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Ehlers-Danlos Syndrome: Clinical Observation from Practice

L.R. Akhmadeyeva', Ye.O. Goldyrev', R.R. Gizatullin', E.N. Akhmadeyeva',
A.P. Yermagambetova?

'Bashkir State Medical University, Ufa, Russia

“Marat Ospanov West Kazakhstan Medical University, Aktobe, Kazakhstan

The article presents a clinical case of Ehlers-Danlos syndrome in a 24-year-old man.
This syndrome is a heterogeneous group of autosomal dominant inherited diseases
characterized by impaired development of the molecular structure of collagen, which
leads to articular hypermobility, excessive extensibility and vulnerability of the skin,
as well as pronounced fragility of tissues throughout the body. The authors present
the classification, epidemiology of the Ehlers-Danlos syndrome, consider in detail the
issues of etiology, pathogenesis, clinical picture, diagnosis and treatment of the Ehlers-
Danlos syndrome.

The incidence of Ehlers-Danlos syndrome is about 1/5000 in the general population.
Currently, this nosological form often remains undiagnosed, which creates difficulties
for clarifying epidemiological data. The development of Ehlers-Danlos syndrome is
based on genetic mutations that affect the development of collagen of one type or
another or tenascin, depending on the type of syndrome. Defective collagen in the
developing organism plays the role of a failed scaffold based on randomly oriented,
mechanically unreliable fibrous structures. This defect in the development of collagen
leads to the defeat of all organs and tissues containing collagen fibers: ligamentous-
articular apparatus, tendons, integuments, walls of hollow organs and vessels. The
consequence of the above changes is reduced strength, weakness of connective tissue
structures, which usually leads to chronic pain.

The diagnosis of the Ehlers-Danlos syndrome is based on a thorough clinical
examination: the collection of complaints, the study of the history of the disease
and the life of the patient, the data of the physical examination. It is also necessary
to find out data on the patient's heredity with subsequent histochemical analysis to
identify defective proteins. The material is presented in order to improve the quality
of diagnosis and treatment of patients with Ehlers-Danlos syndrome by neurologists,
pediatricians and other specialists.

Keywords: Ehlers-Danlos syndrome, collagen fibers, articular hypermobility, chronic
pain, skin hyperelasticity, desmogenesis imperfecta.
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Cunapom anepca-4aHnoca: KAuHu4eckKoe H{l6/lIO,Z[6Hu€ u3s npakmuxKu

Makanana 24 sxacrarbl ep ajgamjaa Ojepc-/laHioc CHUHIPOMBIHBIH KIMHUKAIBIK
JKarJalbl KedTipiireH. Byn CHHIPOM KoJIareHHIiH MOJIEKYJANIBIK KYPbUIBIMBIHBIH
JMAMYBIHBIH ~ OY3bUTYBIMEH  CHINATTAJaThlH  AyTOCOMIIBI-IOMHHAHTTBI  TYKBIM
KyaJaliThIH aypyJapblH TeTeporeHai ToObI OOJbBIT TaOBLIAAbl, APTHKYISPIBIK
THIIEPMOOUIITITIKKE, TEPiHiH MIaMaaH ThIC CO3bLIYbIHA KOHE OCAJIBIFbIHA, COH/IAM-
aK OYKiI JeHesieri TiHIACpHiH ailKblH CBHIHFBIIITHIFBIHA OKeedi. ABTopiap Diepc-
JlaHI0C CHHAPOMBIHBIH JKIKTENYiH, SMHISMHOIOTHACHIH YChIHAIbI, Jnepc-Jlanmoc
CHHAPOMBIHBIH STHOJOTHUSICHI, TaTOTeHe3l, KIMHHUKAIBIK KOpiHiCi, JUarHOCTHKAChI
JKSHE eMi MaceJielIepiH erKelH-TerKelni KapacThIpabl.

Dnepc-Jlannoc CHHIPOMBIHBIH SKUUTIM Kalmbl momyssnusaa mamamer 1/5000
Kypaiinel. Kazipri yakpITTa OV HO30JOTHSIIBIK TYPi *Hi JHArHO3CHI3 Kalajbl, Oy
SMHAEMHOJIOTHSUTBIK IePEKTep/li HaKThUIay1a KUBIHABIKTAp TyAbIpabl. Dnepc-Jlanioc
CHHPOMBIHBIH JaMybl CHHJIPOM TypiHe OainaHbicThl Oip Hemece Oacka Typperi
KOJUTareHHIH HeMece TeHAaCIUHHIH JaMyblHa 9CePeTeTiH F'eHeTHKANIBIK My TalisIapra
Heri3enreH. JlamMblIn KeJie)kaTKaH aF3aJiarbl aKay bl KOJUIareH Ke3/ieiicok OariapianFaH,
MEXaHHKAJIBIK CEHIMCI3 TaJIIIBIKTBl KYPBUIBIM/IAPFa HETi3[e]reH COTCI3 TipeK pelliH
arkapazbl. KonmareHHiH naMybIHBIH Oy akaybl KypaMblHa KOJUIAreH TaJIIBIKTaphl
6ap OapibIKOpraHzap MeH TiHAEpAiH: OailmaM-apTHKyJIIpibIKanaparrap, ciHipiep,
KaOBIKTap, KybIC MYIIIEJIEp MEH TaMbIpJIap/IblH KaObIpFajapbl 3aKbIM/JaHybIHA KENe/.
JKorappiia atanFaH e3repicTepAiH caiaphl 9AETTE CO3bIIMAIIBI AyBIPCHIHYFa SKEJIETIH
JIOHEKep TiHIHIH KYPbUIBIMAAPBIHBIH KYII, 9JICI3Iri TOMEHACHII.

Onepc-/laHnoc CHHIPOMBIHBIH JMATHO3bI MYKHST KIIMHUKAIIBIK TEKCEPYTe HETi31eNTeH:
HIAFBIMIAPABI JKHHAY, aypy TApUXBIH KOHE HAyKACTBIH OMIpIH 3epTTey, (QU3HKAIBIK
Tekcepy aepekrepi. CoHaii-ak akayibl OeJTOKTapAbl aHBIKTAY YIIiH HayKaCThIH TYKBIM
KyaJlayIIbUIBIFBl Typasibl JIepeKTep/i KEHiHHEH THCTOXMMUSUIBIK TaJay apKbLIbI
aHbIKTAy KakeT. Marepuan HeBpOIATOJIOrTap/blH, IeAnuaTpiIapAblH JKoHe Oacka
MaMaHIapabH Dnepc-Jlaninoc cuHapoMsl Gap HayKacTapAbl AUArHOCTUKAJAy JKOHE
eMJIey carlachlH JKaKcapTy MaKcaThIH/A YChIHBUIFaH.

Hezizei co30ep: Dnepc-Jlannoc cunopomvl, KOLIA2eH MATUbIKMAPsl, aPMUK)IAPIbIK
2UNepMoOUNIOINIK, CO3BIIMAIbL AYLIPCHIHY, MEPIHIY SUNEPCepnimMoinie, JHcemiimeseH
oecmocenes

Cunapom Jiepca-/lannoca: KIMHAYecKoe HAOTI0eHHEe H3 PAKTHKHA

JI.P. Axmaneesa', E.O. Tonnsipes', P.P. Tuszarymmun', 5.H. Axmazneesa’,

A.I1. EpmaramberoBa?

Baikupckuii rocyaapCTBEHHBIN METUIIMHCKUI yHIBepcuTeT, Y a, Bamkoprocran!
3anmanHo-KazaxcTaHCKMI MEIMUIMHCKUN yHUBEpCcUTEeT MMeHH Mapara OcnaHoBa,
Axto6e, Kazaxcran?

B crarbe mnpencraBneH KIMHUYECKWMH ciydyaldh cuHapoma Jnepca-/laninoca y
MYX4UHBI 24-x Jer. JlaHHBIH CHHIPOM IIPEACTaBIsIET CO0OH TeTepOreHHyI0
IPyHIly — HAaclAeAyeMbIX II0  ayTOCOMHO-JIOMHHAHTHOMY THILy 3a00JeBaHUM,
XapaKTepPHU3YIOMNXCs HapyIIEHHEM Pa3BUTHSI MOJEKYIISIPHOI CTPYKTypHI KOJIareHa,
YTO TPHBOAUT K CYCTaBHOHM THIIEPMOOWIBHOCTH, UPE3MEPHON pPACTSHKUMOCTH M
PaHUMOCTH KOXKH, a Takke BBIPAKEHHOW XPYIKOCTH TKaHEH BCEro OpraHu3Ma.
ABTOpaMH TIpEACTaBIEHB! KJIACCH(HKAIMK, SHHIEMHONOIUS CHHApoOMa OJiepca-
Jlannoca, moapoOHO PacCMOTPEHBI BONPOCHI STHOJOTUH, MaTOTreHe3a, KIMHHYECKOH
KapTHHBI, TUarHOCTUKY U JIGYCHNS CHHApoMa Diepca-/lanoca.

Yactota BeTpedaeMocTH cuHApoma Orepca-Jlanmoca okxomo 1/5000 B oOmiei
nonyasinuy. B HacTosIee BpeMs aHHAs HO30JI0rHYeckas (popMa gacTo ocraercs He
JMarHOCTHPOBAHHOM, UTO CO3aeT TPYAHOCTH JUISl YTOYHEHHS SIHIEMHOIOTNIECKIX
naHHBIX. B ocHoBe pasBuTHs cuHIpoma Onepca-J/laHinoca liekar TIeHETHYECKHe
MyTal¥H, BIMSIONINE HA Pa3BUTHE KOJUIAreHA TOTO MJIM MHOTO THIA WM TeHACIMHA
B 3aBHCHMOCTM OT Tuma cuHapoMa. JledekTHBI KoiulareH B pPa3BUBAIOIIEMCS
OpraHm3Me WrpaeT pojb HECOCTOSATENIBHOrO0 Kapkaca Ha OCHOBE OecIopsIouHO
OPUCHTHPOBAHHBIX, MEXaHIUYECCKH HEHAISKHBIX BOIOKHUCTBIX CTPYKTYP. DTOT Ae(eKT
Pa3BHUTHS KOJUIare€Ha MPUBOIHUT K ITOPAXKEHHUIO BCEX OPraHOB M TKaHEH, COIepIKaIix
KOJIUTATCHOBBIE BOJIOKHA: CBSI309HO-CYCTABHOIO armapara, CyXOXXHIJIHH, Hapy>KHBIX
MOKPOBOB, CTEHOK IIOJIBIX OpPraHoB W cocynoB. CIeACTBHEM BBINICONMCAHHBIX
W3MEHEHUH SIBISETCS CHIDKEHHAsl IMPOYHOCTH, CIa0OCTh COEAMHHUTEIbHOTKAHHBIX
CTPYKTYp, YTO U MPHUBOJINT, KaK MPABUIIO, K XPOHUUECKOI OOIIH.

B ocnoBe quarnocTuku cunapoma Diepca-/laHnoca JISKHUT TIATeIbHOE KIMHIIEeCKOe
obcnienoBanue: cOOp kaod, M3yueHHE aHaMHe3a 3a00JCBaHUS M YKH3HH MAIMCHTA,
JaHHble (U3HKAIBHOTO oOcienoBaHus. HeoOXoaMMo BBIICHHTH TakyKe JAHHBIE O
HACJIE/ICTBEHHOCTH TIaIl[MeHTa C MOCJIEIYIOIUM THCTOXMMHYECKHM aHAIN30M C
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.}l.p. AXMU/!CCH(I, E.O. I‘O./[/lhlp(fﬂ. p.p. I‘MBHmy./L/lMH. .9.11. AXMU/[CCBH. A.I[ E[)M(ll(lM6CmOBa

LeTIbIO BBISIBIICHUS e(heKTHBIX OeJIkoB. MaTepuai npeiCTaBlIeH ¢ HebI0 YTy dIleHUs
KayecTBa JMArHOCTMKM W JIEUEHHUs TAIlMeHTOB C CHHApoMoM Ornepca-Jlannoca
BpauaMU-HEBPOJIOraMy, eJUaTpaMH U IPyTUMHU CIIELUATNCTaMHU.

Knrouesvie cnosa: cunopom Onepca-/lannoca, Konnazenosvle 6010KHA, CYCHMAGHAA
2UNepMoOUNLHOCTIb, XPOHUYECKAsS D0b, 2UNEPINACIUYHOCIb KOXCU, HECOBEPUIEHHbIT

oecmoeenes

Cunapom Dnepca-annoca (manee COII) (cun. 3-/;
aurn. Ehlers-Danlos Syndrome, «runepanacTH4HOCTh
koxn» («Cutishyperelastica»), HecoBepIileHHBIH AecMO-
rere3, cuaapoMm UYepHoryboma-Omepca-/lannoca) — 310
TeTepOreHHast TPyIIa HACAETyeMbIX MO ayTOCOMHO-/I0-
MHHAQHTHOMY THITy 3a00J€BaHMH, XapaKTepU3YIOLINXCS
HapyIICHUEM Pa3BUTHS MOJICKYJIIPHOM CTPYKTYpBI KOJIJIa-
reHa [ 1], 4To MpUBOANT K CyCTaBHOM I'MIIEpMOOMIILHOCTH,
YpPEe3MEPHON PACTSHKUMOCTH U PAHUMOCTH KOXH, & TaKKe
BBIPAKEHHON XPYNKOCTH TKaHEHW BCEro opraHusma.

CyuiecTByeT 6 OCHOBHBIX THIIOB:

e Kuaccuueckuit

*  I'umepnoaBHXHOCTH

e CocyaucTsle POSBICHUS
*  Kudockonunos

*  Aprpoxanasus

*  Jlepmarocnapakcuc

Haubosee coBpemennass kiaaccupuxanus 2017
coaep kUt onucanue 13 TunoB cuuapoma [2]:

e Kuaccuueckuil THM, ayTOCOMHO-JIOMHHAHTHOE Ha-
CJIe/IOBaHKE;

*  Kiaccmuecknii-moqoOHBIN THII, ayTOCOMHO-pEIec-
CHBHOC HacJIEJ0BaHUE;

»  KiananHo-cepJe4HbI THI, AyTOCOMHO-PELECCHB-
HOE HACJIEeZI0BAHUE;

. CocyaucThIil THI, ayTOCOMHO-IOMMHAHTHOE Haclie-

JIOBaHUE;

e  T'unmepMOOWIBHBIA THII, ayTOCOMHO-JOMHHAHTHOE
HacJIeJOBaHNUE;

*  ApTpoxasla3uiiHbIl THI, ayTOCOMHO-IOMHHAHTHOE
HaCJIeIOBaHUE;

e JlepmarocmapakCHUCHBIN THI, ayTOCOMHO-PEIECCHUB-

HOE HacJeI0BaHUE;

*  Kudockommornyeckuil THIM, ayTOCOMHO-PEIICCCHB-

HOE HACIICIOBAHNUE;

*  CHHIOPOM XpYIKOW POTOBHUIIBI, ayTOCOMHO-pEIIeC-

CUBHOC HACJICJIOBAHHUC;

e CrnoHAMIOIUCIUIACTUYECKUN THII, ayTOCOMHO-pe-

[IECCUBHOE HACJICAOBaHUE;

*  MBbIIIEYHO-KOHTPAKTYPHBII THII, ayTOCOMHO-pPELEC-

CHBHOE HACJICIOBAHHC;

e MuomaTH4yecKkuii THII, ayTOCOMHO-JIOMHHAHTHOE Ha-

CJICZIOBAHHC;

*  IlepronoHTaNbHEIN (3yOHOI) THII, Ay TOCOMHO-JIOMH-

HAHTHOE HaCIlle[IOBaHNUE.

OnuaeMuoJorusi, dTuojioruss u marorenes CIJI.
CDJ] Bcerma cumTancs penKkod MATOJOTHEH, dacToTa
BcTpedaeMoctd — ~1/5000 B obmelt momymsiiwm. OqHAKO
HA CCTONHSIIHWIA JICHb CTAHOBUTCS OYCBHIHBIM, YTO
JlaHHasi HO30JIOTMYEecKast (opMa YacTo OCTaeTcs He
JTUArHOCTUPOBaHHOM [3], dYTO co3maeT TPYAHOCTH
JUIE  YTOYHEHHUS  AIHACMHOIOTHYECKHX  JaHHBIX.

lunepmoOmmeHbl  Tim  COJl  [4] wMeeT dYacToTy
BCTPEYaeMOCTH OT 6 110 57% cpenn KeHIIUH U 0T 2 10 35%
cpean myxuuH. COJI BbLsBISsieTCs Yalie y appUKaHIEB,
9YeM y MpeICcTaBuTeNei Oenoif packl.

B ocuoBe pazutus COJ] nexaT TeHETHYSCKHE MyTa-
VM, BIUSIONINE HA PA3BUTHE KOJUTareHa TOTO WM HHOTO
TUIA WIA TEHACIMHA (B 3aBUCUMOCTH OT THIa CHHJIPO-
Ma). /ledekTHBIH KoJutareH B pa3BUBAIOLIEMCS OpraHU3Me
UTPAeT POJib HECOCTOSITENILHOIO Kapkaca Ha OCHOBe Oec-
MOPSIIOYHO OPUEHTHUPOBAHHBIX, MEXAHUUECKH HEHA/IEXK-
HBIX BOJIOKHUCTBIX CTPYKTYP. DTOT Ae(EKT pa3BUTHS KO-
JlareHa NPUBOJUT K TOPAKEHHUIO BCEX OPTAaHOB U TKAHEH,
COZIEpIKAIMX KOJUIAar€HOBBIC BOJIOKHA (CBSI3KH, CYCTAaBBI,
CYXOXKWJINSI, HAPY>KHBIE TOKPOBBI, CTEHKH MOJIBIX OPTaHOB
u cocynoB). CleJICTBMEM BBIIICONMUCAHHBIX W3MEHEHUH
SIBISIETCSl CHIDKEHHAsl MPOYHOCTb, CIa00CTh COCIMHU-
TEJIFHOTKAHHBIX CTPYKTYP, YTO U IPUBOANT, KaK ITPABUIIO,
K XpOHHYECKOH oomn [5].

VY naHHOrO mamMeHTa NpeodiajaeT CUMIITOMATHKA
THIEPMOOMIBHOTO THITAa CHHpoMa Diepca-Jlannoca. Oc-
HOBHYIO poiib B quarHoctuke COJ[ urpaer KIMHHYECKOe
obcnenoBanme: cOop kamod, M3ydeHne aHamHe3a 3a00-
JIeBaHMS 1 )KU3HU MAIMEHTA, a TAaKXKe JaHHbIC (PU3UKAIb-
Horo oOcienoBanus. HemaoBaxkHOe 3HaYEHHE HMEIOT
JITaHHBIE O HACIEJCTBEHHOCTHU NanueHTa [6]. Jlume nocue
THIATEIBHOTO KJIMHUYECKOTO 00CIIeI0OBaHHS HIMEET CMBICIT
MIPOBOJIUTh T'MCTOXMMHYECKUI aHalIU3 C 11eJIbI0 BbISBIIC-
HUS 1eEKTHBIX OCTTKOB.

Tunepmoodunvuvlilt mun, aymocomno-00OMUHAHMHOE
Hacnedoeanue

Bonbne KPUTCPUH: reHepaJIn30BaHHAs
THIIEPMOOMIIBHOCTh  CycTaBoB. [IsTh mpu3HaKoB U3
ciaenyrommx 12 KpUTEPUEB CHCTEMHOTO BOBJICUEHHS
COEANHUTENILHON TKaHU JuLst JMarHOCTUKU
THIepMOOMITBHOTO THMA: 1) MArKas wWin OapxaTucras
KOXKa; 2) JIeTKasi TUIepPPacTsDKUMOCTD KOXKH; 3) CTPHUU B
naxy, Ha OeJjpax, B IpyJI¥l /MM )KUBOTE y TIOIPOCTKOB Oe3
MIPE/IBIAYIIEr0 3HAYUTENFHOTO YBEINYEHHS WM TOTEpU
Maccel Tena; 4) IBYCTOPOHHHE IMbE30TCHHBIE MaIyJbl;
5) TOBTOpPHBIE WM MHOXKECTBEHHBIC a0IOMHHAIbHBIE
TppDKH  (TymowHas,  maxoBas, OeapeHHas);  06)
arpo¢uueckue pyOIbl KAK MUHIMYM B IByX PernoHax, 0e3
(bopMupoBaHus pyOIOB MO THITY NMAMPOCHOH Oymaru; 7)
Ta30BBIN, PEKTAIBHBII U/IITH MAaTOYHBIH TPOJIAIC Y ACTCH;
8) CKYy4eHHOCTh pocTa 3y0OB U BBICOKOE HIIH Y3KOE HE0O;
9) apaxHOOAKTWIINS, MOJOKHUTEIBHBIN MPU3HAK 3aISICThS
(IlItefinbepra) ¢ o00eWx CTOPOH; ITOJIOKUTEIBEHBINA
npu3HaK Oosbioro nansia (Yonmkepa) ¢ 00eMX CTOPOH;
10) cootHomeHue pa3Maxa pyk K amuHe Tena >1,05;
11) mpomarmc MHTPaJIbHOTO KilarnaHa, BBISIBICHHBIN
IpU  dXOKapauorpaguu B COOTBETCTBHHM CO CTPOTHMH
JNIUArHOCTUYCCKUMHU KpUTEpUsiMU; 12) aumaramnusi KOpHS
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CMH,[IPOM anepca-4aHnoca: KAuHu4eckKoe Hﬂ6/llO,Z[CHu(:‘ u3s npakmuxKu

aoptel Oosee 2 STD mo Z-kpurepuro [7]. JIubo oxuu
npu3Hak uix Oosiee B COYETAHUM C OTSATOLICHHBIM
CEeMEHHBIM aHAMHE30M.

MEIIIIeYHO-CKeIIETHBIC OCIOKHEHUs: 1) 0ob B 2X U
0oJiee KOHEYHOCTSIX, IOBTOPSIFOIIASICS €KSTHEBHO B TEUeC-
HHUE KaK MHHHMYM 3 Mec.; 2) XpOHHYECKasl pacrpocTpa-
HEHHas 00JIb B TEYEHUH 3 Mec.; 3) MOBTOPHBIE CYyCTaBHbIC
BBIBUXH M HECTAaOMIBLHOCTh, HE CBSI3aHHBIE C TPaBMOM:
a) 3 u OoJee aTpaBMaTHYECKUX BbIBHXA B | cycTaBe mim 2
u Ooree BRIBMXA B 2 pa3HBIX CycTaBaxX B pa3HOE BpeMms; 0)
MEIHIIMTHCKOE TTOTBEPKICHIEC HECTAOMIBHOCTH CyCTa-
BOB B 2 Pa3IMYHBIX 00JIaCTSIX, HE CBS3aHHBIX C TPABMOM.

Jna nocmanogku 0uazno3a Heodxooumo couemanue
mpex 601buIUX KpUmMepues

Kputepun uckmoueHus: 1) oTCyTcTBHE HEOOBIYHOMN
XPYTKOCTH KOXHM; 2) UCKITIOYCHUE NPYTUX HACIETYeMBIX
¥ IproOpEeTEHHBIX 3a00I€BaHUI COCTMHUTEIBHOMN TKaHH,
B T.4. PEBMaTOJIOTHYECKUX; 3) UCKIIIOUCHHE alIbTepHATHB-
HBIX JIMAarHO30B (THIEPMOOMIIBHOTO CHHIPOMA, JPYTHUX
tunoB COJI, cunapomoB Mapdana, Jloeca-/lutiia, cke-
JIETHBIX JUCIIIAa3Mif). J[MarHo36I MOTYT OBITH MCKITFOYCHBI
0 JaHHBIM aHaMHe3a, OCMOTPa WM MOJEKYIIpHO-TeHe-
TUYECKOTO TeCTHPOBAHUS.

Xponuueckas 601p — 0fiHA U3 CAMBIX PACIIPOCTPaHEH-
HBIX KaJ00, KOTOPYIO MpPEABSBISAIOT maueHTsl ¢ COJI,
0COOEHHO YacCTO TOT CHUMIITOM BCTpPEYAETCS MPU CaMOM
pacnpocTtparneHHoM Turie COJ] — runepMoOmILHOM. XPO-
HUYecKas 0OJb CYIIECTBEHHO CHIKAET KAaueCTBO KU3HH
MAIFCHTA BILIOTH 10 MHBAMAN3AIUH. bolbk 3a9acTyto sB-
JISIETCSl OCHOBHBIM CUMIITOMOM JIAHHOTO 3200JICBaHUsL, CO-
[JIACHO HEKOTOPBIM JaHHBIM, 0T 80% 10 90% mnanueHToB
COOOILAIOT O TOH WM MHOH (popme XpoHHUYeCcKol 0OoJIH.

OO0mue XapakTepUCTHKH XPOHUYECKOW Oomu U
MTOCIIEIOBATEIEHOCTE M3MEHEHNH cuMnToMoB mipu COJ]
CJICAYIOIIHE: BMOJIOIOM BO3PACTE Y MAIIHEHTOB C CyCTaBHOM
THIIEPMOOMIIBHOCTBIO MOTYT BO3HHKATh MHOKECTBECHHBIC
TpaBMbl [8], BBIBUXW/NIOABBIBUXM cycTaBoB [9], a
Takke OOMM B CycTaBax B mepuoa pocra pebenka [10,
11]. VcnoBHO 3TO MOXKHO XapaKTepH30BaTh Kak 1-10
KITMHAYECKYIo cTamuio. [IpeoOmamaer HOIMIIENTHBHAS
YyBCTBUTENBHOCTb. Jlaiee Ha 2-H CcTagud BO3HUKAIOT
W HaYMHAIOT Ipeo0jajarh pasiu4Hble  CKEJICTHO-
MBIIICUHBIE 00NN (apTpasITMU/MUQITHH, DHTE30MATHH)
U BHeCycTaBHble  0OomM  (SKeIyZOYHO-KHIIECYHBIE,
Ta3oBble, ToNoBHBIE) [12]. [l 3-  KIMHUYECKOH
CTaInU XapaKTepHBI HEBpoNaTHdeckas OONb (CHHIpOM
3alIeMJICHHOTO HepBa), IepudepruecKkrue MapecTesnH,
KOMIUIEKCHBII ~ pErHOHApHBIM ~ OOJICBOH  CHHIPOM,
MIPU3HAKK LEHTPAJbHOW CEHCUTH3AIMU (THIEpanre3us,
AIJIOAWHUSA, TUnepuyBCTBUTENbHOCTH) [13]. nsa 4-oii
KIMHAYECKOH CTaIud XapaKTepHBI OIIyIIeHHe OOl C
BBIPQYKEHHOW YCTallOCTHIO, BHCIIEPATIbHBIC OCIOKHEHHS,
HapPYIICHHS CO CTOPOHBI CEP/ILIa ¥ BETETaTHBHOI HEPBHOM
cuctemsl [14, 15].

IIpoBenen psin uccnenoBaHuil, OCHOBHOM 3aaa4eil Ko-
TOPBIX SABJUIOCH CTPYKTypHUpOBaHHE OOJEBBIX IMPOSIBIIE-
HUH 10 TPyIIaM sl OpTaHU3aIIH TIPAaBIIIBHOTO ITOIX0Aa
K KyIIHPOBAaHUIO XPOHUYIECKOTO O0IIeBOTO cuHApoMa |16,
17].

CkeneTHo-MbIleuHas 6onb. Kak mpaBuiio, cycraBHas
6onb SBISETCS TEPBBIM BapUAaHTOM IIPOSBICHUS OOJIH
npu maHHoM 3aboneBanmu [18]. BomeBble omrymieHus
HAauMHAIOTCS OCTPO, KaK Pe3ylbTaT TpPaBM, BHIBUXOB H
pacTsokeHnl, ¢ (PeHOMEHOM HapacTaromux Oonerd. Yamre
BCETO BOBJICYCHHBIMU B OOJIEBOH IPOLIECC OKa3bIBAIOTCS
rieueBbie cyctaBsl (80%), kuctu (75%) u xonenu (71%).
BonesnenHocts B | manbiie KUCTH HEPEOKO NMPHBOAUT K
HapyLICHUIO MEJKOM MOTOpUKHM. Takke NamueHTbl OT-
MEUaIOT CKJIOHHOCTBH K TIOTEpE PaBHOBECHUS W MAJICHUSM.
[ToBTOpstoIMecss BRIBUXH BBHIY CIa0OCTH CYCTaBOB H
CBSI3aHHBIC C HUMHM OOJIEBBIE OIIyHICHUS (HOPMUPYIOT Y
MHOTHX TNallMeHTOB TaK Ha3bIBAEMYIO0 KHHE3no]oOuro
(cTpax nBrkeHUM). XPOHUYECKYIO YTOMISIEMOCTh OTMe-
4aroT 10 95% manueHToB, HEKOTOPBIMU M3 HUX (0OCOOCHHO
CTapIIIero BO3pacTa) 3TO MEPEHOCHUTCS TsHKeTIee, 9eM 00Ib
[19].

OueHb YacTo BCTPEYAIOTCsl XpOHUYECKast 00JIb 1 NHBA-
JUIU3UAPYIOIIAC BHIBUXU (TIOIBBIBUXHM) B BHCOYHO-HIIK-
HeYeTtocTHOM cycTase (10 70% manueHToB), 4To TpeOyeT
0COOBIX TTOAXOI0B K TUATrHOCTHPOBAHHIO ITHX MAI[ICHTOB
1 UX BeJieHus cromaroiorom [20, 21].

Hesponamus. IIpumepno 70% [alUEHTOB
MPEIABSBISIOT Kalo0bl Ha TOJOBHBIC OOMUM W OONU B
no3BoHOUYHMKe [22]. KommpeccHoHHBIE M aKCOHAJIbHBIE
HEBPONIATUN CUUTAIOTCS OCHOBHOM MPUYUHOMN
mapecTe3nii, OHEMEHHS W JU3ECTe3WH Y MAIFeHTOB C
CDOJI. YacTo BO3HHKAIOT YIIEMIICHHEC W TpaBMAaTH3AIHS
JIOKTEBOTO HepBa. bonk 9acTo mosiBIsieTcs B TOKOE, U Y
MAIMCHTOB C BBIPAXKCHHBIMH OOJCBBIMH OIIYIICHUSMH
HEpEeAKO JMAarHOCTHPYIOTCA W3MEHEHHs B CTPYKType
HEPBHOIO BOJIOKHA [23].

T'enepanusosannas eunepanee3uss — HUA3KUN OOITHI
001IeBOI TOPOT W TIOBBIIMICHHAS 0OJEBas TOTOBHOCTH B
COYETaHUM C BO30YAMMOCTBIO, KaK MPABUJIO, CBHICTEIIh-
CTBYIOT O HEBpOIaTHYEeCKOM Xapakrepe Ooxel npu COJ]
[24].

Icuxonozuueckue npobnemvl, ceasauHvle ¢ 0OO-
avto. Ilcuxonoruueckue paccTpOMCTBa, YCTalOCTh, Ha-
PYIICHUS CHAa HEPEAKO COMPOBOXKIAIOT MAIMEHTOB, YTO
MOJKET OTPHIIATEIFHO MOBIHATH Ha OOJEBHIC OIIYIICHHS
U TOPOrpecCUu0 CUMITOMATHKH [25], a BHOCIEICTBHU
CIOCOOCTBOBaTh XPOHHM3ALMUK Ipollecca M Pa3BUTHIO
uHBanuAHOCTH [26]. o 70% manueHTOB H30BITOUHO
TPEBOXKHBI, Y HEKOTOPHIX U3 HUX HAOIIONAIOTCS MaHUYe-
ckre atakd. [1odTH MOOBHHA IMAIMEHTOB MPUOETAIOT K
HCIIOJTH30BAHUIO TICHXOTPOITHBIX CPENCTB M3-3a Pa3BUTHS
y HUX KMHE3U0(OOHH, TPEBOKHOCTH, TOBBIIICHHOH BO3-
OyIMMOCTH, a TaK)Ke «I'OTOBHOCTH K OOJM» WU ee 0XKH-
nanusi. Bee wame nmoarBepxkaaercs B3aumocBsizb COJl ¢
JIeTipeccueld, OWMOSIPHBIM PAaCCTPOWCTBOM, ayTH3MOM,
CHHIIPOMOM Jle(pUINTa BHUMAHUS M THIIEPAKTHBHOCTHIO,
COMAaTUYECKUMU paccTporcTBamu [27].

Jleuenue cunapoma Jiepca-lanioca. [Toxxon k je-
yenuio COJl momkeH ObITh KOMIUIEKCHBIM U B OObIIei
CTENeHN WHIUBHIYAIBHBIM JUIS KaXJIOr0 KOHKPETHO-
ro manuenTa [28], BBUIY KIMHHYECKOTO MHOT000pa3us
TIPOSIBIICHHH 3a00JIeBaHUS W COCTOSATH W3 TMPUMEHEHHS
00e300/THBAIONINX TPENapaToB, (PU3NOTEPANIEBTHICCKUX
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mporeayp, Je4eOHOH (GU3KYJIBTYPBI, NCHXOTEparuH, B
HEKOTOPBIX CIIy4yasiXx HEOOXOAMMO IPOBOJIUTH XHPYPIH-
YEeCKHe BMEIIATEIbCTBA, TAKXKE CIIEAYEeT KOHTPOIUPOBATh
TEUCHUE NMEIOIINXCS 3a00IeBaHHH.

Benenne mammeHTa IODKHO OCYIISCTBISTHCS IPCH-
MYIIECTBEHHO C ITPUMEHEHHEM KOHCEpPBATHBHBIX MEp —
9TO HauOoJIee MPENOYTHTEILHO U3-3a XPYIIKOCTH TKaHEeH
nanuenTa [29].

Jlexapcmeennas mepanus. 1lpu 1erkoil 1 yMepeHHOH
CTETICHH BBIPAXCHHOCTH OONM TAlMEHTaM PEKOMEHJIO-
BaHBl HECTEPOHUIHBIC IPOTHBOBOCHAIUTEIBHBIC Iperia-
parsl (HIIBIT) u niroxoxoprukoctepoust (I'KC), coor-
BETCTBEHHO. VX HCIOMB30BaHHE ITOMOTaeT yCTPaHHUTh
JUCKOM(OPT, UCIIBITHIBAEMbIH MAlMEHTOM, HO CBSI3aHO C
PHUCKOM Pa3BUTHs TOOOYHBIX APPEKTOB, B T.4. CO CTOPOHBI
HKETYTOYHO-KUIIIETHOTO TPAKTa, U, KaK M3BECTHO, OTPHIIA-
TEJIEHO BIHSIET Ha CTPYKTYPY COCTUHHUTEIIBHON TKaHH.

[Ipn BbIpa)keHHOM 0O0JIEBOM CHHIPOME, KOTOpPBIH HE
xynupyercss HIIBII, a Takyke mpu IPOTUBOIOKA3AHUAX
k npumenernto HIIBIT u I'KC, nanpumep, npu 3po3us-
HO-s13BeHHBIX mopaxeHusax JKKT, moryr ObITh mpume-
HEHBI CHJIBHOJCHCTBYIONTNE OOJCYTONSIONINE BEIISCTBA
— OITMOUJIBI, HCIIOTH30BAHUE KOTOPHIX SBISCTCS MOITYIISIP-
HOH npakTukoi Ha 3anajae. OJHAKO NPUMEHSTh UX CIIEHY-
eT HenpoAonKUTEnbHO [30]. CyIecTBYIOT YOCIUTCIBHBIC
JIOKa3aresibCTBa TOTO, YTO JJIMTENILHOE HCIIOJIb30BAaHHE
ONMATOB OMACHO H3-3a BBICOKOW BEPOSITHOCTH (HOpMHU-
pOBaHUS TIPWUBBIKAHWA. AJBTCPHATUBHBIM BapHaHTOM
SIBIISICTCST TPAMAJIOJI C €r0 CepOTOHMHEPTUIeCKUM U 00e-
300MBaroIM 3P PEKTOM, YCIICIIHO CIPABIISIONIHICS CO
CTOMKHMMH OOJIEBBIMH OLIYIIECHHUSIMH.

Muopenakcanmepl, Takue kak OaxiioeH, IOKa3aHbI
TP MBIIICYHBIX ClIa3Max, HO He PEKOMEHIYIOTCS I pe-
TYJIIPHOTO WCITONB30BAaHUS M3-32 TEOPETUIECKOTO PHCKA
YCHJICHHSI HECTaOWILHOCTH CYCTaBOB, YTO B CBOIO Oue-
pelb MOXKET MPUBECTH K MPOrpeccuy OOJEBBIX OLIyIIe-
HUH.

DKCnepThl yKa3bIBAIOT HA TO, YTO JUIUTEIHHOE HCIOJIb-
30BaHME TOJIHKO MEAMKAMEHTO3HBIX CPEICTB 0e3 mpuMe-
HEHUSI HEMETMKaMEHTO3HBIX METOJIOB YaCTO OKa3bIBACTCSA
Hed(PPEKTUBHBIM.

Jleuebnasn gusxkynomypa. OCHOBHOM YacTbIO JICYCHUS
TIAIIMEHTOB € OOJIEBBIM MBIIICYHO-CYCTaBHBIM CHHIPOMOM
Ha (pOHE TUIMepMOOUIBHOCTH CYCTABOB 0€3 OCIOKHCHHIA
ABTISICTCSA YKPETUICHNE MBIIIIL, OKPYKAIOIIUX ITPOOIEMHBIC
cycTaBbl. B mepByio odepenp, HEoOXomMMa TPEHHPOBKA
TPAICIUECBUIHBIX MBIIIII, TOMEPEYHBIX MBI KUBOTA,
MbI Oenpa. B ciydae, ecim Ooip cBsi3aHa C JBHIKe-
HUEM, MAalMeHTaM PEKOMEH/YIOTCSI N30METPHUECKHIE Ha-
IPY3KH — CTaTHYECKOE HAIPSDKEHUE MBIIIIL ¢ MUHUMAJb-
HBIM JIBIDKEHHEM B CycTaBax. Ecim MbIedHO-CycTaBHAS
00Ib CBSI3aHA C THITOAUHAMUEH U JUTHTSITFHBIMHI CTaTHYe-
CKUMH IT03aMH, TO TIOKA3aHO COYETAaHUE N30METPHUYCCKUX
1 M30KMHETUYECKUX BUJIOB HArpy30K, KOT/a HAaNpsHKEHHE
MBIIIIIL COYETAETCS C IBUKEHHUEM B cycTaBax [28].

Jnst ynydiieHus: IpONpUOLETITUBHOTO YyBCTBa Clie-
IyeT WCIIOIh30BaTh OPTE3WPOBAHHME, THMHACTUYECKHHA
M9 ¥ OaJaHCHPYIOIIYIO JOCKY. Bo Bpems BBHITOTHEHHS
ATHX YHPaXHEHUH [UIS yIyYIICHUS KOHTPOJS HaJ JIBU-

JKSHUSIMH, JKEJIaTeJIbHO, UCIIOIb30BaTh 3epKalla. 3aHsATHs
B OacceiiHe MO3BOJISIIOT YKPETNUTh BCE OCHOBHBIE I'PYTIITBI
MBIIII] C OJHOBPEMEHHBIM CHSTHEM OCEBOW HArpy3KH C
CyCTaBOB W TO3BOHOYHHKA. Bce mepeunciieHHbIE BBIIIE
BUJBI TPSHUPOBOK HAIPABIICHBI HA YBEIMUCHHE MBIIICY-
HOHM cWIIbl, a He oObema MbII. KitoueByto posib urpaer
YBEJIMYCHUE TOHYCA MBI U YIy4IIeHUEe HEeHpPOMBIIIed-
HOM KOOpAMHALIUY.

Quzuomepanus. OCHOBHas 1enb (U3HOTEpATTUI
— yNydIIeHWe KadecTBa JKW3HW TAIHWEHTOB. Psn
HCCIICOBAaHUN JOKa3anu JSPPEKTHBHOCTh MaCCAKHBIX
IpOLEIyp B OTHOIICHHH OCTPOH M XPOHHYECKOW OOIH.
Kpome Toro, Takue METOIMKH, KaK MaHyajbHas Teparus,
UCIIOJIb30BAaHNUE  OPTOINENUYECKUX  IMOJJIEPIKUBAIOLIMX
KOPCETOB, BOPOTHUKOB, a TaKXKe MSTKas, aTpaBMaTHYHAS
pacTshKKa MPUHOCST CYIIECTBEHHYIO TIOJIB3Y IMAI[CHTaM.
Bruto  Takke ~ YCTaHOBIEGHO, 4YTO  INPUMCHCHHE
¢usnoTepanuy W OPTOICIUYECKUX CTEJIEK JaloT O4YEHb
BBICOKHE pe3ylbTaThl. bosieBble OIIyIIEeHNs] B BUCOYHO-
HUKHEYECIFOCTHOM CyCTaBe Tpe6y10T AKTUBHOT'O KOHTPOJIA
CO CTOPOHBI XOPOIIO 3HAKOMOTO C JAHHOH MpoOIeMoit
Bpavya-OpTO/IOHTA.

IHcuxonozuueckas nomowssp. Pexomenmyercs odpare-
HHE K KOrHUTHBHO-TIoBeaeH4Yeckol Teparmu (KIIT) kax
K OCHOBHOMY BapHaHTy NpO()eCCHOHAIBHON MCHXOJIOTH-
YECKOW ITOMOLIY NALMEHTY, CTPALAI0IIEMy XPOHUYECKUM
6oneBeiM cuuApoMoM. KIIT mokazama cBoro 3QexTuB-
HOCTB TIpH cBsi3aHHBIX ¢ COJl paccTpoifcTBax, TakUX Kak
TPEBOTa U ICIPECCHsL.

O6pa3 xun3Hu. [lanueHTs! J0HKHBI OBITH OCBEIOMIIE-
HBI O PUCKaxX TPaBM, O TOM, KaK UX NpeNoTBparuTh. [la-
IUEHT JOJDKEH KOHTPOJHPOBATh MacCy TeEia, MBIIIEYHBIN
TOHYC U TOICP>KUBATH TEJIO B Xoporren popme. OTKa3 oT
KypeHHsI Tak)Ke WTpaeT HEMaJOBAXHYIO POJb B YIydIle-
HUH COCTOSIHUS TTAIIMCHTA.

WuBazuBHble Meroabl JiedeHus. CyliecTByeT MHe-
HuUe, 4To marueHTsl ¢ COJ] 00agaT pe3uCTCHTHOCTHIO
K MECTHOW aHeCTe3WH, OJHAKO JaHHBIH BOMpOC TpelyeT
JaIbHEHIIero u3y4eHus. B HEKOTOPBIX CHTyalusx IMpH
BEIPA)KEHHOM 0OJIEBOM CHHIPOME IPUMEHSETCS MECTHAS
aHEeCTe3Hs.

PangnovacToTHBIC METOABI MOTYT YITy4IIUTH CAMOYYB-
CTBHE MAlMEHTOB, UX (DYHKIIMOHAIBHOCTh U CHU3UTH 00-
JIEBBIC OILYILIECHUSI, 0HAKO (P (PEKTUBHOCTH ITUX METOIOB
B JOJITOCPOYHOH TIEPCIIEKTHBE HE yCTAaHOBJICHA.

Kmunamaecknit npumep. [anuent K., 24-x ner. XKamo-
OBl HA MOMEHT OCMOTpa Ha TOJOBOKPY)KCHHE, IATKOCTh
IpU X0b0E, MBIIIEYHYIO CIab0CTh, OBICTPYIO YTOMIIsIe-
MOCTb, OTCYTCTBHE KOHIIEHTPAIIMY BHUMaHUS, CHU)KCHHE
mamMsITu u yMCTBeHHOﬁ AKTUBHOCTHU — MaUCHT NEpeCTaI
00yJaTsCsi B KOJJISIKE IO CIICIHATBFHOCTH; 00N B pas-
HBIX OT/IeNIaX ITO3BOHOYHHMKA M B OOJACTH MPABOTO Ta30-
OepeHHOro cycraBa, OOJNM B MBIIIIAX IPU HArpy3Kax, B
T.4. B MBIIILAX JIUIIA.

Anamue3 ku3HH. Pomwics B PecmyOnumke
bamkoprocran. Xomnoct, geteid HeT. Bpeansle NpuBbIUKU
orpumaer. Tybepkynés, BUY, caxapubsrii aumaler,
S3BCHHYIO OOJIe3Hb, CaxapHBI 1MuabeT, TemaTuThl H
BEHEpUYeCKre 3a0oieBaHus oTpumaet. [lepeHecEHHBIC
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U COMyTCTByIOIIME  3a00Je€BaHMS:  XPOHUUYECKUH
MaHKPEATHT, ractpod3odareanbHasi pedurokcHast
00I1e3Hb, TaCTPOLYOACHNUT; BPOKICHHBIM MOPOK CepAmna
(mBycTBOpUATHI aOpTaNbHBIA KIIamaH); IIyM B yIIax
OKoJI0 15 1meT; 3armopsl MHOTO JIET; TUIOCKOCTOITHE; CKOJTHO3;
TUCHOPMUS JKEITYHOTO ITy3bIpsi. [[puHUMaeT mpemapars
naHkpeatuHa. Ornepanuu, TPaBMbl — KOMIIPECCHOHHBIC
nepenombl 1o3BoHkoB ThXII u LI B Bo3pacte 10 u
12 nmet. TpaBma jeBoro koiieHa B 6 jeT. I[lepenuBanus
KOMITOHEHTOB KPOBH HE MPOBOIMINCH. HaclencTBeHHBIH
aHAMHE3 OTATOIIEH 110 CEPACYHO-COCYTUCTON MMATOIOTHH,
0CTEOIIOPO3Y, OHKOIIATOJIOTHH. AJUIEPTUYCCKHE PCAKIHH
Ha JIGKapCTBCHHBIC Tpenaparbl: MEHUIWUINH — PBOTA,
HUKOTHHOBAs KHCJOTa — JKap B Tele, KapOaMasenuH —
CBIIIb.

AHamHe3 3a00;ieBaHUsA (COOPaH €O CJIOB MalHeHTa
u ero Mambl). Cunraer ceOst OOJBHBIM C JeTcTBa. Pede-
HOK POAWJICS OT NEPBOM OCPEMEHHOCTH MPU CTHUMYJIS-
LMY POJIOB HA JIBC HEJCIIU PAHBIIE CPOKA, HCIOTH30BAIH
ikl (co ciioB Mambl). Co CIIOB Mambl, HAOJTIOIAIICS He-
BPOJIOTOM C POXJIEHUS BBUAY CHHIpPOMa THIEpPBO30OYIH-
MocTH. B Bo3pacTe 6-TH JeT Havaja CHIDKAThCsA OCTPOTa
3penust. Habmromancs ¢ muarnosamu: cuaapom MapdaHa,
HapyIieHre ooMeHa romorucrenHa. COCTOUT Ha TUCIIaH-
cepHoM yuére y renetuka ¢ 13-tu net. Juarnos:Cunapom
Onepca-Jlannoca (CO]I) Ob11 ycTaHOBIIEH B Bo3pacTe 16-
™1 J5eT. [onoBHble 001 HAOIIOAAI0TCS OKOJI0 10-TH JIET,
CHI)KEHHE YMCTBEHHOW JAEATEIBbHOCTH OKOJIO 5-TH JIET,
SMU30/bl OUIYLIEHMsI Kapa B Teje 6-7 Jer. YXyadlleHue
COCTOSIHUS B BUJIC HAPACTAHUS BCEX HKAJIOO MPOUCXOIHIIO
B T€UCHHE MOCIACIHUX 2-X JIeT. Mama malueHTa CBs3bIBa-
€T yXy,l:[HleHI/Ie COCTOSAHHSA C OOHOAHCBHBIMU BOCHHBIMHU
coopamu B 2019 Tomy, mocie Yero yCHWIHIACh CHMIITO-
MaTHWKa B BHIC HapacTaHHs oOmiei c1abocTh, TOIOBHOM
00JIH, TIOSIBIICHUS «IPOXKAHUSD) BO BCEX TPYINAX MBIIIII.
HeonnrokpatHO ne4miicss aMOYJIaTOPHO M CTAllMOHAPHO C
BPEMCHHBIM KPaTKOBPEMEHHBIM 3 dekroM. B ToM umcie
MPOXOMKIT JICYCHHE Y TICHXOTEpaIeBTa OKOJIO 3-X JIeT Ha-
3a/1: OBLIIM MPOBEICHBI CEAHCHI ICUXOTEPANH U Ha3HAUEH
MpUEM aMHUTPHUIITIIIMHA HA TPOTSHKEHUH OHOTO TO/Ia.

O0BbEeKTUBHBII craryc. OOmee COCTOSIHHE
yrnosneTBoputenbHoe. CosHanue sicHoe. IlonokeHue
aKTUBHOE. YIOBJETBOPHUTENbHOTO muTaHUs. KoxkHbie

HOKPOBBI  (PM3MOJIOTMYECKOH OKPacKd W BIQKHOCTH,
yucteie. JIumdaTndeckne y3mbl, 1OCTYIHbIE MalbIIALNH,
HE YyBeNIWYCHBI, 0e300/e3HeHHBI. SI3BIK  BIAKHBIH,
4yucThIN. B 3eBe runepemun u HaneToB HeT. Temneparypa
tena 36,6C°. KocTHO-cycTaBHOHM ammapar BU3yalbHO U
nanbnaTopHo 6e3 naronoruu. [ pynHas kieTka IpaBUIbHON
(OpMBbI, paBHOMEPHO Y4acTBYeT B aKTe JIbIXaHHWs, Oe3
BUJIMMO pAaCIIMPEHHBIX BEH M Iyiabcauuil. Han Bcemu
OT/IEJIAMH JIETKUX TIEPKYTOPHO SICHBIN JIETOYHBIM 3BYK.
AyCKyJIbTaTUBHO  JIBIXaHHE  BE3UKYJSIPHOE, XPUIIOB
HeT. Yacrora npixanuss 16 B muHyTy. ToHBI cepaua
npuraymiensl, purMuaasie, YCC 90 ygapoB B MHUHYTY,
neduiura myiabca Her. IllyMbl He BBICITYIIMBAIOTCS.
I'pannibl cepamna He pacHIMpeHbl: JeBas — Ha 1,5 cm
KHYTPH OT CPEAHECKJIIOYNYHON JIMHUH, BEPXHSSI — TPEThE
pebpo, Ha 1,0 cM KHyTpH OT HpaBOrO Kpas I'PYIUHEIL.

Al 120/70 mm pr.cT. JKHBOT CUMMETPUYHO YYaCTBYCT
B aKT€ [bIXaHWs, HE B3MYyT, MSTKUH, 0e300JC3HCHHBIMH.
[lepuToHeanbHbIX 3HAKOB HET. [IeueHb HE BBICTYNAET MU3-
o, Kpas pebepHoi ayru. Cene3eHKa HE MalbITUPYETCs.
CuMITOM TIOKONAaYMBAaHMS OTPHLATENBHBIM €  00enx
cropoH. Ctyn, MoueHcnyckanue He HapylieHbl. OTekoB
HET.

Hespoaoruueckmnii craryc. Co3nanue: scHoe. Kon-
TaKTy [OCTYIEH, ajJeKBaTeH. [Jla3sHble IIenu paBHBIC,
3pagku D=S. O6bEM IBIKEHUS TTIa3HBIX S0JIO0K B TIOJTHOM
oObeme. Peaknus 3paukoB Ha cBeT coxpaHHa. [Ipn B3mIs-
Jie B CTOPOHBI, OOJIBIIE BIIPAaBO, y MAalMEHTA BO3HUKAET
JuIUionys (B T.4. TP MOHOKYJISIpHOM 3peHun). Hucrar-
Ma HeT. SI3bIk — 1o cpenHeil TuHuu. Peub He HapylleHa.
I'moranue He HapymieHo. [1omOXHUTENBHBIA XOOOTKOBBIH
pedrnekc. Cuna B KOHEYHOCTSIX — 5 6ammoB. HopmoTtonyc
B MBIIIIAX KOHEUHOCTEeH. OTMeUaeTcst HeroCTOSTHHBIN 110-
CTypaJIbHO-KMHETHYECKUI TPEMOP B MAJIbIAX BBITSHYTHIX
PYK, YCHUITUBAIOIIMICS TIPH BOJIHEHUH M YMEHBIIAIOIIUICS
NP OTBJICUEHUU BHUMaHUs. [T1yOokue pusnonorniyeckne
pedrekcsl ymepeHnHol xuBocTH, D=S. Ilatomormuecknx
pedrekcoB He BBIABIEHO. B mo3e Pombepra Heycroituns
— IIAaTKOCTh. [1aIbIIeHOCOBYIO M M TOYHO-KOJICHHYIO ITPO-
OBl BBITOJHSIET TOYHO, C HE3HAYMTEIBHBIM MHTCHIHOH-
HBIM TpeMmopoM. [loxoaka ¢ snemenramu arakcuu. [lpm
HCCIIEIOBAaHNHU TIyOOKOH YyBCTBUTEIBHOCTH HapyIICHHH
HeT. IIpu uccienoBaHun MOBEPXHOCTHOW UyBCTBUTEIIb-
HOCTH Ja€T SIBJIEHMsI TUIIEPECTE3UN BO BCEM Telle, JIMLIE,
KOHEYHOCTSIX (Oosiee BhIpaskeHbI ONIYIIEeHHs B JuLe). bo-
JIE3HEHHOCTh BO3HHUKAET IPH MaJbIAllMd TOYEK BBIXOAA
TPOMHUYHOTO HEPBa, IMa3HBIX 00K, KO3EIKOB. BepxHux
MCHHUHI'€AJIbHbBIX 3HAKOB HET. HpI/I HUCCJICAOBAHHUHU CUMIITO-
Ma KepHura — maccuBHBIC JBIDKEHUSI O€3 OrpaHUYCHUH,
JaéT BBIPAKEHHOE OTPAaHWYEHHE AKTHBHBIX JBMKECHHH
B HOTaX B KOJIEHHBIX CyCTaBax M3-3a «TAHYIINX Ooiell B
6€npax u ukpax». PUKCHPOBAH HA CBOMX OLIYILCHHUSX,
B IOBEJCHUM JeMOHcTpaTHBeH. Ha mpocwOy mpoBectu
OCMOTp B HOJIOKEHHUH JIEKA U TIPH TEPEX0/Ie B 3TO TOJIO-
JKEHHE Ha4dall TSKENO JBIIIATh OTKPBITHIM PTOM, HO IPU
OTBJICUCHUN BHUMAHUSI JIBIXaHNE BOCCTAHOBUIIOCE.

Panee ObL1u npoBeieHbI HCCIET0OBAHUS

leiinenb0epreckasi pernHanbHasi ToMorpagus or
26.04.21 r. (B nuHamuke ot 19.10.20 r.): OD — Busyanu-
3UpyeTCsl IPOMUHEHIINA AKCKa 3puTensHoro Hepsa ([3H)
Y MIEPUNAMUIIPHON CETYAaTKH B CTEKJIOBHJHOE TEIIO IO
0,331 mm. I'parnmsr JI3H cryméBanbl, ompenenuTs HE
ynaércs. OS — crepeomerpuueckue napamerpst HRT cra-
OWITBHBIL.

Oxymuer HUM rmiasubix Oosie3Hei or 19.10.20
r.: OU s3acroiinbii JI3H. Muonusi BbICOKOH CTEICHH.
CI0XHBIF MHOIIMYECKHUI aCTUTMATH3M.

Oxyauct ot 19.03.21 r.: OU 3acroitusnii JI3H. Muo-
TTUSI BEICOKOH CTENEHHU C aCTUTMATH3MOM.

TI'acrposnrepoJior or 28.05.21 r. [luarnos: XpoHuue-
CKHUI TApEeHXMMATO3HBIN MAaHKPEATUT C BHEITHECEKPETOP-
HOM HEJJ0CTaTOYHOCThIO, CPEAHE TsKecTH, 000CTpeHHe.
Cor.: XpoHUYECKHI MOBEPXHOCTHBINA TAaCTPHT, CpETHEH
TshkectH, oboctpenue. POPB ¢ 330¢arutom 1 cr. uc-
(hopMust JKEITIHOTO ITY3BIPSI.
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¥Ypouor ot 22.05.21 r. /Iluaruo3: MoyekameHHasi 60-
ne3Hb. KameHb 1eBoii mOYKH.

Tpasmarogior-opronen or 10.03.21 r. JwarHo3s:
IMommocreoaptpo3. OcTeoapro3 CyCTaBOB  BEPXHHUX
U HIKHUX  KOHeyHocTed.  bBoneBoil  cunapom.
PacripocTpaHeHHBI  OCTCOXOHJPO3 IO3BOHOYHHKA B
CTaJ1 000CTPEHUsI C KOPEIIKOBBIM CHHpOMOM. boseBast
(dopma. S-00pa3HbIil CKOJIMO3 TPYIOMOSICHUYHOTO OT/eIIa
MI03BOHOYHMKA 2 CTETeHH. JlaHbl peKOMEHJalnH.

Tenetuk ot 16.02.21 1. /Inarno3: CucreMHas IucIiia-
3Msl COCAMHUTENBHON TKaHU, CHHApoOM Oiepca-llanmoca
2 THmna. S-o0pa3HBIN CKOJINO3 MO3BOHOYHHUKA, OCTCOXOH-
JIpOTIaThsi CO MHOJKECTBEHHBIMU rpbhkaMu LlImopist, He-
CTaOMJILHOCTD ICHHOTO OT/Iea TI03BOHOYHUKA, CHHPOM
THIIEPMOOUIBPHOCTH CYCTaBOB, INTIOCKOCTOMHE 3 CT., IBYX-
CTOPOHHHMH MO/BBIBUX HAJKOJICHHHUKOB, apTPO3 KOJCH-
HbIX cyctaBoB, [IMK 1-2 cT., Muomnus BbICOKOW CTENEHH,
acruramarusMm. ComyrcrByromuii auarHo3: BIIC-aBy-
CTBOpYATHI A0PTAJILHBII KilarnaH. DHiedanonarus pe3u-
NyalbHO-OpraHnYeCcKasi, TUCIUPKYIIATOpHAs (Ha (OHE He-
CTaOWILHOCTH IIEHHOTO OTaena mo3Bonounuka (IIOIT),
agomanus Knmwmepnu, OGasmmisgpHast mmrpeccns). CuH-
JPOM BHYTPHYEPENTHOM TMIIEPTEH3NH, BECTHOYII0-aTaKTH-
YECKUH CUHAPOM.

Kapanoxupypr or 11.01.19 r. /luarnos: BIIC. JIBy-
CTBOpYATHIA aOpTaJbHBIN KJIamaH. AopTajabHas HEIOCTa-
TouHOCTh 1 cT. Ocn.: XCH 0. Corm.: ITpomarnc MuTpambHO-
ro kjamnasa 1 ct.

Cnonauinorpammbl I'OIT or 11.05.21 r. 3akmtoue-
HUE: PEHTICHOJIOTHYECKHE MTPU3HAKH CKOJIHO03a TPYAHOTO
OT/IeJIa MO3BOHOYHKKA | cTeneHu.

Cnonguinorpammsel IIOIT ot 11.05.21 r. 3axiio-
YEHHE: PEHTTCHOJIOIMYECKNE IMPU3HAKH OCTEOXOHAPO3a
LIOIT, anomammu Kummepmnn, HectadmisHOCcTH C4 1 C5
TI03BOHKOB.

MPT roJsioBHoro mo3ra ot 28.03.2019 r.: IIpu «na-
TUBHOM» MP KapTuHa yMepeHHOH BHYTPEHHEH CHUM-
METPUYHON BEHTPUKYJIOMeraauu. JlaHHbIX 3a HalIuuue
M3MEHEeHHH 09aroBoro u auddy3HOro xapakrepa B BeIle-
CTBE MO3ra He BbIsIBIEHO. MP mpu3Haku MEIKOW KHCTBI
kapmana Parke. Kocsennsie MP npusnaku BUI. MP kap-
THHA TIOJIUIIA JIEBOM BEPXHEH YEIIOCTH Ma3yxH Hoca.

MPA ot 28.03.19 r.: MP-kapTuHa acUMMETPUU HH-
TpaKpaHHUAJIbHBIX CETMCHTOB ITO3BOHOYHBIX apTeprI,
CHIDKCHHE KPOBOTOKA IO ITTa3HUYHBIM apTepusM, JOMOI-
HUTENBHOTO M3ruba mpaBoii BCA, BapmaHTa pa3BUTHA
Bunnmusuesa kpyra.

MPT XCO c¢ B/B xouTpactupoBanuem or 06.02.20
.: MP-npu3Haku KHUCTO3HOTO 00Pa30BaHUs B CEIUISIPHOM
obmactu (kucra kapma Parke). MP-mpusnaku mosnumna

Asmopcmeo

MpaBoOi BEPXHEUETIOCTHOM Ma3yXH.

MPT IIKOIT ot 12.03.20 r.: MP-nipu3HaK# 0CTEOXOH-
nposa IIKOII I ct. mo 3ekepy. Ilporpy3un nuckoB Th12/
L1, L1/L2, L2/L3, L3/L4, L5/S1.

MP IIOM +KBII ot 15.06.21 r.: MP xaptuna auc-
tpoduuecknx m3meHenudd IIIOIT (ocTeoxonapos); mop-
3anpHBIX TpoTpy3un C34, c45, ¢5/6 nuckoB. HauanbHbie
NpPOSIBIICHUS CHOHIMI0AapTpo3a. Huskoe pacmonokeHue
MUHIQJIUH MO3xkeuka. MP npru3HakoB poTaiimoHHOTO MO~
BeiBuXa C1 TI03BOHKA HE BBISABIICHO.

Y3 TpumiekcHOe CKAHMPOBAHHE 3JKCTPAKPAHU-
AIBHBIX COCYI0B TrojioBbl 0T 6.05.21 r.: 3HauuMeble
HapyIIeHUs 1iepeOpanbHON TeMOIUHAMUKHA Ha JKCTpa-
KpaHUaJIbHOM YPOBHE MMEIOTCS (BepTeOpOreHHbIe). DKC-
TpaBazanbpHas kommpeccus [TA B cermentax V2 (CIV-V)
C TIO3UITIOHHBIM YCYTYOJICHHAEM.

V3 uccienoBanne HHTPAKPAHMAIBHON reMOIMHA-
MHKH 0T 26.05.21 r.: 3HaunMble HapyLIEHHUS UHTpaKpa-
HUAJIBHOW T'eMOIUHAMUKHA HUMEIOTCS. JIMCIUPKYISAIMS B
BepTeOpO-0a3mIsipHOii cucteme 3a cyér rurornepdy3uu B
nesoii ITA. Bapuant passutus BumnmmsueBa kpyra c me-
PECTpOIKOi B TONB3y BepTeOpPO-0a3MIIPHON CHCTEMBI.
Beno3Hast mucyHKI.

JKCNEePUMEHTAJBbHO-TICUXO0JOTUYECKOE
od0cnegoBanne ot 23.04.21 r.: HepaBHOMEpHOE CHIDKEHHE
B BUJIE€ CHUKEHHUS OMNEPATUBHOW MaMATH O YMEPEHHOU
CTETICHH, HErpyOble M3MEHEHHUS AWHAMHUKH MBIIUICHHS
M0 THIy WHEPTHOCTH, HECKOIBKO CHIDKEHBI 3arac
3HaHUI, HapaCTaHUE COLMAIEHO-OBITOBOW JIe3aarTaIliH
B BHJY OTPAaHWYCHUS JIBUTATCIBHBIX BO3MOXHOCTCH H
TOBBIIIEHHOM MCUXUUECKON UCTOIAEMOCTH.

Ha ocHoBanumu xano0, aHamHe3a 3a0oJeBaHMs,
o0miero 0CMOTpa, HEBPOJIOTHIECKOTO craryca,
MIPOBEICHHBIX 00CTeIoBaHUil OBIT BBICTABICH IHATHO3:
CucreMHas TUCTIIA3US COSIUHUTEIHHON TKAHH, CHHIPOM
Omnepca-/lannoca 2 tuma. CunzapoM sHuedanonaTnu
C  BCHO3HO-JMKBOPDHOH  NUCQHYHKIUCH, BeCTHOYIIO-
aTaKTHYECKHMHU CHUHJIPOMOM, Ledalrueil, CHUKEHHEM
KOTHUTHBHBIX (DYHKIIUH, BEreTaTHMBHOM TUCQYHKIUEH
HaJ  CETMEHTapHBIM  YPOBHEM, ACTEHUYECKUMHU
CUHJIPOMOM. Hapymenue CTaTO-JIOKOMOTOPHBIX
(YHKIUH 1 COMUATEHO-OBITOBOW afanTanuu. VICKIFounTh
(yHKIMOHANBHBIE HACIOCHUS. S-00pasHbIl  CKOJIHMO3
MO3BOHOYHHKA, OCTEOXOHAPOTATHUSI CO MHO)KECTBEHHBIMH
rpeokamu  [IMopis,  HECTAaOWJIBHOCTH  IICHHOTO
OTAeNa T03BOHOYHHKA, CHHAPOM THIIEPMOOMIBHOCTH
CYCTaBOB, IUIOCKOCTOITHE, IBYXCTOPOHHHU MOABBIBUX
HaJKOJICHHUKOB, apTpo3 KOJEHHbIX cycTraBoB, BIIC-
JIByCTBOpYATHI  aopTalbHBIM  KjamaH,  MpoJiarc
MUTPAJIBHOTO KJ1allaHa, MUOIIN, aCTUTMAaTHU3M.

Axmadeesa /1.P. — KOHUenyua cmamaou, ornucanHue KAUHU4YeCcKo20 C/1y4ad, Koppekmuposka dJUHGﬂbHOﬁ eepcuu

londeipes E.O. — onucaHue KAUHUYECKO20 Cry4as
luzamynnuH P.P. — onucaHue KAUHUYeCKo20 Cay4as

Axmaodeesa 3.H. — paboma ¢ numepamypoli, KoppekmuposKa ¢puHanbHol sepcuu
Epmazambemosa A.l1. — paboma c aumepamypoli, mexHuyeckoe ohopmsaeHue cmameou.

BoipaxceHue 6aazo0apHocmu. Beipaxcaem 61az00apHocms Pykosodcmey bawKupckozo 2ocy0apcmeeHHo20 MeOUYUHCKO20 yHUsepcumema u
3anadHo-KasaxcmaHcKo2o MeOUYUHCKo20 yHuUsepcumema umeHu Mapama OCriaHo8 3a 803MOIHOCMb pabomsl ¢ MAYUEHMOM U compydHU4ecmao.
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