOTIATOK CUMMeTpu4YHO. IIpuBBIUHAS ycTaHOBKA
roJ0Bbl BOpPaBO, MOBOPOTHI B 00€ CTOPOHBI CBOOOIHBI.
A3bIK o cpenHeit nuHuKM. B nBUTaTenbHol cepe: 0obeM
AKTUBHBIX Y TTACCUBHbBIX ABUXXEHUM MOJHbINA. MbllIEYHBIA
TOHYC M3MEHEH I10 9KCTPATMPaMUIHOMY THITY B BEPXHUX
¥ HIDKHUX KOHEeYHOCTAX, D = S. OTMeuaeTcs purnaHoCThb
3aThIJIOYHBIX MBIIIILL ¥ MBILIILL 1IEW. MbIlIeyHast cuia B py-
Kax 1 Horax Ha 4 6ammta, D = S. CyxoXuiabHbIe pedaeKchl
C PYK M HOT ToBbIlIeHbI, D = S, pednekcoreHHbIE 30HBI
He pacmmmpeHbl. [laTomornueckue CTOITHBIE M KUCTEBBIS
pedaekcol He BeI3biBaoTcsa, D = S. Kinonycos Het, D = S.

MoTopHBlE HaBBIKW: TOJIOBY NEPXKUT HEYCTONYUBO,
HEIIPOIODKUTEIFHOE BpeMs, IEPUOTUYCCKU 3aIPOKU-
IbIBaeT Ha3aj, B ITOJOXCHUHU JIexka Ha XXMBOTE OIlopa Ha
Ipylb, TOJOBY MPUIIOAHUMAET, YACPXUBAET KPATKOBPE-
MEHHO, HYXXIaeTCs B MPUIAHNUN TTOJIOXKECHUS C TIOMOIIIBIO
BaJINKA, CAMOCTOSITEIIFHO HE CAIUTCS W HEe CUINT, IIpHcCa-
JKEHHasl C OTIOPOM yIepKUBAeT MO3y CUIISI KPaTKOBPEMEH-
HO, HE CTOMT, HE XOINT.

ITpu ocMmoTpe obpailatoT Ha cebsi BHUMaHUE pPa3HOO-
Opa3HbIe HaBSI3YMBBIC CTEPEOTUITHBIC NBIDKEHMSI B MUMM-
YECKOM MYCKYJIaType, BEpXHMX U HUKHUX KOHEYHOCTSIX:
MMUOKJIOHUM, XOpEOaTeTOMAHbIE  ABUXEHUS, TPEMOpP
u quctoHnyeckue ataku (puc. 3). Kpome toro, ormeuaror-
csl TpU3M, OPYKCH3M M OPOMAaHAMOYJSIpHAs TUCKUHE3US,
3HAYMTEJbHO Hapyllallue KopmieHue pedbeHka. Mmero-
IIHecsl TUMePKUHE3bl HApacTaloT MPU IICUXO03MOIIMOHAIb-
HBIX Harpy3kax (BIUIOTb JO «TMIIEPKUHETUYECKUX OYphb»),
ocnabeBalOT Npu (GuKcaluuu pedeHKa Ha IEUCTBUM WU
COOBITHH, IOJTHOCTBIO KYIIUPYIOTCS BO BpeMst cHa. [1pu u3-
MEHEHUM T103bI TeJIa B BEPTUKAIBHON TJIOCKOCTU PUCYHOK
TUTIEPKIUHE30B M3MEHSETCs, BO3HUKACT TOHMUYECKOE Ha-
MPpsDKeHUE B TIPOKCUMAJTBHBIX OTIEIaX BEPXHUX M HIDKHUX
KOHEUHOCTel Ha (hOHE XOPEOATECTOMIHBIX ABVKEHUI B MX
IVCTaJIbHBIX OTIEAX.

YyBcTBUTENBHAS Chepa: HApYIICHU TOBEPXHOCTHOM
YYBCTBUTEILHOCTUA HE BBISIBJICHO, INIyOOKYI0O — MCCIIEIO0-
BaTh HE MPEICTaBIIsICTCS BO3MOXHBIM. KoopanHaTOpHYIO
cdepy McciIenoBaTh HE YIAJIOCh B CBSI3M C BBIPAXKEHHBIM
TUTIEPKUHETUYSCKIM CHHAPOMOM. Ta30Bble (DYHKIHMU
HE HapYIIEHBI.

Obwuii anaaus kposu: Ho 103 v/m (Hopma 110—135 1/1),
ocTaJlbHbIE TOKA3aTeU B Ipeesax peepeHCHbIX 3HAYEHUIA.
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KnuHunuyeckne cnyyan

Puc. 3. Pa3Ho0o6pa3Hble NpoABNeHUsA rMnepKUHETUYECKOTO CUHAPO-
ma y nayueHTkm C.

Fig. 3. Various manifestations of hyperkinetic syndrome in patient C.
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Buoxumuueckuii anaruz kpoeu: KpeatnHpochoKmHa-
3a 1235,2 ENI/n (Hopma 25—140 EJ1/m), makratneruapore-
Haza 363,61 EJ1/n (Hopma 91-295 EJI/n), ocTajlbHbIE I10-
KazaTeJId B Ipeaenax pepepeHCHBIX 3HAYCHU.

DKT, 2XO-KT: 6e3 maTolorn4ecKux U3MeHEeHUI.

Maenumno-pesonancuas (MP) momoepagpus 20410681020
mo3ea: MP-ucciienoBaHue TOJOBHOTO MO3ra IpOBEIECHO
B T1- n T2-B3BemeHHoM u3obpaxennu u FLAIR B carur-
TaJIbHOM, aKCHATbHOM 1 (PPOHTAIBHOM MPOEKILIMSIX, a TaK-
ke B DWI, SWAN.

Ha MP-tomorpamMmMax roioBHOro Mosra CpeauHHBbIE
CTPYKTYpPBI He CMemIeHbl. M3BUIMHBI OOJBIINX TIOJIY-
mapuii copMUpOBaHBI TIPABWILHO. SIBHBIX IMPU3HAKOB
MHACTeHe3a KOPTUKATbHOM IJIACTUHKY He BBIsIBICHO. CM-
METPUYHO B TIPOEKIINHU IIEHTPAIBLHOTO ITOKPBIIICYHOTO
TpakKTa OTMEUYaloTCs y4acTKU noBeilieHuss MP-curHana Ha
T2-BU, cnaboro nmonmxkenust — Ha T1-BU, ¢ npusHakamu
orpaHndeHus nuddy3un (0e3 TMHAMUKMN).

Ha ¢oHe He3aBeplIeHHO MUETMHU3AIUU OEJI0TO Be-
IIeCTBa TEMEHHBIX OTAEJOB HEIb3s1 MCKIIIOYMTH 0YaroBbIe
M3MEHeHUs1, 0e3 TPU3HAKOB OrpaHuYeHus TUdPys3nmu.
Ha ocraipsHOM ypoBHE B BelIeCTBE OOJBIINX MMOTYIIAPHIA
1 MO3XedKa, a TaKKe KpaHUOBEPTEOPaIbHOTO IIepexoia,
0YaroB TAaTOJOrMYecku M3MeHeHHoro MP-curHana, 30H
KPOBOUZIMUSIHUN, a TaKXXKe HOBOOOPA30BaHUM HEe BHISIBIIC-
HO. Mo3onncToe Teno c(popMUpPOBaHO.

KenynoukoBasi cucrtema: OOKOBbIE XKETyIOYKU CUM-
METPUYHBI, HE pacllIMpeHbl. TpeTuil U YeTBEePThIA KeJTy-
JIOYKU He J1e(OPMHUPOBAHEIL.

CybapaxHougaibHOE IPOCTPAHCTBO JIOOHO-BHUCOY-
HBIX OTAEJIOB YMEPEHHO pacIiupeHo (0e3 ITMHAMUKU).

KnuHnuyeckne cnyyan

Typeukoe cenyio 00bIYHOM (hOpMBI U pa3MepoB. [ unodus
He yBenmdeH. CTpyKTypa ameHOrunodusa OmHOPOIHAS.
JduddepeHumnaiusg Ha ageHO- U Helporunodus deTkas.
IlepekpecT 3pUTEIbHBIX HEPBOB M BOpPOHKA THIIO(duU3a
He cMelleHbl. B obiact opOUT BUAMMBIX IMATOJOrAYe-
CKMX M3MEHEHUI He BBISIBIICHO. KaHaibl M mepeKpecT
3pPUTEIBHBIX HEPBOB He Ne(OPMUPOBAHBI, XOI U KaJ1Op
HE U3MEHEHBI.

3akmouenne: MP-kaptTmHa CHUMMETPUYHOTO II0-
paXeHMsI LIEHTPAJIBHOTO TMOKPBIIICYHOro TpakTa (HEIb-
31 WCKIIOYUTh MeTaboiudeckuii reHe3). MP-maHHBIX
32 00BEMHOE IIOpake€HHE BeIIecTBAa T'OJOBHOTO MO3Ta
He TtorydeHo (puc. 4). [To cpaBHeHMIO ¢ pe3ynbTratom MPT
ot 21.04.2020 1. — 6e3 nmHaMuKU. PeKoMeHIOBaHO: TMHA-
muuyeckoe MP-HabnoneHue.

Koncyavmauus duemonoea: ymepeHHasi 0eJIKOBO-3HEp-
reTuveckKast HeIOCTaTOYHOCTh ITUTAHUS.

Koncyavsmauyus degpexmonoea: ocobeHHOCTH (hopMu-
pOBaHUS IIEpUOHA DJIEMEHTAPHOM IICMXWYECKOM aKTUB-
HOCTH.

Koncyavmauus noeoneda: HapyllieHHE peYeBOTO pas-
BUTHS.

3a BpeMs HaxoxXaeHUsT pedbeHKa B oTaeneHuun nudde-
PEeHUMANIBHBIA TMArHO3 IPOBOAWICI C TUCKAHETUYECKOMU
GOopMOIi JIEeTCKOTO liepedpabHOro napannda, MH(MaHTUIb-
Hoii ¢opmoit TODA-3aBrucMOil TUCTOHUK (0OJIE3HBIO
CeraBbl), HaCJIEACTBEHHBIMM 3a00JIEBAaHUSIMU OOMEHa Be-
mecTB (00JIe3HSIMHM, CBSI3AHHBIMM C HapylleHueM oOMeHa
Keses3a, Mey, KaJIbIIMs U MapraHIia B TOJIOBHOM MO3Te).

C 1enplo KyIMMPOBaHMSI TUIIEPKUHETUYECKOTO CUH-
IpoMa B OTIOCJACHWM HWHULIMMPOBAHA Tepamus JeKap-

a/a

Puc. 4. MPT ronoBHoro mo3ra nauuneHtku C.

a — T2-B3BellleHHOe N306paxeHye B akcabHOW MIOCKOCTU: CUMMETPUYHbIE YHaCTKU FMNePUHTEHCUBHOIO CUTHaNa B 0611acTy NMOKPbILIEYHbIX NyTel;
6 — andPy3nMOHHO-B3BELLEHHOE U306PaKeHNe: TMEPUHTEHCUBHDI CUrHa; 8 — KapTa M3mMepsAemoro Kos¢pduumneHta gudysnm: rmMnonHTEHCUBHBIN

CUrHan.
Fig. 4. MRI of the brain of patient C.

a— T2-weighted image in the axial plane: symmetrical sections of the hyperintensive signal in the area of the tire pathways; b — diffusion weighted
image: hyperintensive signal; ¢ — map of the measured coefficient of the diffusion: hypointensive signal.
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KnuHunuyeckne cnyyan

CTBEHHBIM IIperapaToM KJIOHA3eIaM C MOCTETICHHBIM J0-
CTVDXKEHUEM CYTOYHOM mo3bl 1,125 mr. [ns ymMeHbIIeHUS
TOHYCHBIX HapyIICHWA K JIEYCHHIO M00aBIeH OaKiocaH
B mo3e 15 mr/cyr. Ha doHe mpoBomumoii Teparnuu mojio-
KUTEJIbHON TUHAMUKM B COCTOSSHUM peOeHKa He OTMeYa-
JI0Ch, KpOME TOro, OBbLIM 3aperMCTPUPOBAHbI MOOOYHBIS
a(ddeKTH Je4eHus B BUIE CAA00CTH, BSJIOCTH, HapacTa-
HUSI HapyIIeHWH TJI0TaHUS.

B cBs3u ¢ HaMuMeM y TEBOYKUA PUTHIHOCTH MBIIIIT
3aThUIKA, IIIEM W TPU3Ma, a TakKkKe TUCTOHMYECKMX aTak,
B 3aTBIJIOYHBIC MBIIIIIBI, MBIIIIILI BEPXHUX M HUKHHUX KO-
HEYHOCTel OBUT BBEICH OOTYJIMHMYECCKMI TOKCHH THIIA
A 100 EO. boryauHoTeparust He BbI3Bajla pa3BUTUSI HEXe-
JIaTeIbHBIX SIBJICHUI, HO KJIMHAYECKUMA TOJIOXUTEIbHBIA
3 dEKT TOCTUTHYT HEe OBLI.

B xone manbHeiiliell KOppeKLUU Teparnuu Iepuiua-
31H OB ITOCTEIIEHHO OTMEHEH, a ISl KYITMPOBAHMST TIPU-
CTYIOB TICUXOMOTOPHOTO BO30YXIEHHS Tepel CHOM pe-
OEHKY MPOBOAMIMCH BHYTPUMBIIIIEYHBIE WHBEKIIUN IHA-
3ermama B go3e 0,5 mi (2,5 mr) 6e3 apdekra. [IpoBogumble
B TIOCJICIYIOIIEM BHYTPHUBEHHBIC MHBEKIIMU IHa3eriama
B H03€e 7,5 MT Ha TIpOTsKeHUU 12 4 obecrneynBaim KpaTKo-
BpPEMEHHBIN HE3HAYNUTENIbHBIN CeTaTUBHBIN 3(PPeKT.

ITocne HEOMHOKPATHBIX OE3yCIENTHBIX MOMBITOK KY-
MUPOBaTh TUMNEPKUHETMYECCKUI CUHIPOM U IICMXOMO-
TOPHOE BO30OYXICHHE ICBOYKH OBUIO TPUHSATO PEIICHUE
0 MPOBENCHUM BHYTPMBEHHOM KalleJbHON WMHGY3UM ITH-
punokcuHa ruapoxiuopuaa (I 100 mr B 100 ma 0,9%

NaCl. Yxe nocnie npoBeAeHUs NepBOii THPY3UU ObLIA OT-
MeueHa BBIpaXkKeHHasI MOJIOKUTEIbHASI TMHAMMKA B BUIE
HUBEJIUPOBAHUS TMIIEPKUHETUIECKOTO CMHAPOMA M 3Ha-
YUTEJIbHOTO YMEHBIIIEHUS IICUXOMOTOPHOTO BO30YKICHMS
pebenka. Ha ¢one nmponommkenus tepanuu I1I° coxpansii-
Cs IOCTUTHYTHIN TepaneBTuYeckuii apdekT. B mocaemyro-
IIeM JIeBOYKA ObLJIa TIepeBeleHa Ha MepOpaIbHBINA IIPUEM
III' (100 Mr/cyT) ¢ coxpaHeHHMEM MOCTUTHYTOM TTOJIOXKM-
TeJIbHOW JMHAMUKU.

B cBsi3u ¢ TeMm, 4TO pe3yabTaThl T€HETUUYECKOro 00-
cJemoBaHUsI HE OBUIM TOTOBBI K MOMEHTY JOCTYDKCHUS
TOJIOXKUTEIbHOM AUHAMUKM, KYITMPOBAHMSI TUIICPKUHE-
TUYECKOTO CHHIpPOMAa W 3aBEPIICHUS] TOCIUTAIM3ALINU,
pebeHOK OBLT BBIMMMCAH C TMATHO30M «JIeTeHepaTUBHOE 3a-
OoJieBaHUE LIEHTPaJbHON HEPBHOM CUCTEMbI» C PEKOMEH-
JaLUUsIMU MPOIOJIKUTh NepopanbHblii mpueM I1I.

B aBrycre—cenTtsa6pe 2020 r. 0JHOBpEMEHHO B JBYX
JIabopaTOpUsIX HE3aBUCUMO JIPYT OT Ipyra OBLIN IIpOBee-
HbI aHam3 587 reHoB, maHenb «HacaencrBeHHbIE MeTab0-
mmueckue 3aboneBanus» (OI'BHY «Menuko-renermye-
CKWIi1 HayYHBIN HeHTp nMeH akanemuka H.I1. boukoBa»)
n «bonbIinas HeBpoornueckKasi maHeJaIb» METOIOM MaccCo-
BOTO TMapaJUIeJIbHOTO CEKBEHUPOBAHMS (J1a00paTopHsi MO-
JIeKysspHOIt matonoruu «['eHoMen»).

B 10 sk30He reHa SLC6A3 BHIsIBIEH BapUaHT HYKJIEO-
TUIHOI TTocaenoBaTeIbHOCTH ¢. 1297G>A, ontcaHHBI B 6a-

* [CM1414398].

Puc. 5. OTcyTcTBUME FrMNEPKNHETMYECKOro cMHApPOMa Ha ¢poHe Tepanuu NI (kaTamHes 1 mec).

Fig. 5. Absence of hyperkinetic syndrome during PG therapy (1 month catamnesis).
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+H N—CH—COO- TMpPO31HIMapoKcmnasa
3

I .
h Tyrosine hydroxylase

N NN
O 0, H,0
I
OH Tetparuppo-  [uruppo-
TMpo3nH  GuonTepuH  GronTepuH
Tyrosine  Tetrahydro-  Dihydro-
biopterin biopterin

Puc. 6. Cxema cnHTe3a flopammHa.

Fig. 6. Scheme for the synthesis of dopamine.

3¢ ganHbeix HGMD', npuBomsinnii K aMUHOKHUCIOTHOMY
BapuaHty p.Gly433Arg (chr5:1409937C>T, NM_001044.4)
B TOMO3WTOTHOM cocTossHuu. [laToreHHble BapUaHTHI
B reHe SLC6A3 npusonat k pazsutuio DTDS ¢ ayrocom-
HO-PELIECCUBHBIM TUIIOM HacjienoBaHus. JlaHHBIA Bapu-
aHT ¢.1297G>A, p.Gly433Arg ObIT TIOATBEPKAEH METOIOM
MPSIMOTO aBTOMATUYECKOTO CeKBeHUpoBaHUs 1Mo CaHTepy
y ipo6anna. [IpoBeneHa Baunaiysi BEISIBIEHHOTO BapyUaH-
Ta c. 1297G>A, p.Gly433Arg y ponuTereii mpobaHaa: ob6a po-
JUTENIST SIBJISTIOTCST TETEPO3UTOTHBIMU HOCUTENISIMU. Takum
00pa3oM, pe3ysbTaThl MPOBEACHHOTO MOJIEKY/ISIPHO-TEHE-
TUYECKOTO 00CIIeNOBaHMS peOeHKa U €T0 POIUTEIIEH TT03BO-
Jv BepudUIMpoBaTh KMHU4Yeckuii nuario3 DTDS.

KaramHecTnyeckoe HaOmoneHWe 3a NE€BOYKOW Ha
MpoTsikeHnn | Mec. TTPOAEMOHCTPUPOBAIO COXpPaHEHUE
JOCTUTHYTOTO TMOJIOXUTEIBHOTO 3(hheKTa OT TPOBOAUMOT
tepanuu [1I: B TeueHWe QHS TMNIEPKUHE3BI TIPAKTUIECKHN
HE BO3HMKAIOT, K Beuepy MOSIBIISIETCSI X HE3HAUYUTETHHOE
KOJIMYECTBO, CYIIECTBEHHO HE yXyaIlalollee KauecTBO
JKU3HU pedbeHKa (puc. 5).

Ha nai 3o, 3¢heKTUBHOCTD JAHHOTO JIEYEHUS MO-
KET OBbITh CBSI3aHA C yBeIMIEHNEM CUHTe3a nohaMrHa, B KO-
topoM [1I" mpuHMMaeT HermocpencTBeHHOE yyacTue (puc. 6).

YuuteIBasi, 9TO BHICOKOE CONEPKaHUE IKCTpaHepo-
HaJibHOTO nodaMuHa, xapaktepHoe 11t DTDS, mpuBonut
K Ype3MEepHOlN CTUMYJISIIMU TTPeCUHANTUIECKNX ayTope-
mentopoB D2, ”HrMOUpPYeT TUPO3ZUHTUAPOKCHIIAZY U, Clie-
JOBaTeNbHO, CHUKAeT CMHTE3 no(aMuHa, JaHHOE TIpel-
MOJIOKEHWE MMEeT IO co0ol ocHOBaHME. be3yclioBHO,
yrBepxaeHue oo apdexrruBHoctu I1I' B TeyeHUn faHHO-
r0 3a00JIeBaHUs SIBJISIETCST TIPEXIEBPEMEHHBIM U TPeOyeT
JATbHENIIIETO U3ydyeHUsT U OoJiee NTMTEIbHOTO KaTaMHe-
CTUYECKOTO HaOJTIONeHUS 32 PeOEHKOM.

B Hacrositiiee BpeMsi 3arlaHMpOBaHA TOCIIUTAIM3A-
IIUST IEBOYKU B OTAEJIEHUE TICUXOHEBPOJIOTUU U TICHUXO-
comatnmueckoir matosormu PIrAY «HMMUI 3mopoBbs
neteit» MunsnpaBa Poccuu m1st AMHAMMYECKOTO KOHTPO-
JisI, OLIEHKU COCTOSTHUSI peOeHKa U, TIPU HEOOXOANUMOCTH,
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Heka p60Kcmna3a dpoMaTUYeCKNX aMMHOKNCNOT

Aromatic amino acids decarboxylase

FHN=CH—=CO0" ny b pokcanspocpar +H3N—C|H2
CH, Pyridoxal phosphate‘; CTZ

ol Q < off Q
OH OH

3,4-I0O0A HNodamuH

3,4-DOPA Dopamin

KOPPEKIIMY TTPOBOANMOI Tepanuu. B cirydae ycKob3aHus
adexra edeHrss ¥ HapacTaHWSl TUTIEPKUHETUYECKOTO
CUHIpOMa OyIeT pellleH BOIMPOC O Ha3HAYeHUM JieKap-
CTBEHHOTO CPEJICTBA U3 TPYIIIBI aTOHUCTOB AohaMUHAa.
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KnuHun4yeckunin onbiT 3ameHbl pepMeHTO3aMeCcTUTEeNIbHOWN Tepanun
y naumeHTa c Mykononucaxapugosom ll runa

'OTAY «HaunoHanbHbIN MeaNLMHCKUI NCCNeROBaATENbCKUI LLEHTP 300p0BbsA aeTeln» MuHagpasa Poccum, 119991, Mocksa, Poccus;
2QrAOY BO «[epBblit MOCKOBCKMIA FOCYAAPCTBEHHbIN MEANLIMHCKUIA yHUBepcuTeT M. .M. CeueHoBa» MunHagpasa Poccun
(CeueHoBckm yHmBepcuTeT), 119991, MockBa, Poccua

Mykononucaxapugos Tun Il (MNC Il, cuHapom XaHTepa) — Hacne[CTBEHHOE XPOHNYECKOE NPOrpeccrpyoLLee IM30coMalbHOe 3aboneBaHme
C peueccuBHbiM X-cuenneHHbIM HacnegoBaHuem. MIMC Il oTHocnTca K opdaHHbIM 3aboneBaHNAM U BCTpedaeTtcs ¢ yactoton 1,3 Ha 100 Tbic.
ManbumkoB 6enoi pacbl. CHApom XaHTepa ABnAeTcA Hambonee pacnpocTpaHeHHbIM Tnom MIC, coctaBnAs okono 50% Bcex Tunos MIC.
B ocHoBe naToreHesa 601e3HM NEXNT HapyLLEHWE CTYNEeHYaTOro paclleneHns MUKO3aMUHOTMKaHOB — renapaHcynbdata v flepmaTaHCyb-
¢daTa, BbI3BaHHOe fedpnumuToM PpepMeHTa naypoHaT-2-cynbdatasbl, Kognpyemoro reHom [DS. metowmnca aedpuuut nnm noaHoe oTcyTcTBrE
naypoHaT-2-cynbdaTtasbl MPUBOANT K HaPYLLIEHWIO KOHEYHOW CTaAUK KaTabonm3ma rmnko3aMUHOIIMKAHOB U K HaKOMJeHUIo renapaHx- 1 aep-
MaTaHCynbdaTta BO BCEX OpraHax 1 TKaHAX opraHu3ma. B HacTosAlee Bpema B Poccum 3aperncTpupoBaHbl 2 nekapcTBeHHbIX NpenapaTa ana
naTtoreHeTUYeckomn pepmeHTo3amecTuTenbHo Tepanum MIMC: npypcynbdasa 1 ngypcynbodasa 6eta. ITo paclumpseT TepaneBTUYecKkne Bo3-
MOXXHOCTM 4NA NaLMeHTOB C CUHAPOMOM XaHTepa B C/ly4ae BO3HUKHOBEHVA TAXKEbIX HeXenaTeSbHbIX ABNeHNI, T.K. MO3BOJIAET Bpady cAenatb
BbIOOP B NMOJIb3Y TOV CXEMbI IEYEHNA, KOTopas GyAeT ONTMManbHON /1A NaLueHTa 1 NO3BOJSIUT CYLLECTBEHHO YNyYLLWTb KauecTBO ero »usHu. B
[laHHOW CTaTbe aBTOPbl AENATCA COOCTBEHHbBIM OMbITOM CMEHbI GepMeHTO3amecTUTeNbHON Tepanun y pebeHka ¢ MIMC I
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Lyudmila M. Kuzenkova'? Tatyana V. Podkletnova’, Lale A. Pak', Oksana A. Ereshko’

Clinical experience of replacing enzyme replacement therapy
in a patient with mucopolysaccharidosis type Il

'National Medical Research Center for Children's Health Moscow, 119991, Russian Federation;
2|.M. Sechenov First Moscow State Medical University ( Sechenov University), Moscow, 119991, Russian Federation

Mucopolysaccharidosis type Il (MPS II, Hunter syndrome) is an inherited chronic progressive lysosomal disease associated with recessive
X-linked inheritance. MPS Il is classified as an orphan disease and occurs at a rate of 1.3 per 100,000 white boys. Hunter syndrome is the most
common type of mucopolysaccharidosis, accounting for about 50% of MPS types. The disease’s pathogenesis is based on a violation of the
stepwise cleavage of glycosaminoglycans (GAG) — heparansulfate and dermatansulfate caused by a deficiency of the iduronate-2-sulfatase
enzyme encoded by the IDS gene. The existing deficiency or complete absence of iduronate-2-sulfatase leads to a violation of the final stage
of glycosaminoglycan catabolism and the accumulation heparansulfate and dermatansulfate in all organs and tissues. Currently, there are
two drugs registered in the Russian Federation for pathogenetic enzyme replacement therapy of MPS: idursulfase and idursulfase beta. This
refers to the expansion of the therapeutic options for Hunter syndrome patients in the event of severe adverse events. It allows choosing the
treatment regimen that will be optimal for the patient and will significantly improve the quality of life. In this article, the authors share their
own experience of changing enzyme replacement therapy in an MPS Il child patient.
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Myxkonomucaxapuno3 turn Il (MIIC II, cuaapom
XaHTepa) IMpeAcTaBiIsIeT cO00M HaCIeICTBEHHOE XPOHM-
YeCcKoe IPOrpeccupylolee JIM30COMabHOE 3a00JIeBaHIE
¢ perieccuBHBIM X-clLieTIeHHBIM HaciaegoBanuem. MITC I1
OTHOCHUTCS K OpchaHHBIM 3a00JIeBaHUSIM U BCTpeYaeTCs
c yacroroii 1,3 Ha 100 TeIC. MATBUMKOB Oenoit packhl [1, 2].
MIIC II gBngerca Haubojee pacIpoOCTpaHEHHBIM TUTIOM
MIIC, cocrapissg okono 50% Bcex ciaydaeB [2]. B ocHo-
Be IMaToreHe3a 0O0JIE3HM JICXKUT HApYyIIeHUE CTYIIEHIaTOrO
pacuieruieHus riauko3aMuHoriaukaHoB (IAl') — remapaH-
cynbdaTta M gepMaTaHCy/Ib(hara, BRI3BAHHOE Ie(PUIINTOM
(epmMeHTa MIypoHAT-2-CyabdaTa3bl, KOOTUPYEeMOTO TeHOM
IDS [1-3]. Umerommiics OedULUT WA ITOJTHOE OTCYT-
CTBHE MAYyPOHAT-2-CyabdaTa3bl MPUBOAUT K HAPYIICHHUIO
KOHeyHOol ctammu karabonmsma Al 1 K HakoruieHUIO
rerapaH- U IepMaTaHCYIb(daTa BO BCeX OpraHaxX U TKaHIX
opranusma. UMeHHO 3TUM O0YCJIOBJICH IINPOKUI CIIEKTP
KIMHWYECKUX TIPOSIBIICHUI JAHHOTO TSKEJIOro 3aboJeBa-
HUSI, TPeOYIOIIWIA MPUBICUYCHUSI K KypallMy IAlMEHTOB
¢ MIIC II cnenmaancToB pa3HBIX ITpodwteit [1-5].

Bonee 10 et Ha3zam B apceHase CIICIIMAINCTOB OTCYT-
CTBOBAJIM JIEKAPCTBEHHBIE CPEACTBA JISI MATOT€HETUYe-
ckoro yneueHust MIIC II, a oka3piBaeMasi MeIUILIMHCKAS
TMOMOIIb HOCHJIA HCKIIOUHUTEBHO CUMIITOMATHICCKUIA
xapaktep. IIpopsiBoM B Tepanuu namueHToB ¢ MIIC II
SIBWJIOCH TOSIBIICHIE (hepMEHTO3aMECTUTEIBHOI Teparuin
(P3T), sBasroNIeiics] €MMHCTBEHHBIM MTATOT€HETUYECKUM
metonoMm JiedeHus MIIC II. TlepBbIM JeKapCTBEHHBLIM
cpenctBoMm it 3T, 3aperncTpupoBaHHBIM U OHOOpPEH-
HBIM K TpuMeHeHuio y maumeHToB ¢ MIIC II Ympas-
JICHUEM MO KOHTPOJIO 3a MPONYKTaMU U JIeKapCTBaMU
CIA B 2006 1., sBnsietcs unypcynbdasza (UC; snamnpasa,
«Takeda Pharmaceutical Co.», dmoxus). B 2008 r. npena-
pat 3apeructpupoBaH Ha tepputopun Poccum. B 2012 1.
YrpaBieHneM 10 KOHTPOJIIO 33 IIPOTYKTaMU M JIeKapCTBa-
mu Kopen 0bI10 0100peHO U 3apeTUCTPUPOBAHO IS JIe-
yeHuss MIIC II nexkapcTBeHHOE CpelcTBO MAYpCYIbdasza
6eTa (xaHTepasa, «Green Cross Corp.», Kopes). B 2019 1.
npenapaT ObUI 3aperucTprupoBaH B Poccum.

O06a mpemapaTa IMEIOT OMMHAKOBBIA PEXXUM JTO3UPO-
BaHMSI W IIPUMEHSIOTCS B BHUIE €XCHEIETbHON BHYTPH-
BeHHOM nHOY3un B 1o3¢ 0,5 mr/kr. UC 1 UC 6eta nmeror
OIMHAKOBBIN aMUHOKHUCJIOTHBIN COCTaB, HO pa3HBIC IaT-
TepHBI TIMKO3WJINPOBAHUS, T.K. IpemapaThl IIPOXYIIH-
PYIOTCS B Pa3HBIX KJIIETOYHBIX JIMHMSIX ITOCPEICTBOM pa3-
HBIX TIPOM3BOICTBEHHBIX TeXHOJIOTU. Tak, HICTOUHUKOM
kinerouHoil muann MC saBistroTcst TpanchopMUpoBaHHEBIE
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kieTku yenoBeka (HT-1080), MUC 6era — peKOMOMHAHT-
HbI€ KJIETKM SIMYHUKOB KUTACKOIo XoMsIuka [6].

HeobGxogumo otmetnTh, uto TpoBeneHne M3T co-
MPSDKEHO ¢ BO3HMKHOBEHMEM HEXeIaTeNIbHBIX SIBJICHMI
(HA), xoropble BKIIOYAIOT B ce0sl pa3BUTUE CEPbE3HBIX
aHa(pMIAKTUIECKUX peaKInii B TeueHHe 24 9 1mocjie UH-
bysun (mo 50% mnauMeHTOB BbIpAOATHIBAIOT AHTUTENA
K JIEKapCTBEHHOMY CPEICTBY, YTO MOXKET OTpaHMYMBATH
IIOATOCPOUHYIO 3(PDEeKTMBHOCTE IIperapara), Hecroco0-
HOCTh WMAYypOHAT-2-CyibdaTa3bl IIPeogoieBaTh TIeMa-
To3HLEedaTUIeCKUil 0apbep M JOCTUTaTh LIEHTPaJbHOM
HEpPBHOM CHCTEMEBI ITOCJIC BHYTPUBECHHOTO BBEICHUS, YTO
OrpaHMYMBACT MOTCHINAIBHYIO 3(PHEKTUBHOCTD JICUCHUS
HEBPOJOrMYeCKUX IposiBiieHuii 6ones3nu [7]. Hecmorpst Ha
TO 4TO B HesioM P3T X0opoIno nepeHOCUTCsI, a IIOAaBISIO-
11ee OOJIBLIIMHCTBO MOOOYHBIX 3(P(PEKTOB SIBISIOTCS JIET-
KAMU WIA YMEPEHHBIMU, OKOJIO IBYX TpeTel MalleHTOB
HUCIBITHIBAIOT IMTOCTHH(Y3MOHHBIE PeaKIliK, B TOM YHCIIe
ajuteprmdeckue [3, 8, 9]. AHadminakTmIecKue peakiinm,
cBs3aHHBIe ¢ MHpY3ueit UC, ormocpenyoTcs aHTUTEIaMU
IgE x UC, KoTOpBle MOTYT BhIpabaThIBATHCS CUHTE30M de
novo [10]. Aaturena IgE, HecoMHeHHO, MOTYT UTPaTh BaX-
HYIO pOJIb B IPUAAHNN HTMMYHOJIOTHIECKON CIeITM(IIHO-
CTH aKTHBAIMU 3((HEKTOPHBIX KJIETOK ITpH aHA(DIIAKCHI
U APYTUX aJUIeprudecKux 3adoaeBanusx [11—14].

J. Kim u coasr. [15] mokazanu, yto IgE cBs3biBaeTcs
¢ peuenTopoMm FceRI Ha moBepxHOCTM 0a30(pMIIOB U pe-
3UJEHTHBIX TYYHBIX KJIETOK, MPU BO3AECHCTBUM OU- WIU
MYJIFTHBAJICHTHOTO aJUIepreHa IepeKpecTHOE CBSI3bIBAHNE
FceRI-cBa3anHoro IgE BBI3BIBa€T aKTMBALIMIO TYYHBIX
KJIEeTOK 1M 0a30(puJIOB U HEMEIJIEHHOE BBICBOOOXIEHUE
IIpeaBapUTEIbHO C(POPMUPOBAHHEBIX MEINATOPOB.

MHuorosietHui onbIT BeaeHud maimedTos ¢ MIIC 11
COTPYAHUKAMU OTAEIEHUS TICUXOHEBPOJOTUU U TICUXOCO-
MaTtudeckoit matonorn @AY «HMMUII 3mopoBbs neTeii»
MunsnpaBa Poccum 1o3BoIsIeT yTBEpKAATh, YTO KYITH-
poBanue HS ®3T B mopaBigionieM OOJBIIMHCTBE CIIy-
YaeB OKa3bIBACTCS YCIICIIHBIM M HEe TPeOyeT IpephIBAaHUS
rmaroreHeTHYeckou Tepanuu. OO0beM KOPPEKTHUPYIOIINX
MEIULIMHCKHAX BMEIATEIbCTB 3aBUCUT OT KIMHUYECKUX
nposiBlieHUu U crerieHu BeipaxkeHHocTu H. Kak mpaBu-
JIO, TOCTATOYHBIMUA MEPOIIPUSITUSIMU SIBIISIIOTCS] CHIKECHHE
CKOPOCTH BBEICHHMS JICKAPCTBEHHOTO IIperiapara U CHUM-
IITOMaTUIecKas Tepanus (AaHTUITHPETUKY, aHTUTUTICPTCH-
3UBHBIC M aHTUTHCTAMUHHEIC TIperapathl). Bo3HMKHOBE-
HUe 0oJiee TSKENBIX, XU3HEYTPOKAIOIMINX KIMHUICCKUX
CHUTYyalldii, K KOTOPBIM OTHOCATCS aHa(pUIaKTUICCKUE
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KnuHunuyeckne cnyyan

pe€aKkumMM, NPOSBILIOMINECS BBIPAXKCHHOM KpanWBHULIECH,
orekoM KBHHKE, OpPOHXOOOCTPYKTMBHBIM CUHAPOMOM,
TpeOyeT IMPUMEHEHUS TIIOKOKOPTUKOCTEPOUIOB (I1epo-
paibHO, IMapeHTepalibHO). K coXaneHnio, He Bcerma yka-
3aHHasl Teparnusl MO3BOJISIET HUBEIMPOBATh Tsikeabie HA
®3T, 1 B peaKuX ClIydasix OHa OKa3bIBAETCs O€3yCIIELIHOIM.
MMeHHO B 3TUX KIIMHUYECKUX CUTYaLIMSIX BOIIPOC O CMEHE
MaTOreHETUYECKOM Tepanu CTAHOBUTCSI HauboJiee akTy-
aJbHBIM, T.K. 3TO MOXET CTaThb 3(P(MEKTUBHBIM HHCTPY-
MEHTOM COXPaHEHUS KU3HEHHO HEOOXOAMMOTrO JIeUEHUSs
MalUeHTy MPU MUHUMU3ALMU JIMOO TOJHOM OTCYTCTBUM
Tsekenbix HA Ha BBegeHuUe npenapara.

Hanuuwue nByx 3apeructpupoBaHHbIX B Poccum nexkap-
CTBEHHBIX CPENICTB UIS TaToreHeTuIecKoi Teparmmu MITC
II craBuT nepen cneuuanrMcTaMu psii BOIMPOCOB, HAMpU-
Mep, BbIOOD JIEKAPCTBEHHOTO TMpenapara Npyu MHULMALUKW
MaTOreHETUYECKOTO JIeYEHMS HAaUBHOMY MALIMEHTY WIH
11€J1€CO00Pa3HOCTh M YCJIOBUSI OCYLIECTBIEHUS 3aMEHBbI
OJHOTrO JIEKApCTBEHHOIO cpeacTtBa Ha apyroe. M, eciu
B OTHOIIIEHUM MEPBOTO BOMpPOCA MO3ULMS YXKE Oonpeaese-
Ha: BBIOOD JIEKAPCTBEHHOIO CPEICTBA OCYILLECTBIISIETCS Ha
YCMOTpPEHHE Jieyalllero Bpaya IaiueHTa, TO OTBET Ha BTO-
poO¥i BOIIPOC BCE €l1I€ OCTAaeTCsl NUCKYTaOeIbHbIM, YTO, Ha
HaIll B3IJISII, CBSI3aHO C OTCYTCTBHMEM TOCTAaTOYHOTO OOB-
eMa HayYHBIX CBEACHMI O CMEHE TepaIluu y 3apyOeskKHBIX
KOJUIET WM HEAOCTAaTOYHO HAKOIUIEHHBIM aHaJOTMYHBbIM
OMBITOM B MEAULIMHCKOM coobiiiectBe Poccun.

IIpencraBneHHbI KIMHUYECKUI TPUMEDP 1€MOHCTPU -
pyeT UCTOpHIO 3a00JieBaHus 1 edeHus nanenTta ¢ MIIC
II tuna, nabmonamwiuerocss B @AY «<HMMULI 3n0poBbst
nereii» MuHznpaBa Poccuu. B HeM onucaHbl OCHOBHbIE
MeTonbl HUBeaupoBaHus HA, Bo3HMKaIOIIMX Mpy MTpOBe-
nenuu ®3T y nanuenra ¢ MIIC 11.

OnuncaHne KNNMHNYECKOro cnyyan

Manwuuk U., 10 net, nuarno3: MIIC II. Pe6eHok Ha-
omonaercss B ®T'AY «<HMMUL 3/1» Munsopasa Poccun
n noay4yaetr 3T (MC, snamnpasa) B TedeHue 7 JIET C MO-
MEHTa ITOCTAaHOBKM J1arHo3a.

PebeHok ot 1-ii OGepeMEeHHOCTM, MpOTeKaBIIEW Ha
¢GoHe XpOHUUYECKOl (eTomIalleHTapHON HeI0CTaTOYHO-
CTH, Xeye30ne(UIIMTHON aHeMUU, YIPO3bl IPEePBIBAHUS
Ha 7—8-i1 Henene. Pombl cpouHble, puznonorndyeckue. Be-
CO-POCTOBBIC MOKA3aTE U IIPY POXKICHUY B TIpeAeIax HOp-
Mbl. OleHKa 1o mkajiae Anrap 8/9 6amnoB. B HeoHaTa b-
HOM IIepHUOJIe OTMEIAIOCH 3aTSLKHOE TeUSHNE KOHBIOTALIM -
OHHOM XeNTyxu, coxpaHssiieics no 1 mec. [lcuxuyeckoe
¥ MOTOPHOE Pa3BUTHE Ha 1-M romy >KM3HU MO BO3PACTY:
TOJIOBY YIEPXKUBAET C 2 MEC, CAMOCTOSITEIBHO CUIUT U Ca-
IUTCS ¢ 7 MeC, CAMOCTOSITEJIbHO XOIUT ¢ 1 roma 2 mec, nep-
BbI€ CJIOBA MPOU3HOCUT ¢ 1 roaa.

Pebenoxk HaGmomancs ¢ 1 mec Xxupyprom mo IOBO-
Iy TIYIIOYHOW M I1aXOBO-MOIIOHOYHOMW TpPBIK CIpaBsa,
¢ 11 Mec — oprorenom 1o 1oBoay Kudo3a IMOSICHUIHOTO
oTmesia IMMO3BOHOYHMKA HESICHON 3THOJIOTMH, TIPEIIIOJIO-
KUTEJIbHO BPOXIEHHOTO reHe3a.

C 2 neT poauTeIn CTaau 00paliaTh BHUMaHUE Ha TPYI-
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HOCTH OOYyYeHUsI, HapyIlIeHUE ITOBEICHMSI, a TAKXKE YaCThie
MPOCTYyAHbIE 3a00J€BaHUS U OrpPaHUYEHUE pas3ruOaHus
KOHEUYHOCTEH B KPYIHBIX cycTaBax. B 2 roma 9 mec mMaib-
YUK BIEPBBIE OCMOTPEH OTOPMHOJIAPUHIOJIOTOM, OOHAPY-
XKeHbl ageHouabl 1—2 creneHu. B ¢BSI3M ¢ orpaHn4YeHnEeM
aKTHMBHBIX U TTACCUBHBIX IBYDKCHUI B IUICYEBHIX, JIOKTEBBIX
1 Ta300eIpeHHBIX CyCTaBax, IIPOTPECCUPYIOIINM KU(PO30M
oprornea 3anono3pui cuHapoM Kiumnnens—®eiinsa u pe-
KOMEHIOBaJI KOHCYJIbTAIIMIO TeHETHKA.

B 2 roma 10 mec pebGeHOK OBbUI TOCITMTAIU3MPOBAH
B CTallMOHAp, Il¢ Ha OCHOBAaHMHM aHaMHe3a, KIMHUYEC-
CKHX W JIAOOPaTOPHBIX JAHHBIX (HOPMaJbHOE MOTOPHOE
U TICMXWYECKOE pa3BUTHE Ha 1-M Tomy XXWU3HM, HaJIUdue
MHOXECTBEHHBIX IPBIK C IIEPBBIX MECSIICB XKU3HH, YaCThIC
WH(EKIIMOHHBIE 3a00JIeBaHMSI, MTOCTEIIEHHOEe (opMuUpo-
BaHME MHOXECTBEHHOT'O IM30CT03a, 33 pXKKa IICUX0pede-
BOTO Pa3BUTHS, XapaKTEepHBIN (EeHOTUIT («Taprouanu3M»),
TTOBBIIIIEHHAST AKCKpEeLMs TenapaH- 1 AepMaTaHcyibghara
C MOYOW, MPOTSKEHHAS IeJIeUUsl, 3aTPATUBAIOLLIAs BCE K-
30HBI TeHa /DS, 110 pe3yabTaTaM MOJIEKYJISIpHO-TeHeTUYe-
CKOI TMAarHOCTUKU B JIAOOpaTOpUU HACJEACTBEHHBIX 00-
ne3neit oomena Beniects ®I'BHY «MTI'HII uM. akageMuka
H.T1. BoukoBa») ObUI yCTAHOBJIEH KIMHUYECKMIA TUAarHo3
MIIC II.

KoHcunuymom crieunaaucToB ObLI pacCMOTPEH BO-
IIPOC O TAaKTUKE TaJTbHEHIIETro BeAeH!s peOeHKA U TIPUHS -
TO pellieHre 0 HeoOxoaumocTu nposenenuss M3T npena-
patrom UC (snampa3za) nmoxusHeHHo. OQHAKO, YYUTHIBas
BBISIBJICHHYIO TIPOTSKEHHYIO NEJICIINIO, 3aTparuBaloIIyio
BCe 9K30HHI reHa /DS, 1 BO3MOXHO TSKeJIoe TeYeHHUe 3a-
0oJieBaHMS, B KAYECTBE aJIbTEPHATUBHOIO METOIA JICUCHUST
paccMaTpuBajIach BO3MOXHOCTD IIPOBENCHNS aJIZIOTeHHOM
TPaHCIUIAHTALIMY TeMOTIOATUYECKUX KJIETOK. Pomurensamu
ObLTO IPUHSATO penreHue o Havaine P3T.

B 3 roga 3 Mec pebGeHOK BIIepBbIe MOCTYITUJI B OT/e-
JICHUE TICUXOHEBPOJOTUM U IICMXOCOMAaTUYECKON I1aTo-
gorun PTAY «HMMUL, 3moposbst nmereii» MwuH3npasa
Poccuu, roe mocie KOMIUIEKCHOTO OOCA€dOBaHUSI UHU-
uuuposaHa maroreHetnyeckass ®3T UC. Ilepsoie 2 uH-
¢y3um MC manpumk mepeHec ymoBieTBopuTenbHo, HA
He peructpupoBanuch. OgHaKO BO BpeMs 3-il MH(PY3UU
y pebeHKa BIIepBble BOSHMKIIA PeaKlins Ha BBEICHUE TIpe-
rmapara B BUIE ITOBBIIICHUS TeMIIEpaTyphbl Tejla IO Cyo-
epunbHBIX 1MGpP, TTOTbEMa apTEPUATLHOTO MaBICHUS
1o 120/85 MM PT. CT., MOSIBJICHUS XXUAKOTO CTYJIa M MEJIKO-
MSITHUCTOM CBINK HAa KOXE JIMLA, XXMBOTA, CIUHBI, KOHEY-
HOCTEM, a TakKke OoTeKa juia. JJaHHBIe CUMITTOMBI OBLTH
YAaCTUYHO KYIMMPOBAaHBI CHIUXKEHHMEM CKOPOCTU WH(DY3UHU
no 4—2—1,5 mi/4, BBeIEHNUEM TTIIOKOKOPTUKOCTEPOUIOB,
AHTUTMCTAMUHHBIX W AHTUTHIIEPTCH3MBBIX ITPEIIapaToB.
B cBs131 ¢ TeM, 4TO 110 XKM3HEHHBIM IT0Ka3aHUSIM peOeHKY
HeoOXOoIMMO TIpOBeleHUE eXeHenelbHbIX BBeneHuit UC,
o peKOMEeHIALUK1 ajjieprojora 60J5HOMY ObLT Ha3HAYEH
TUIAHOBBIN €XXeTHEBHBIN ITPUEM TIIIOKOKOPTUKOCTEPOUIOB
per os (IpeMHU30JIOH B o3¢ 1 MI/KT B cyTKu). YeTBepTas
nHpy3usa UC Obl1a IpoBeeHa ¢ HU3KO CKOPOCThIO (Ha-
YuHas ¢ 2 MJI/4 C MEJIEHHBIM yBeJIMUeHUEM Kaxabie | —2 9
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10 4—6—8—10—12—14—16 ma/4) mociie IpeMeIuKaluu
[JIIOKOKOPTUKOCTEPOUIAMU M aHTUTUCTAMUHHBIMU TIpe-
naparamu. JUIMTeIbHOCTh BBEAEHUS JIEKAPCTBEHHOTO Mpe-
mapata coctaBmia 10,5 4. HecMoTpst Ha mpoBOAMMBIE ITPO-
(bunakTUIecKue MepOoIpUsITHSI, Ha CKOPOCTU BBEICHUS
npenapara 16 mji/4 y peOeHKa CHOBa IOSIBUIMCH paHee
OIMMCAHHBIE CHUMITOMBI. DTO TOTPEeOOBAJIO TTOBTOPHOTO
BBEICHUS TIIOKOKOPTUKOCTEPOMAOB, aHTUTHCTAMUHHBIX
npenapartoB U npekpaiieHus nHdy3un UC. B teuenus 1 u
rnocJje rnpoBeneHHbIX MeponpusaTuit HS HuBenupoBanuce.

PeGeHok ObLI MOBTOPHO KOHCYJIBTUPOBAaH BpauyoOM-
ajureprojioroM. B cBsi3u ¢ oTCyTCTBMEM U3MEHEHUI B M-
MYHOJIOTUYECKOM aHaJIu3e KpOoBU (HOPMAaJIbHBIN YPOBEHD
IgE), HopMaJlbHBIMY 3HAYEHUSIMU YPOBHS 203UHO(DUIOB
B 0OIlleM aHalIM3¢ KPOBU YCTAHOBJICHO, YTO Yy peOeHKa
HMeeT MeCTO aHadWIAKTOMIHAS peakldsl Ha BBEICHUE
HNC. KoHcunmymMoM CcHenyaJicTOB MPUHATO pelleHue
BPEMEHHO BO3IEPXKaThCsI OT BBEOCHUS (epMeHTO3a-
MECTHUTEJIbHOTO IIperapara C IeJIbl0 €ro SIUMUHAILNU
W3 OpraHM3Ma, a TakKe IPOBECTH KypC Tepamuu TIo-
KOKOPTUKOCTepouaaMu (TIpeIHU30JIOH B m03¢ 1 MI/KT
B cyTKM — 3 Hen, 3ateMm 0,5 MI/KT B CyTKU — 3—4 Hem).
B nanbHeiimem, yepes 1,5 Mec, peKoMeHA0BaHa MOBTOP-
Hasl roCIUTaau3alys B oTAe/ieHre U Bo300HoBIeHre ®3T
M C Ha poHe nepopanbHOTO NTpHreMa npegHu3onona. I[ep-
Bole 2 BBeneHus1 MC B ycnoBUsAX ceIMATIU3UPOBAHHOTO
pPEaHUMAIIMOHHOTO OTAEJCHUS COIPOBOXIAINCH YMEPEH-
HBIM TTOBBIIICHUEM apTepHaIbHOTO JaBJICHNS, HO KOXXHOM
CHITIM, OTeKa JuIia He oTMeudanoch. [locnenytomme 3 uH-
¢y3uu MC npoBommiINCch B YCIOBUSIX OTHEJICHUS TICHXO-
HEBPOJIOTUM U TICUXOCOMATUYECKOU IaTOJIOTMH Ha (hoHe
MOCTENEHHOTO CHWXXEHUS N0o3bl mpeaHusojioHa. HA Ha
BBefaeHne MC He 3apeructpupoBaHbl. Pe6eHOK OBbLT BbI-
MMMCaH U3 CTallMOHApa ¢ PeKOMEHIALMSMU TIPOIOIKUTH
®3T o mecTy KNUTEIHCTBA Ha (DOHE MTPOIOKEHNS TTOCTE-
TIEHHOTO CHIXKEHUS HO3bl IIPETHU30JIOHA 10 TIOJTHOM OT-
MEHBI U TTIOCTEIICHHBIM YBEJIMYEHNEM CKOPOCTH MH(DY3NHN
10 cxeMbl 8—16—24—32—40 mj1/4 (MOoAbEM CKOPOCTH KaX-
npie 15 muH). OTMEeHa IMPeTHM30I0HA U ITOA00P CKOPOCTH
BBeneHUs MC mpoBommInCh Ha MPOTSKEHUM TIOCIIEIYIO-
ux 6 Mec.

B Teuenme 2,5 ner orMeuanach xopoiuasi IepeHOCH-
mocTtb UC, HS He pernctpupoBanuch. B ¢Bs3mu ¢ BO3HU-
KalOIMUMK TPYIHOCTSIMM TIPM YCTaHOBKE mepudepmde-
CKOTO BHYTPUBEHHOIO KaTeTepa B BO3pacTe 5 JieT peOeHKY
yCTaHOBJICHA BEHO3HAas MOpT-cucTteMa. [lociae ycraHOBKU
rmoprta mnpoBeleHbl aBe nHopy3nu MC co ctaHmapTHBIMU
CKOPOCTHBIMU TTapaMeTpaMu. Bo BpeMst ogHOM 13 nHOY-
311 OTMEYEHO KPATKOBPEMEHHOE TOSIBICHUE MEJIKOIISIT-
HUCTOM CHINM B NEpUOPOUTATIBHOM 00J1aCTU, KyTIMPOBaB-
1LIeecsl CaMOCTOSITeNIbHO. JlaHHOe 00CTOSITeIbCTBO 00YCII0-
BUJIO MpPOBEJEHUE MpeMeauKaluu aHTUTMCTAMUHHBIMU
MperapaTaMu nepen Kaxxaoi nHpy3uei.

B 5 net 9 Mec Bo BpeMs IUIaHOBO# TOCIUTAIA3AAN
B ctaroHap u BBeneHun M C Ha ckopoctu 24 Mi1/4 y pe-
OeHKa oTMeydaJsics MoabeM TeMmIepaTyphl Tena g0 37,8° C,
He KYNUPOBaBIIMICS aHTUIIMPETUKAMU M CHUXXCHHEM

Clinical cases

KnuHnuyeckne cnyyan

CKOPOCTH BBEICHMS. DTO IIOTPEOOBAIIO IIPHOCTAHOBKU
WHQY3UU 1 OCYIIeCTBICHUS caenyrolero BBeneHus MC Ha
¢doHe mpemMenuKaunu (XJIOPOIMMpaMUHA TUAPOXIOpUI +
nbymnpodeH), odbecneunniieit orcyrcteue HS Ha BBeme-
HUe npenapara. Pe6eHOK ObL1 BBIIMCAH B yIOBIECTBOPU-
TeJIbHOM cOCTOSIHUM i mpomoinkeHuss P3T mo Mmecty
KUTEJIbCTBRA.

OmHaKo O MECTY KUTEIbCTBA TTOTHOLIEHHO TTPOIOJI-
xuth O3T He ymamock, T.K. y MaJIbuiKa BO BpeMsI MHDY-
3un UC ormevanuch BeipaxkeHHbIe HS B Bue 6ecrokoii-
CTBa, IUIa4ya, «[IPUYMOKMBAHUS», TIOBBIILIEHUS] TEMIIEPATY -
pbl Tena no 38°C, MOBBILLIEHUST apTepUaIbHOTO NaBJIeHUS
1o 150/100 MM pT. CT., TTOXOJIOOAHUST KOHEYHOCTEH, aKpO-
LIMaHO03a, TOIIHOTHI, KYIIUpyeMble MEIUKAMEHTO3HO (pe-
JlaHUyM, 1u0a30J1, NanaBepyuH, aHAJIbIMH, TIPEIHU30JI0H).
B cBs3u ¢ atum D3T B 5 et 10 Mec OblJ1a BpEMEHHO TTpU-
OCTaHOBJIEHA 1 BO30OHOBJIEHA TOJILKO B 6 JIeT 2 MeC B yC-
JIOBUSIX MHOTOITPO(UIBHOTO CTAIIMOHApPA.

B cBs13u ¢ HanmnuMeM y pebeHKa MapoKCU3MOB B BUJIE
BETeTAaTUBHBIX peaKILii (ITOBHIIIICHUE TEMIIEPATYPHI TeIa,
MOBBIIICHUE apTePUATBLHOTO MABJICHUsI, aKPOILIMAHO3, T10-
XOJIOMaHWE KOHEYHOCTEW, TaxwKapaus, ICUXOMOTOPHOE
BO30YyXIeHHUE) peOeHKY ObUTa MCKITI0YeHA KapauOJIOTuIe-
CKasl IaTOJIOTHSI.

Kpome toro, mpoBommics muddepeHIIMaIbHbINA Trar-
HO3 OIMCAHHBIX KIMHUYCCKUX TIPOSIBICHUM MEXIy
HS, cBsa3anHbIMM ¢ Bo3oOHOBIeHMeM wuHOYy3uit UC,
¥ MHOUIIMPOBAaHUEM BEHO3HOU mopT-cucTeMbl. Ilocien-
Hee MPeAIToI0KeHINEe BOZHUKIIO TTOCIE TIPOBEACHMS TTPOOHI
¢ BBeaeHueM 0,9% pacrBopa NaCl uepe3 BeHO3HBIIA ITOPT,
KOTOpOE TIPUBEIO K BOSHUKHOBEHHUIO OECITOKOMHOTO T10-
BelleHUs, Tulada, OJIEMHOCTH KOXHBIX ITOKPOBOB, THIIO-
TEPMHU TUCTAIBHBIX OTICIOB KOHEUYHOCTE, TTIOBBIIICHUIO
TemriepaTypsl Tena no 37,7° C, nombeMy apTepUaJbHOIO
napiaeHusa g0 150/90 MM pT. CT., TaXUKapaWu, TOITHOTEI
C TTO3BIBaMM Ha PBOTY CITYCTS 25 MUH OT HayaJia UH(pY3UU.
Ilocne mpuemMa aHTUTUIIEPTEH3UBHOTO TIpeIiapara JaBiie-
Hue cHU3WIOCh 10 130/90 MM pT. CT., OMHAKO OTMEYAJIOCh
MOBBIIICHWE TeMIIepaTyphl Teda O TeKTMIECKUX 3Hade-
Huii. B o011emM aHaiu3e KpoBU BhISIBIIEHO U30JIMPOBAHHOE
noBeieHne COD (20 MMm/4), JIEHNKOIIUTO3 M CIABUT JICH-
KoLiTapHOii (hopMysbl He obHapykeHbl. Ha ¢hoHe mpuema
JKapOITOHMXKAIOIIETO CPEACTBA M3 TPYIIITLI HECTCPOUIHBIX
MPOTUBOBOCIAJIUTEIbHBIX CPEACTB TEMIIEPATYPA TeIa HOP-
MaJIN30BaJIach, COCTOSTHHUE PeOCHKA CTaOMIIM3NPOBAIOCH.

IMocnenyroniue 2 BBeneHnst UC ObI11 mpoBeaeHBI C MC-
MoJib30BaHMeM Tiepudepudeckoro katerepa, HA He pern-
CTPUPOBAJINCH, CAMOJYBCTBHE peOCHKA HE CTPAIao.

PesynbTaThl 1I0CEBa COAEPKUMOTO ITOpTa OOHAPYXKHU-
JIm poct Enterobacter asburiae, 4TO MOCTYXUJIO TTIOBOJOM
K 3aMeHEe BEHO3HOI MopT-CcHucTeMbl. B mocieonepaiinoH-
HOM Tiepuoje mpoBeleHa TaHoBasg mHPy3us MC dgepes
MepeyCTaHOBJICHHYIO IOPT-CUCTEMY, BO BpeMsl KOTOPOI
OoTMeuasach BereTaTUBHAsI PeaklMs: TOBBIIICHUE TeMIIe-
patypsl Tena 10 37,6° C, «MpaMOpPHOCTb» KOXKHBIX ITOKPO-
BOB, IIMAHO3 HOTTEBBIX IJIaCTUH. /laHHAsI CMMIITOMAaTHKa
He IToTpedoBaIa TOMOJTHUTEIBHBIX BMEIIATEILCTB M KYTTH -
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KnuHunuyeckne cnyyan

Puc. 1. KpynHOMATHUCTaA Cbifb Ha KOXKHbIX MOKPOBaXx nauneHTa Bo BpemMsa nHeysum UC.

Fig. 1. Large-spotted rash on the patient’s skin during idursulfase infusion.

Puc. 2. Otek nnua Bo Bpema nHepysum UC.

Fig. 2. Facial edema during idursulfase infusion.

poOBaach CaMOCTOSITENIBHO TOCIIE 3aBEPIIEHUS] BBEICHUS
Tperapara.

B nanpHeimem exeHenenbHbie nHOy3un MC mpoBo-
IAJTUCh TI0 MECTY XUTEJIbCTBA Ha (hOHE TMpeMeanKaIun
(MpeaHU30JI0H, XJIOpPONKUpPaMUHA TUIPOXIOPUI), T.K. Me-
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PHUOOMYECKN BO BpeMsl BBEIEHHs IperapaTa BO3HUKAIU
BeTreTaTUBHBIC peakiuu. Kpome Toro, B Ieproabl MeXIy
WHOY3USIMA POIMTENIM MaJlbuKa OTMEYaId ITOSIBIICHUE
OCCITOKOICTBa B BEUYCpHEE BpEMsI, COIPOBOXIAIOIICECS
0JICTHOCTBIO KOXHBIX ITOKPOBOB, aKPOIIMAHO30M, THUIIO-
TepMHUeil NUCTAJBbHBIX OTHIEJIOB KOHEYHOCTel Ha (oHe
TIOJTHOTO OJIarOIIOTyJus.

B 8 net 8 mec ouepennas naoysus MC compoBoxaa-
JIach TIOSIBJICHUEM Y peOeHKa KPYITHOIISITHUCTOM CHIITM Ha
KOXe€ JIMIIA, TeJla, TOBHIIIICHNEM apTepUabHOTO JaBJICHMS
mo 130/80 MM pT. CT., MOBBIIMICHUEM TEeMIIEpaTyphl Teila
1o 37,1° C (puc. 1). [Ipn cHUXXKEHUM CKOPOCTU BBEICHUS
npenapaTa JaHHAsS CUMITTOMATHKA KYITMPOBaIACh.

Bce mocnenyrommue BBenerust M C mpoBoauanch ¢ mpe-
MeInKaIe MpeTHN30JI0HOM U cympacTHoM. HecMoTpst
Ha TO YTO HEKOTOpHBIe MH(Y3UM IIperapara IIPOXOIIn 6e3
pasutust HA, Tem He MeHee B psie cllyyaeB OHU BCe-TaKu
otMevanch. [locTenneHHO HapacTaly 9acToTa M CTEIIeHb
BBIPAXXEHHOCTY KOXHOM CHITIM Ha JINIIE U Telle, KOTOPhIe
TEPUOINIECKH COIMPOBOXIAINCH OTEKOM JIMIIA (PHC. 2).

Bce BhIITIEN3/105KeHHOE TIPUBEJIO K TOMY, YTO MH(BY3UHN
W C cranmm HOCUTD HEepETYIIPHBII XapakTep.

B 9 jer 6 Mec pebeHOK IOJIY4II MTOC/IEAHEE BBEICHME
WC, B mocnenyolieM ObUTa IpOBeleHa 3aMeHa Iperapara
it ®3T na UC Geta. [1epBast undysus MC Geta mpoBoau-
JIach B YCJIOBUSIX TAJIaTHl MHTEHCUBHOM Tepanmu. PeOeHKy
onu10 BBeneHo 0,5 mr/kr mipenapara B 100 M1 ¢pusmonorn-
YeCKOTO PacTBOPa CO CKOPOCThIO 8 MJI/4 B TeueHUe 40 MUH.
B nmampHEiIeM CKOpPOCTb BBEOCHMS YBEIMIMBATIU KaxK-
abie 15 MuH 1o 3HayeHuit 16—24—32—40 mi/4a. s mpe-
MEOVKAIIMM HWCIIOJIB30BAI  XJIOPOIIMPAMMHA THIPOXJIO-
pun. HA Ha BBeaeHue He 3apeructpupoBaHo. Ilocaemyro-

Clinical cases
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mue 3 BeeneHust MC Oera, mpoBeleHHBIE B CTallMOHape,
MaJIbIMK TaKXe TepeHeC YIOBIEeTBOpHUTEIbHO. 1o 3aBep-
IIEHWN KaxXIoil nH(y3un y pebeHKa oTMedacs cyodedpu-
qmTet 10 37,2° C, Kymupylouuiicss CaMOCTOSITEJTEHO.

C 1enplo KOHTPOJS 3(PPEKTUBHOCTU JIEYECHUS ObLI
npoBeneH aHaiau3 ypoBHel Al B Moue mepen Hayaiaom
BBeneHnsa MC Geta u ciycTa 4 Hen moclie Hadaia Tepa-
mmuu. YpoBeHb ATl coctaBun 12 1 15 Mr/Mmonb KpeaTu-
HHHA COOTBETCTBEHHO (IpM HOpMme 13 MI/MMOJIb Kpea-
THHHWHA). BBIJI0 peKOMEHI0BaHO MPOAOJIKEHIE TepaInuu
HC oera.

B MexxrocnuranbHbIil IEPUOI, Ha MPOTSKEHUU 6 Mec
nHopy3nm MC Geta MpoBOOMIMCH €XEHENeNbHO, Tepe
KaXIbIM BBEIEHUEM MPOBOIMUIACH NTPEMEAUKALINA aHTH-
TUCTAaMUHHBIMU TIperniapatamMu. [lepeHocMMOCThb TIpera-
para ObLIa XOpollei, oTMeYaauch He3HaunTeabHbie HS,
He TpeOyoIre MEINIIMHCKAX BMEIIaTeIbCTB, B BUIE TO-
BBIIIEHUS TeMmepaTypbl Tena go 37,1-37,3° C B KoHIe
UHQY3UU.

[Mocne 3amensl penapara wist 3T ponurenu pedbeH-
Ka 3aMETUJIN TIOJIOXKUTEIbHYI0 TNHAMUKY B BUIE YIyIIIIe-
HUS cliyxa (CTajl IPOCHINAThCS OT TPOMKOTO 3BYKa, B3Ipa-
TMBAaTh OT YCJIBIIIAHHOIO CMeXa, TJIaKaTh OT HENIPUSITHBIX
3BYKOB, COCPEIOTaYMBaTh BHUMAHKE Ha YE€JIOBEKE TP 00-
pamieHnu K HeMy). CTaOMIIBHBIM ocTajicsl U ypoBeHb A’
B Moue. Yepes 7 mec oT Havana tepanuu MIC 6eta oH co-
craByisit 13 Mr/mmonb KpeaTuHuHA (Hopma <13 Mr/MMOJIb
KpeatuHuHa). B Hactosmmii MmoMmeHT nHdpysuu UC Geta
IIPOBOISATCS 0€3 IpeMeaNKaLINH, TIEPEHOCUMOCTD €€ XOPO-
wmasi, HA He orMeuarorcs.

Takum obpaszom, cMeHa ®3T (mepexon ¢ TeKapCTBEH-
Horo cpeactBa MC na MC Gerta) obecrieumiia XOpOIIIyio
MMepPEHOCUMOCTD MAaTOTEHETUYECKOTO JICYCHUST, OTCYTCTBHUE
pazBuTus TsoKeabix HS, coxpatuia mpomoKuTeTbHOCTD
WHOY3UN ¥ 3HAYUTEJBHO YIyJIIIa Ka4eCTBO XXU3HU pe-
6enka ¢ MIIC II u uieHOB ero ceMbH.

3aknueHne

MIIC II oTHOCUTCS K peAKHUM 3a00IeBaHUSIM U3 TPYTI-
IIBI JIN30COMAJIbHBIX Oosie3Heit. Ha MpoTsskeHnu MHOTHMX
ner MIIC II ocraBajicst HeKypaOeabHBIM, TTALMEHTHI C Be-
pUGUIIMPOBAHHBIM TUATHO30M ITOIYYJIM CUMIITOMATH-
YecKyl0 Tepamnuio W Iorudanu Ha 1—2-M OecaTUIeTHu
xku3Hu. Onoxa O3T mo3Bojiuia MOJHOCTbIO U3MEHUTH
MpeACTaBICHNE O KAYeCTBE U MPOIOJLKUTEIBHOCTH KU3HU
OOJIBHBIX C 3TUM TSIKEJIBIM MPOrpecCcCUpyroluM 3aboieBa-
uueM. Tem He MeHee y yactu nauueHtos ¢ MIIC 11 ®3T

Clinical cases

KnuHnuyeckne cnyyan

coIpoBoxXmaeTcs pasButueM HSl, TpeOyrommx mormoaTHm-
TEJIbHBIX MEIUIIMHCKUX BMEIIATEJIbCTB, K COXAaJCHMIO,
B HEKOTOPBIX Ciyyasx OesycneliHbiX. Mmeroliuecs B ap-
CeHaJIe CIELMAIMCTOB IBa JICKAPCTBEHHBIX CPEICTBA LIS
natoreHetnyeckoro JiedueHust MIIC I mo3Bossior Bpauy
cIenaTh BEIOOD B IMOJIb3Y TOM CXEMBI TepaIliu, KOTopas 0y-
JIeT ONTUMAJIbHOM 1151 MALMEeHTA U TTO3BOJIUT CYILIECTBEH-
HO YJIYYIIIUTh KA4E€CTBO €TI0 XXU3HU.
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