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Pecdepar

AxkmyanesHocmes. HecMOTpsl Ha ycIiexu B JieueHUM fAeTeit ¢ MyKonoaucaxapupmoszamu (MIIC) B pesysnbTaTe IIMPOKOTO
BHeZpeHus] (epMeHTO3aMeCTUTENbHOIM Tepanmuy M TPAHCIUIAHTAIMM TeMaTOMOITUYECKUX CTBOJOBBIX KJIETOK, OPTO-
neaMuecKye MPOSIBIeHNST TPOLOIKAIOT OCTaBaThCsl 3HAUMTEIbHOM MPO6IEeMOii, TIPM STOM IATONOTHSI BEPXHUX KOHEU-
HocTeil y meteit ¢ MIIC oTpakeHa B JIMTepaType HemocTaTouyHo. Ilensto uccnedosanus GbUT aHAINU3 OPTOIEANYECKUX
¥ HeBPOJIOTMUECKUX IPOSIBJIEHUIA CO CTOPOHbBI BepXHUX KOHeuHocTeli y neTelt ¢ MIIC Ha OCHOBaHUM U3yUYeHUs OC/Ie0-
BaTeIbHOI cepun crydaeB. Mamepuan u memodst. Hamu rpoBeieH KOMIUIEKCHBI aHaIM3 KIMHUYECKUX U PEHTTEHOI0-
IMYeCKUX MPOSBIEHNI CO CTOPOHBI BePXHUX KOHeUHocTelt y 49 nmauneHToB ¢ MIIC. Pedynsmamuot. Hanbonee 4acTbiMu
skaso06aMu CO CTOPOHBI BEPXHMX KOHEUHOCTEN GbIIM HEJTIOBKOCTh IIPY BHITIOJHEHNY MTOBCeIHEBHbBIX IBVKEHMIT (0leBaHMe,
caMoob6CTykKMBaHMe, MOJb30BaHMe TIpeaMeTaMu), HapyluieHe MeaKoii MOTOPUKY, MbllleuHast ciaboctb. Hanbomee va-
CTBIM KJIMHUYECKUM ITPOSBJIEHNEM CO CTOPOHBI BEPXHMUX KOHEYHOCTE ObIJI0 OTpaHMUYEHEe aKTMBHOTO OTBeIeHMS TIeva,
HapylleHe KICTeBOTO CXBaTa, CrubaTebHble KOHTPAKTYPhl B JIOKTEBOM CyCTaBe, YIbHapHas AeBMalus KUCTH. Y BCex
manyenToB ¢ MIIC I, IT u VI TUTIOB MMeJI0 MeCTO OTpaHMUeHNe aKTUBHOTO ¥ MTaCCUBHOTO pas3sTMOaHMst ¥ CTMOAHMUS TISCT-
HO(asaHTOBbIX U MeX(daTaHTOBBIX CycTaBoB. Y namyeHToB ¢ MIIC IV nipeo6samana rurepmMoOMIbHOCTb CYCTaBOB KMUCTH.
IIpu olleHKe CMMIITOMOB, XapaKTepPHBIX [IJIsI CMHPOMa KaplaJlbHOTO KaHaaa, OTMeUeHO OTCYTCTBMe TUITMUHBIX KIVMHU-
YeCKUX MPOSIBIIEHN, 06YC/IOBIEHHBIX KOMITpeCCHel CpeaMHHOro HepBa. Y GO/MbIIMHCTBA MallIeHTOB OTMeuaaoCh CHU-
SKEHME CYXOKMJIbHBIX U TTePUOCTaIbHBIX peduiekcoB. Hambosee BbIpaskeHHOE CHMKEHME CUJIbI MBIIIIL, OTMEUYaaoch B OT-
HOIIIEHUY pa3rubaHus manablieB KUCTH, OTBeIeHMS I/Ieva I pasrmbaHus B IOKTEBOM CYCTaBe, YTO MOKET CII0COO6CTBOBATh
bopmupoBanMio GIEKCMOHHOTO MAaTTEpPHA KOHTPAKTYP CYCTABOB BEPXHMUX KOHeUHOCTell. Ha peHTreHorpaMmax KUCTU
CUMIITOM «TalOIIEero caxapa» ¥ yKOpOueHMe IMSICTHBIX KOCTeil HabMogaauch y 60IbIIMHCTBA MAMEHTOB. 3aK/i0UueHue.
KnuHuyeckue M peHTTeHOIOTUYECKMEe TIPOSIBJIEHNUS CO CTOPOHbBI BEPXHMX KOHEUHOCTel HaOII0IaI0TCs TIPU BCEX U3YUeH-
HbIX HaM¥ Tunax MIIC, ¥ MpuBOAST K QYHKIVOHAIbHBIM HapyIIEHUSIM, 3aTPYIHSIONIMM MOBCEAHEBHYIO KM3Hb U CAMO-
obcyskuBaHue. [TaTosorust BepxXHMX KOHeUHocTeit y meTteit ¢ MIIC TpebyeT 6ojiee paHHEro BhIIBIeHMs 1 60J1ee aKTUBHO
Jeue6HO TAKTUKY TI0C/Ie BCECTOPOHHEH OI[eHKM PUCKOB.
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Abstract

Background. Despite the success in the treatment of children with mucopolysaccharidoses (MPS) as a result of the widespread
of enzyme replacement therapy and hematopoietic stem cells transplantation, orthopedic manifestations continue to be
a significant problem, while the pathology of the upper limbs in children with MPS is not sufficiently represented in the
literature. The aim of this study was to analyze orthopedic and neurological manifestations in the upper extremities of children
with mucopolysaccharidosis based on a sequential case series. Materials and Methods. We carried out a comprehensive
analysis of clinical and radiological involvement of the upper extremities in 49 patients with MPS. Results. The most common
complaints reated to the upper extremities were difficulties in the daily activities (dressing, self-care, playing), impairment
of the fine motor skills, and muscle weakness. The most frequent clinical manifestations related to the upper extremities were
limited active shoulder abduction, impaired hand grip, flexion contractures of the elbow joint, ulnar deviation of the hand. All
patients with MPS types I, II, and VI had limited active and passive extension and flexion of the metacarpophalangeal and
interphalangeal joints. In patients with MPS IV, hypermobility of the hand joints prevailed. We noticed minimal presence of
typical clinical manifestations related to compression of the median nerve secific for carpal tunnel syndrome. The majority
of patients showed a decrease in tendon and periosteal reflexes. The most pronounced decrease in muscle strength was
observed in to extensors (elbow, fingers) and shoulder abductors, which may contribute to the predominant formation of a
flexion pattern of contractures. On radiographs of the hand, the “melting sugar” symptom and shortening of the metacarpal
bones were observed in most patients. Conclusion. Clinical and radiological manifestations related to the upper extremities
take place in all types of the mPS, and lead to functional disorders that complicate daily life and self-care. Upper limb
pathology in children with MPS requires earlier detection and more active treatment after comprehensive risk assessment.
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BBenenmne

B nocnegHue rogbl MHTEpEC K U3YUEHUIO TIU30COM-
HbIX GOJIe3Heil HaKOTUIeHMSs, IJITaBHBIM 06pa3omM My-
kormonucaxapuao3oB (MIIC), 3HaUNTeTbHO MOBBICITI-
CsI B CBSI3M C COBEPILIEHCTBOBAHUEM UX OUATHOCTUKH,
a Takke C TosiBlieHMeM 3(P@dEeKTUBHBIX METOOOB UX
JleueHus, TaKuX Kak (pepmMeHTO3aMeCcTUTeNbHAsT Te-
parus (©3T) u TpaHCIIaHTALMSI TeMaTOO3TUUYECKUX
cronoBbIx KiaeTok (TT'CK) [1]. Emie 6osee cymiecTBeH-
Hble TIePCIIeKTUBBI OTKPBIBAIOTCSI Tepel, YUYeHbIMU
Y KIMHULIMCTaM¥ B CBeTe pa3paboTKy HOBBIX HAIIPaB-
JIEHWU JIeueHs1, KOTOPbIe B HACTOSIIIee BpeMs peanu-
3YIOTCSI B BUJIE KIMHUYECKNX MCCIeOBAaHUIA (11are-
poOHOTepanus, reHHas Tepanusi) [2].

B HayuHOW nuTepaType AOCTAaTOYHOE BHUMAaHME
yAeneHo MaToJOTUM OCEBOTO CKejleTa M HVDKHUX KO-
HeuHocTel ripu MIIC, ripy 5TOM 3HaUMUTEIbHO MEHb-
1IIe OCBeleHbl BOMPOCHI TATOJOTUM BepXHell KOHeu-
HOCTH [3]. B mepBy1o ouepenb 3TO CBSI3aHO € TPAAULIV-
OHHBIMM TIPUOPUTETAMM B OUATHOCTUKE U JIEUEHUU
COCTOSTHU, TIPUBOISIINX K YTPO3€ KM3HU U Heobpa-
TUMO yTpaTe IBUraTeIbHbIX BO3MOKHOCTEN, TAKUMU
KakK CTeHO03 IIeMHOro OTAeNna MO3BOHOYHMKA, TPyHo-

MOSICHUYHBIN KM(O3, Mporpeccupyouias HecTabuib-
HOCTb Ta3006eIpeHHbIX CYCTaBOB, OCeBbIe Medopmarnn
HIDKHUX KOHEUHOCTei [4, 5]. B ¢BS3M ¢ YIIOMSHYTHIMMU
ycrexamy Teparuy CTAHOBUTCS Oosiee aKTyaabHbIM
pellleHVie OPTOIEANYECKUX BOIIPOCOB, KOTOPbIE paHee
He TI0y4Yaay JOCTaTOYHOr0 OCBellleHMsI, B TOM 4YuCiie
U TIaTOJIOTMY BEPXHUX KOHEUHOCTE.

Cpenu Hambonee 3HAaUMMBbIX posiBieHunit MIIC co
CTOPOHBI BePXHUX KOHEUHOCTEN B JIUTepaType YIIO-
MMWHAIOTCSI KOHTPAKTypbl CYCTaBOB, Aedbopmauyumn
MajablieB KUCTU U CUHAPOM KapIlaJbHOTO KaHaia [6].
[Ipu 3TOM OGONBIIMHCTBO PabOT OCBEIIAIOT OTHENb-
Hble aCIeKTbl OPTOIIeNYeCKON IaTONOIUM BepxHei
KOHEUHOCTU WIN OTAeNbHbIe JUarHOCTUUeCKue U je-
yebHbIe MOAXombI [7, 8].

[Tpu 6onmpumHCcTBe opm MIIC HakoIUIeHME TIU-
KO3aMMHOIJIMKAHOB B PAa3/IMYHO CTeIleHU MPOUCXO-
IUT KaK B KOCTHOW U XPSILEBOJ, TaK U B MITKMUX TKa-
HSIX, YTO BeJleT K YMEHbIIeHUI0 aMIUIUTY/IbI IBVKeH U
B CyCTaBaxX (BK/IWYas IIeyeBble, JIOKTEBbIE, Jyye-
3alsICTHble, CYCTaBbl KUCTU). [JernoHupoBaHme TAT
B KOCTSIX 3aIlSICThsl MOXeT IMPUBOIUTH K YMeHbllle-
HMIO pa3MepoB KOCTHOM YacTU 3alsiICTHOrO KaHaja.
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[Mpu coyeTaHuu ¢ IENOHUPOBAHMEM B MSTKUX TKa-
HSX (CYXOXKWJIbHbIE BJIATJIMINA CrubaTesieil maableB)
B Mpejesax 3allsiCTHOTO KaHajlla MPOUCXOOUT KOM-
npeccust cpenyHHOro Hepsa [8]. Eme ogHMM 4YacThIM
nposiiennem MIIC cO CTOpPOHBI KUCTU SIBJISIET-
CSI CTEHO3MPYIOUIMIA JUrameHTUT. TakuM o6pasom,
MIPUYMHON TYTOTIOBVKHOCTY TIA/IBIIEB MOXKET ObITh
JIeTIOHMPOBaHMe IJIMKO3aMUHOITIMKAHOB B Karicysie
CYCTaBOB, CTEHO3UPYIOIINI TUTAaMEHTUT U KOMIIpeC-
CUs CPEAMHHOTO HepBa, a TaKKe UX couetaHue [7].

Ilenvto HACTOSIIIETO WCCIEOOBAHMUSI ObUT aHaIM3
OpTONeAMNYeCKUX U HEBPOJOTMUECKUX MPOSBIEHUN
CO CTOPOHBI BEpXHMX KOHeuHocTel y meteii ¢ MIIC
Ha OCHOBaHMM M3yYeHMUS TOC/IelOBaTeNbHON cepun
cJrydaes.

Marepuas u MeTOIbI
Jlusatin uccnedosanus

Hamu 6b110 TpOBeAeHO PEeTPOCIIEKTUBHOE MCCIIeNO-
BaHMe, 3aK/II0Ualoleecs: B aHaIM3e aHaMHeCTUUeCKUX
Y KIMHUYECKUX TAHHBIX CEpUM CIyYaeB MaIMeHTOB
¢ pasmuuHbiMK THamyu MIIC Ha OCHOBaHMM JAHHBIX
MCTOpUit 607Ie3HM 1 aMOYIaTOPHBIX KapT.

Iayuermaut

ITon, Ha6mwomenuem ¢ 2010 r. Haxomuaoch 49 ma-
uveHToB ¢ MIIC, umenmux oprornenuyeckue Ipo-
saBeHust, ToM uucie 25 manyenTtoB ¢ MIIC I Tumna,
6 nanuenToB ¢ MIIC II Tuna, 14 manuentos ¢ MIIC IV
Tumna u 4 nauyenTa ¢ MIIC VI tuna. Y Bcex nauyieHTOB
IMarHO3 ObLI IMOATBEPXKIEH HAa OCHOBAHMUM aHAIM3a
aKTMBHOCTY JIN30COMHBIX (DepMEHTOB M MOJIEKYJISIP-
HO-T€HEeTUYECKOro MCcaeoBaHus. MaqibunMKOB B U3Y-
YeHHOIi Tpy1Ie 66110 27, neBovyek — 22. BonbIMHCTBO
nauueHToB (37 geteit ¢ MIIC I, I, IV u VI TunoB) mo-
ayganu ®3T wim npouuin 4depes mnpouenypy TI'CK
(13 maumnenTtos ¢ MIIC I Tuna). [IBeHagaTh MalueH-
TOB Ha MOMEHT OII€HKY He ITOJTydaiy crienyduyeckoi
Teparunu, MOCKOAbKY HaXOAUINUCh Ha TOATOTOBUTEb-
HOM 3Tare.

O6cnedosanue nauueHmMos

O6cmemoBaHye BKIIOYANIO M3yUYeHMEe aHaMHesa
3a00/1eBaHMsI, KIMHMYECKOe (OlleHKA aMIUTATYIbI
AKTUBHBIX ¥ TIACCUBHBIX IBVKEHMIA, CUJIbI MBIIIIIL),
HeBPOJIOTMYeckoe (OIeHKA UyBCTBUTEIbHOCTH, ped-
JiekcoB) wuccienoBanusi. Culy MBIl OLIEHUBAJIU
10 6-6a/UTbHOJ IIIKajie OLIeHKM MBIIIeUHOM CUJIBI
bpuTaHCcKkOoro coBeTa MeIMIMHCKUX MCCIeOOBAHMIA
(MRC-SS) [9]. CornacHO 3TO¥ WIKaje HOpMaJibHas
cujia MBIIILL OlleHMBasach B 5 6a/yioB, CIIOCOOHOCTD
MOJHMMAaTh KOHEUHOCTh/CerMeHT/Iajel, MpOTUB He-
OO0JIBIIIOTO COIPOTUBIIEHUS — 4 6ajia, CrIoCO6GHOCTD
MOJHMMATh KOHEYHOCTh/CerMeHT/naJjiell, HO He Ipo-
TUB COIPOTUBJIEHUSI — 3 Oasijia, OBVOKEHUS TOJBKO
B TOPM3OHTA/IbHOI IIOCKOCTU — 2 6asiia, ciaboe co-
KpaleHye MbIII — 1 6asu1, ABMKeHMe OTCYTCTBYeT —

0 6astoB. IIpu omnpenmeneHnM aMIUIATYIbl TBUKEHUI
B IUIEUEBBbIX U JIOKTEBBIX CyCTaBax MCII0Ib30BaINCh
CTaHJApPTHble TOHMOMETPbI, aMIUVIUTYAA OBUKEHUI
B MSICTHO(MATAHTOBbIX U MeX(aTaHTOBbIX CYCTaBax
OIIeHMBAACh KAaueCTBEHHO (OTrpaHMUYeHMeM Crmba-
HMS CUMTaIM €ro aMInuTyay MmeHee 90°, mepepasru-
6aHneM — 6osee 0°).

PenTreHorpadus KucTeii B IIPSIMOI MPOEKLUU
BBITIOJIHSIACh TP Hammuuu gedopmanmii aydesa-
TMISICTHOTO CyCTaBa M/ KUCTU.

Cmamucmuueckuil aHanu3

CTaTuUCTUUeCKUI aHaAMU3 3aK/IHYaacs B MCIIOIb-
30BaHUM METOOOB JEeCKPUIITMBHOM CTaTUCTUKU.
VuuTheiBasi He60JIbIlIOe KOJIMUYECTBO HAGMIOOeHIA, Te-
TePOreHHOCTh BBIOOPKU, IJIS1 OIpemeeHUs] CPeaHUX
BeJIMYMH MCII0/Ib30BaJICS pacueT MeayaH, IJisl OLleHKU
JUCIepCcuy ObUIM pacCUMTaHbl 3HAUeHMsT 1-it u 3-ii
kBaptuieit (Me (Q1; Q3). O6paboTka MOTYYeHHBIX
JAHHBIX OCYIIECTB/ISIACh B MPOTPAMMHOM KOMILJIEK-
ce IBM SPSS Statistics v.23.

PesynbTaThl

AHanu3s ucTopuii 60/€3HY MO3BOIWII YCTAHOBUTD,
YyTO OGONBUIMHCTBO MaiMeHToB (40 mereit, UYTO CO-
craBuio 82%) obpamiaanch B HaIlly KAMHUKY C TTOM-
TBepXKaeHHbIM auarHosom MIIC. B 18% ciayuaes
(9 manyMeHTOB) AMAarHo3 ObLI 3alOfO3PEH B Hallei
KJIMHMKE Ha OCHOBAaHMM KOMILJIeKCa KJIMHUKO-PEHT-
TeHOJIOTMYECKUX JaHHBIX U IOATBEPXKIEH B Ja/IbHe-
meM. M3 3TUX MauyeHTOB OOJMbIIMHCTBO COCTaBUIN
nmety ¢ MIIC IV tuna (7 mauyeHTOB), y OTHOTO pebeHKa
6b11 roaTBepskaeH MIIC VI Tuia,  y OIHOrO HaieH-
Ta C IEPBUYHBIMMU Kaj106aMM Ha TIATOJOTHUIO0 BEPXHUX
KOHEeUHOCTel 6b11 yeTaHoB/IeH ayardo3 MIIC I tuma.

CpenHuit BO3pacT [LeTeli IMpu IMOCTaHOBKe [yar-
Ho3a 6bUT 4,5 Toga (oT 3 Mec. ;o 12 jneT). PeTpo-
CIIEeKTMBHBIN aHaaM3 (Ha OCHOBaHMM OINpPOCa POLU-
Tejielt) moKasasl, 4YTo Ae6I0T KIMHMUECKUX MPOsIBIIe-
HUit 3a60/IeBaHMsI COOTBETCTBOBAJ BO3pacrty 2,9 jer
(ot 1 mec. o 8 net). To ecTh, CpefHUI MHTEPBAJ Bpe-
MEeHM MeXAy IOSIBJIeHMEeM IePBbIX CUMIITOMOB U
MOATBEpXKAeHMeM IMarHo3a COCTaBuI oJATopa roja,
XOTSI MMeJI MEeCTO 3HAUMUTeIbHbII pa3bpoc ¢ mpeBa-
AupoBaHMeM Gosiee TIO3HEN AVMArHOCTUKY HaJl paH-
Heii. PocT 1 Bec manyeHTOB HA MOMeHT 06C/Ie0BaHMS
He OLIeHMBAJIACh B CBSI3M C TEM, UTO B paMKax HaCTO-
SIero uccaefoBaHus OHU, M0 HAalleMy MHEHMIO, He
BJIVSIIV Ha M3y4yaeMble TIOKa3aTeay U B CBSI3M CO 3HaA-
YUTEIbHOI BO3PaCTHOV reTepOreHHOCThIO IPYTIIIHI.

[lpy OOGBEKTMBHOM WMCCAEAOBAHUM BBISBISUIUCH
OrpaHMuyeHue aMIUIUTYAbl OBUKEHUII B IUIEUEBBIX
cycraBax, CrubaTejbHble KOHTPAKTYpPhl MajbIEB
KUCTH, CrbaTebHble KOHTPAKTYPhI B IOKTEBOM CYyC-
taBe. B Tabnuiie 1 mpencTaBieHbl OCHOBHbIE KIVHU-
Yyeckye IPOSIBJIEHNSI CO CTOPOHBI BEPXHMUX KOHEUHOC-
Teil Ha MOMEHT IIepBMYHOI0 OCMOTDA.
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OcHOBHBIE KIMHNYECKMe IIPOSIBJICHNUSI CO CTOPOHBI BepXHUX KOHeuHocTel y aeteii ¢ MIIC

KinmHnueckue npossiieHUs

OrpaHnueHue akKTMBHOTO OTBeeHNS 11eua
CrubartenbHble KOHTPAKTYPhI B IOKTEBOM CyCTaBe
Hapyuenue QyHKIMM KUCTU

JIokTeBast meBuals KUCTU

HenmoBKOCTb TIpY BHITIOTHEHVY TTIOBCETHEBHBIX JBVKEHUIA

HapymieHne MenKkoi MOTOPUKNA

MpimieyHas ¢JiabocThb

Hanbosnee 4acThiM KIVMHUYECKUM MPOSIBIEHNEM
CO CTOPOHBI BEPXHUX KOHEUHOCTEN ObUIO OrpaHuye-
HE aKTUBHOIO OTBeleHusd mieva (puc. 1 a). Bropeim
10 YacToTe 6bII0 HapylieHue GYHKIUY KUCTY B BUJE
HapylleHus KUCTeBOro cxBara. Pexe BCTpevyanuchb
crubaTesbHble KOHTPAKTYpbl B JIOKTEBOM CYyCTaBe
(puc. 1b), noxreBass nmeBmaiusi KuUCTU (puc. 1c).
Hanbosee yacTo MAIMEHTHI KAJIOBAINCh HA HEJIOB-
KOCTb TIpU BBITIOTHEHUM TIOBCEAHEBHBIX ABUKEHUIA
(omeBaHMe, caMOOOCTYKMBaHME, MTOb30BAHNE TIPEJ-
MeTaMu), HapylleHye MeJIKO/ MOTOPUKU, MbIILIEUHYIO
cnabocets (puc. 1d).

O1leHKa aMIUTUTYAbI TTACCUBHBIX IBUKEHUI B CYC-
TaBax BepXHel KOHeUYHOCTH NT0Ka3asa, YTO B CpefHeM
BeJIMUYMHA aKTMBHOT'O OTBeLeHUS IJIeYeBbIX CyCTaBOB
coctaBmia 150° (143; 159), maccuBHOTO — 165° (158;
173). PasrubaHue B JIOKTEBOM CyCTaBe Yy Mall€HTOB
¢ MIIC cocraBuio B cpegHem 165° (156; 173). Hamu
TaKKe OTMEUEHO OrpaHuYeHVe CTMOAHUSI B JIOKTE-
BOM CyCTaBe, IPEMMYILIeCTBEHHO Y nauyeHToB ¢ MIIC
I Tuma. Knuanyeckoe 3HaueHue 3Toro (akropa st
JIAHHOI TPYIIbl MAIMEHTOB TPeOYeT IOMOTHUTEb-
HOT'O aHa/IN3a.

[MIpn olleHKe aMIUIUTYIbl ABWKEHUIT B CycTaBax
KUCTM HaMM OTAENbHO aHalIu3MpOBajlach TIpymIa
namuenToB ¢ MIIC I, II u VI u nauuenTtsl ¢ MIIC IV.
V Bcex nanuenToB ¢ MIIC I, II u VI TumoB, Hab/1101aB-
LIMXCS HaMM, MMeJIO MeCTO OrpaHuYeHMe aKTUBHOIO
Y TTaCCUBHOTO pasrubaHust u crubaHms msicTHOdamaH-
TOBBIX U Mek(aTaHTOBbIX CYCTABOB Pa3INIHOI BbIpa-
SKeHHOCTHU (puc. 2).

V 11 u3 14 o6wienoBaHHBIX HaMM I1ALVIeHTOB
¢ MIIC IV Tuma mumesNa MeCTO TMIIEPMOOWIbHOCTD
CYCTaBOB KUCTH, MIPOSIBJIABILIASICS B TIepepasrnbaHmm
MSICTHO-GaaHTOBBIX U/WIN MesK(daJaHTOBBIX CyCTa-
BOB (CM. puc. 1a). Y 3 nmauyeHTOB HaMy He OTMEeYeHO

Tabnauya 1
Twun MIIC
Bcero
I II I\ VI n=49
n=25 n=6 n=14 n=4

25/51% 6/12% 12/24% 4/8%  47/95%
18/37%  2/4%  12/24%  2/4%  34/69%
22/45% 6/12%  9/18% 4/8%  41/83%
7/14% 1/2%  10/20% 2/4%  20/40%
17/35% 5/10% 9/18% 3/6% 34/69%
21/43% 5/10% 7/14% 3/6% 36/73%
17/35% 4/8% 8/16% 2/4% 31/63%

IaHHOTO (heHOMEHA, NMPU ITOM OHU B I[€JIOM UMen
aTTeHyMpoBaHHbIe (HEeHOTHUIIHI.

B 25 cirydasix 6bI10 BO3MOKHO TECTUPOBAHME CUJTBI
MBIIII] TI0 6-0a/I/IbHON IlIKajie, PeKOMEHIOBaHHO
bpuTaHCKMM COBETOM MeIMLIMHCKUX MCCIeL0BaHUM
(B OCTQJIbHBIX CJIyYasix OHO ObUIO 3aTPYJHEHO B CUTY
BO3pacTa WIX OTCYTCTBMSI TIOJHOLIEHHOTO Bepbasib-
HOTO KOHTaKTa C pebeHKkoM). HambGosiee BbIpaskeH-
HOe CHIDKEHME OTMEYaioCh B OTHOIIEHUM pas3ruba-
HUS MaJIbI[E€B KUCTU, OTBEAEHUS TIIeua U pasrubaHust
B JIOKTEBOM CyCTaBe. BeposiTHO, 3TOT XapakTep LuC-
6ajaHca UrpaeT pojib B (GOPMUPOBAHUU TUITMUHOTO
IaTTepHa KOHTPAKTYyp CYCTaBOB BEPXHMUX KOHEUYHO-
CTelt, ompemenssi MPeuMYLIeCTBeHHO (IeKCHMOHHbI
MX xapakTep (Tabm. 2).

Ilpy HeBpoOMOTMYECKOM 06C/IeIOBAHUY OIl€HMBA-
JICh CYXOXXUJbHBIE (C IABYIVIABOI MBILIIILI [IeYa) U
MepUOCTaIbHBIN (C JTyueBoit KocTu) pedaekcsl. Hamu
He BbISIBJIEHbl 3HaulMble 3aKOHOMEPHOCTU B MCCIIe-
JIOBAHHOII TPyIIIie MalKeHTOB. Y 6OIbIIMHCTBA U3 HUX
OTMeYajioCh CHUKeHNE CYXOKUIbHBIX U IIepuoCTab-
HbIX pedeKkcoB, OJHAKO Y HECKOJIbKUX IMal[MeHTOB
MMeJI0 MeCTO UX MOBbIIeHKe. [laHHbIii QakT TpebyeT
JIOTIOTHUTEIBHOTO aHa/I13a C YIYEeTOM 00IIero HeBpo-
JIOTMYeCKoro (oHa M BO3MOKHOCTM Tape3a Ha pas-
JIMYHBIX YPOBHSIX II@EHTPaAbHOI U Mepudepmuyeckoi
HepBHOV cucrembl nipy MIIC (Hanumuue maToIOrUU
TOJIOBHOTO MO3ra, ILIEeiHOTO OTHela IT03BOHOYHMKA
U CIIMHHOT'O MO3ra).

[Tpu oLleHKe CMMIITOMOB, XapaKTePHbIX [IJIS1 CUH]L-
poMa KapIiaJIbHOTO KaHajla, HaMy, B [IepBYI0 OUepelb,
ObUIO OTMEUEHO OTCYTCTBYUE TUTUYHBIX JIJIST B3POCIIBIX
KJIMHUYECKUX TPOSIBJIEHNIT, OOYCIOBIEHHBIX KOM-
rpeccueii cpeqMHHOrO HepBa. JKanmoObl Ha MapecTe-
3UM U 60U B KUCTY MMEJTY MECTO Y 6 TIAIIMEHTOB U He
MMeJY MOCTOSIHHOTO xapakrepa. CumnTom TuHHesNs
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OBLT C1AOOITONIOKUTENbHBIM TONBKO Y 2 TAIlMEeHTOB
MMOJPOCTKOBOTO BO3pacTa. [Ipy BU3YyaJbHONM OIl€HKE
rUIoTpodusl MbIIIL, TeHapa OblIa OTMedeHa y 6O0Jb-
IIMHCTBA Mal[MeHTOB, OAHAKO B CBSI3U C OTCYTCTBUEM
0OBEKTUBHBIX KPUTEPMEB OLIEHKM JAHHBIN CMMIITOM
He OIpeJensiyics HaMM KOJIMYeCTBEHHO.

Ha peHTreHorpaMmMax KNUCTE OLIEHMBAINUCh Ka-
YeCTBeHHbIE TMPU3HAKMU (CUMMIITOM «TalOLIero caxa-
pa», YKOpO4YeHMe MOSICTHBIX KocTel). Hamu mncmnonb-
30Bajach COOCTBEHHAs] Tpafalysl BBIPASKEHHOCTU
9TUX CUMIOTOMOB. CMMIITOM «TaIOIIEro caxapa» pac-
IEeHMBAJICS KaK CIa0O0BBIPAKEHHBIN IMPU 3aKpyIIie-
HMM OCHOBAHMS ISICTHBIX KOCTel, CpefHell CTerneHun
BBIPXKEHHOCTY — MPU KOHMYECKOM CY>KeHUMU U BbI-
paskeHHBIM — TIPU Cy’kKeHUM 6ojiee ueM HAIlOJIOBUHY
mupuHbl MeTadusa (puc. 3). YKopoueHMe MsICTHBIX

KOCTel pacileHMBaay KaK He3HAuMUTelbHOE B TOM
cIyvae, ey IaMHa nyadu3sa BTOPOI MSCTHOM KOCTU
OblIa paBHA INMPVHE OCHOBAaHMS IISICTHBIX KOCTEIA;
yMepeHHOe, ecyii OHa 6bl1a 6osee 2/3 IMUPUHBI OCHO-
BaHMS MISICTHBIX KOCTEJ ; BhIpasKeHHOe, eCJIY OHa ObLIa
MeHee 2/3 IIMPUHBI OCHOBAHMUSI MSICTHBIX KOCTEN
(puc. 3).

Kak moxaspIBalOT JaHHbIe TaOIMILI 3, CMMIITOM
«TAIOIIero caxapa» ObUT 0OoJiee YYBCTBUTEIbHBIM
PEHTTeHOJIOTUYECKMM MPU3HAKOM M HaOGII0macs
y GOJIBIIMHCTBA IMAI[MEHTOB, IIPM 3TOM Yalle Habio-
Jajach CpemHsIsl CTereHb BbIPAKEHHOCTM HAHHOIO
CUMIITOMA. YKOpPOYEeHMe ISICTHBIX KOCTell BCTpeda-
JI0OCh HECKOJIbKO peXke, HO TaKKe HaOMoAaI0Ch Y 60/Tb-
mMHCTBA fgeteit ¢ MIIC, 1 yamie 66110 YMEepeHHO BbI-
PaskeHHbBIM M BbIPAYKEHHBIM.

Puc. 1. OcHOBHBIE KIMHMYECKME TIPOSIBIEHNS [1aTONOIUM BepXHel KOoHeuHOoCTH y feTeii ¢ MIIC:
a — nauueHT 8 et ¢ MIIC IV Tuna, oTMevaeTcsi OTTpaHMYeHMe OTBeleHMs B IIJIeYeBbIX CyCTaBaxX Py MOIMbITKE

TIOJHSITh PYKU;

b — mauuenTka 5 et ¢ MIIC IV tumna: crubaTenbHast KOHTPAKTYpa B IOKTEBOM CyCTaBe, lepepasrubaHme

HHCTHOd)aI[aHI‘OBI)IX CyCTaBOB;

¢ — namueHTka 6 jiet ¢ MIIC I Tumna, oTMevaeTcs 3aTpyLHeHe MaHUITYIMPOBAHMS TIpeIMeTaMu;
¢ — nanuedT 8 et ¢ MIIC IV Tumna: BeipaykeHHasl ylabHapHAsI JeBUaLysl IPaBoit KUCTU

Figure 1. Clinical manifestations of upper limb pathology in children with MPS type IV:
a — patient with type IV MPS,; 8 y.o., limited active shoulder abduction;
b — left upper limb of a 5 y.o. patient with MPS type IV: flexion contracture in the elbow joint, hyperextension

of the metacarpophalangeal joints;

¢ — patient with type I MPS, 6 years old. Difficulty in manipulating objects is noted. y.o.: ulnar deviation of the hand;
¢ — right upper limb of a patient with MPS type IV, 8 y.o.: ulnar deviation of the hand
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Puc. 2. OrpaHnuyeHne aMIUINTYAbI OBVKEHMI [1abLIeB KUCTU

y nauyenTa 7 et ¢ MIIC I Tuma (BHeUIHMIT BUI, KUCTe):

a — IIpM ITacCUBHOM pa3rubaHmy msicTHo(daIaHroBbIX 1 Mesk(aTaHTOBbIX CYCTaBOB;
b — npu nmaccuBHOM crubaHMy MsICTHO(ATIAHTOBBIX M Mesk(aTaHTOBbIX CYCTaBOB;

C — IIpY aKTUBHOM pa3TMb6aHUM MSICTHOGMATAHTOBBIX U MeK(baTaHTOBBIX CYCTABOB;
d — Ipy aKTUBHM CrUM6aHMUM TIICTHO(ATAHTOBBIX ¥ MeXK(aTaHTOBbIX CYCTaBOB

Figure. 2. Impairments in the range of motion of the hand joints in a 7 y.o. patient with MPS type I:
a — limited passive extension of the metacarpophalangeal and interphalangeal joints;

b — limited passive flexion of the metacarpophalangeal and interphalangeal joints;

¢ — limited active extension of the metacarpophalangeal and interphalangeal joints;

d — limited of active flexion of the metacarpophalangeal and interphalangeal joints

Tabnauya 2
Cwia MBIIIIIL BepXHeii KOHeYHOCTH 10 6-0a/UIbHOI IIKase y geteit ¢ MIIC
['pymiria MbIIIITL 3Hauenne Me (Q1; Q3)
OTBOASIIE MBIIIIIBI TJIeUa 3,8 (2,9;4,8)
[IpuBoOAsIIye MBIIIIbI [JIeYa 4,3 (4,0; 5,1)
CrubaTeny Mpeariedbst 4,2 (3,9; 4,9)
Pasrubatenu mpeamiedbst 3,7(3,2;5,1)
CrubaTen maabiieB 3,3(2,4;4,9)
Pasrubareny maablieB 3,1(2,5;4,8)
Tabnuya 3
PenTreHosornueckye mposiBJieHNsI CO CTOPOHBI KUCTHU y aeteii ¢ MIIC
PeHTTreHOMOTMYEeCKM TIPU3HAK U €r0 BhIPaKEHHOCTD GV MEIEENC Lz
n (%) n (%)
CuMIiTom 1a60BBIPASKEHHBIN 13 (26)
«TaloIlero caxapa»
Ccpe[iHel cTereHy BhIPasKeHHOCTU 21 (43) 48 (98)
BBIPpa)KEHHBbI 14 (29)
YKopoueHue He3HauuTeIbHOe 11 (22)
MSICTHBIX KOCTe
yMepeHHOe 18 (37) 46 (94)
BBIPAsKEHHOE 17 (35)
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Puc. 3. PeHTreHosornuecke n3MeHeHMs CO CTOPOHbI KUCTU Y aeTeli ¢ MIIC

(peHTreHOrpaMMbl ITPaBOil KUCTU B IPSIMOI TPOEKLIVN):

a — naiueHT ¢ MIIC VI Tuma: CMMIITOM «TalOILIEro caxapa» c1aboBbIpaskeHHbIN (3aKPYIIeH e OCHOBAHMIA MISICTHBIX
KOCTeJi yKa3aHO CTpeIKaMi), YKOPOUEHMe MSICTHBIX KOCTEe He3HAUUTeNIbHOe (I1MHa Anadusa BTOpOii MSICTHOI KOCTH
paBHA MIMPUHE OCHOBAHMS MSICTHBIX KOCTEN);

b — mammenT ¢ MIIC I Tuma: CMMIITOM «TaIOIIEro caxapa» CpeIHeil CTereHy BhIPaKeHHOCTM (KOHMYECKOe CyskeHue
OCHOBAHMI MSCTHBIX KOCTE YKa3aHO CTPeIKaMu), YKOpOUeHMe MSICTHbIX KOCTel yMepeHHoe (Ay1MHa auadusa BTOpoii
IISICTHO# KoCTH 60stee 2/3 MMPUHBI OCHOBAHMS MSICTHBIX KOCTEIH);

¢ — nanyeHT ¢ MIIC I Tuma: CMMIITOM «TaIOIIero caxapa» BhIPAKEHHBIN (CyskeHVe OCHOBAHMI MSICTHBIX KOCTe 6oree,
yeM Ha IMOJIOBMHY YKa3aHO CTPeIKaMu), YKOPOU€eHMe TMSCTHBIX KOCTel BhIpaskeHHOe (IyiMHa Ayvadm3a BTOPOIi MSICTHOI

KOCTU MeHee 2/3 IUPUHBI OCHOBAHMS MSICTHBIX KOCTEN)

Figure. 3. Radiological changes in the hand of children with MPS (AP X-rays of the right hand):

a — a patient with MPS type VI: the «melting sugar» symptom and the shortening of the metacarpal bones are mild
(rounding of the base of the metacarpal bones is indicated by arrows, the length of the diaphysis of the second
metacarpal bone is equal to the width of the base of the metacarpals);

b — a patient with MPS type I: the «melting sugar» symptom and the shortening

of the metacarpal bones are moderate (conical narrowing of the bases of the metacarpal bones is indicated by arrows,
the length of the diaphysis of the second metacarpal bone is more than 2/3 of the width of the base

of the metacarpals);

¢ — a patient with type I MPS: the «melting sugar» symptom and the shortening of the metacarpal bones are severe
(narrowing of the bases of the metacarpal bones more than1/2 is indicated by arrows, the length of the diaphysis
of the second metacarpal bone is less than 2/3 of the base width metacarpals)

O6cykgeHne

3HaueHMe IaTOJOTMM BePXHEeI KOHEUYHOCTU IIpu
MIIC ompenensieTcs He TOJbKO COOCTBEHHO DyHKIIVETN
BepxHeli KOHEUHOCTU, HO ¥ BO3MOXKHOCTbI) MCITOJb-
30BaHMS BCIIOMOTaTe/JbHBIX CpeNCTB TiepenBuKe-
HUS (TPOCTU, KOCTBIIM, XOOYHKU, KOISICKM U Ap.). Ee
paHHee BbISIBIeHME HEOOXOAMMO IJIsl AMArHOCTUKU
OCHOBHOrO 3abojieBaHMsI, MPOoUIaKTUKY Mporpec-
CUPYIOIIMX HapylleHuit, CBOeBPeMEHHOTO JeYeHUs
natonorny. yHKINSI BepXHeli KOHEUHOCTU B 3HAUN-
TeJIbHOJ Mepe omnpefesieT Takye BO3MOXHOCTH, KaK
obyueHne, oOIIeHMe, COIMATU3ANNS, TPYAOYCTPOi-
ctBO. [TaTtonorus kucty ipu MIIC Mo3KeT GbITb ITepBOJi
SIpKO¥i MaHudecTranyein 3a6onepanusi. [Ipy 5ToM OHa
CYIIECTBEHHO CHMKAET KaueCTBO KM3HM (0COOEHHO
B IIKOJTbHOM BO3pacTe), a U3MEHEHUSI MOTYT ObICTPO
HapacTaTh ¥ MPUHMUMATh MAJI006paTUMBIN XapaKTep.

Knuandeckue mPOSIBIEHMST CO CTOPOHBI KUCTU
npu MIIC, Kak MmpaBmiio, IIPOSIBJISIFOTCS ocie 1 roaa.
Temml mporpeccupoBaHusl OIPENESIeTCs TKeCTbIo
OCHOBHOTO 3a6omneBanus [7]. IIpu «msirkux» dheHoTH-
Trax MpOosIBJIEHNMS CO CTOPOHBI KUCTU I0JITOe BpeMsl He
3aMevalroTcs M3-3a BbICOKOM KoMIteHcanuu. C gpyrom
CTOPOHBI, MPU TSDKENbIX (HepPOHONATUYeCcKux) ¢e-

HOTUIIAX MPOSIBJIEHUS] CO CTOPOHBI KMUCTU Ha TepBbIi
B3IVISIJT HE KQKYTCSI CTOMIb BasKHBbIMM [10].

IlaHHbIE JUTEpPaTypbl CBUIETENbCTBYIOT O TOM,
uyro ripu MIIC [ Tuna y maiueHToB B BO3pacTe CTapiie
2 JieT pa3BUBAETCS CUHIAPOM 3allsICTHOrO KaHaja
(C3K), HO He y BCexX MalyeHTOB Pa3BUBAETCSI OTUET-
nvBasi KIMHMYECKash KapTuHA. Y 4YacTu MalMeHTOB
dbopMupyetrcss TUIMUYHAS CUMIITOMATMKA MHOXKe-
CTBEHHOTO CTeHO3upymwIero aurameHTura. [Ipu MIIC
[I'Tuma aBTOPBI y BCEX IMAI[MEHTOB CTapIile 2 JeT BbISIBU -
i knmuauKy C3K, 6071b, 3aTpyIHEHME CXBATa, ObICTPOE
MporpeccupoBaHye CUMIITOMOB ¥ HapyllieHe TPoBO-
IVMOCTU TIO cpeguHHOMY Hepsy. IIpu MIIC IV oco-
GEHHOCTSIMI SIBJISTIOTCS TUTIEPMOOVIIBHOCTD CyCTaBOB,
yJIbHapHas JeBUalus KUCTU, 1aboCTh cxBaTa 1 6pa-
xupakTiwvs. [Ipu MIIC VI y 6onbIIMHCTBA HaIMeH-
TOB crapiie 2 jeT pa3BuBaeTcsi C3K, «korreobpasHasi»
nmedopmarys masnblies [7].

MIIC — nambonee vacras npuunHa C3K y meteii.
HerpenoskHbIM [TOMKHO SIBJISITbCSI YTBEPKIEHME, UTO
Kakapii mamyeHT ¢ C3K moskeH O6bITh 00C/Ie0BaH Ha
npeamet MIIC. B cBoo ouepenb, Bce nmaiyeHThI ¢ MIIC
I, IT m VI TUIIOB JOJKHBI 06C/IeIoBaThCS Ha MpeaMeT
C3K[11].
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Y nereii ¢ MIIC pegko OTMeUalOTCSI TUNMYHbIE
knuHnyeckue mnposieaeHnss C3K (oHemeHue, mapec-
Te3uu, 60Jb) OO TOSBAEHUSI HapylleHus (QyHKINUN.
JTO MOXeT OBITh CBSI3aHO C BO3PACTOM IAILVIEHTOB,
KOTHUTUBHBIMU HapylIeHUSIMU, 3aJIeP’KKOIi peueBoro
pasBUTHS, BapMabeIbHOCTbIO CUMIITOMOB, CKpPajbI-
BaeMbIX TYTOMOJABUKHOCTbIO B CyCTaBax, HaauuuMeM
6ojiee CyIleCTBEHHBbIX HapylieHuit. Mcxopst u3 3To-
ro ObBUTM OIMMCAHBbI HOTIOTHUTEIbHbIE KIMHUYECKYE
CUMITTOMBI Ajis paHHei guarHoctuku C3K y perteit
¢ MIIC, Takue Kak 0OKyChbIBaHME KOHUMKOB IT1aJIbIIEB,
HEYKJIKOXKECTb IBVDKEHMI, perpecc TOHKO MOTOPUKM,
CHIVDKeHMe TIOTOOTIe/IeHMSI.

CnemyeT OTMETUTh, YTO Hallla IpymIiia MalyeHTOB
XapaKTepu30Bajach OTHOCUTENIBHO paHHUM Jie6ro-
TOM KJIMHMUYECKUX MPOSIBIEHUI i OTHOCUTENbHO paH-
HMM BO3pPacTOM IIOCTAHOBKM [MarHo3a. BO3MOKHO,
9TO CBSI3aHO CO CITeUM(UKON HaIllero IeHTpa.
Opromnenuueckast maronorusi npu MIIC — Haubonee
sIpKast, ¥ IpU TOMMHMPOBAHMM ee B (DeHOTHIIE Mmary-
eHTa paHHsIS MTOCTaHOBKA IMarHo3a BecbMa BeposITHA.
Taxoke MO 3TOV IPUYMHE GOJIBIIVHCTBO MALeHTOB 00-
panjanuch B Hally KIMHUKY C YoKe TOATBepPXKIeHHbIM
Iuarsosom MIIC, a 60/IbIIMHCTBO HALEHTOB, J/arHo3
KOTOPBIM ObII TIOCTABJIEH TOC/Ie KOHCYAbTAlMY B Ha-
meM mneHTtpe, umeny MIIC IV Tumna Kak Hambosee «op-
TONeANYeCKMii» BapUaHT JaHHOTO 3a6omeBanus [12].

Haubonee panHumu sxkanobamu naiyeHToB ¢ MIIC
OBLIM OTPAaHMUYEHNMSI AKTVUBHOTO OTBeIEeHMS IJIeUeBbIX
CyCTaBOB. DTOT BaYKHbIM KIMHUYECKUI TTPU3HAK ObLI
oTrMeueH B pabore H.B. ByumHckoit 1, 6e3yCIOBHO,
MMeeT BaKHelilllee 3HaUueHMe B PaHHel OUarHOCTHUKe
MIIC [3].

O1leHKa aMIUIUTYAbI IBVOKEHUI B CycTaBax KUCTU
COOTBETCTBOBaJIA 00IIeMy ITPEICTABIEHUIO O IIpe-
obnaganuy KoHTpakTyp mmpu MIIC I, II u VI u runep-
Mob6uabHOCTH Tipu MIIC IV, mpu 3TOM OTCYyTCTBUE
IUIIEPMOOWIBHOCTY Y TIAIMEHTOB C aTTEeHYMPOBAH-
HbpiMM (peHoTunamyu MIIC IV He MCKIIOYaeT JAHHOIO
J/arHo3a.

TectupoBanyue cuiibl Mbil opu MIIC 3adactyro
3aTPYIHEHO B CBSI3Y C 0COOEHHOCTSIMU BO3pacTa M
OTCYTCTBMEM IIOJTHOIIEHHOTO BepOaJbHOTO KOHTAK-
Ta ¢ pebeHKOM. Hambosee BbIpaskeHHOE CHIKEHME
OTMEYAJIOCh B MBbINIIIAX-pasrubarensx. BeposTHO,
IycbalaHC MBIIIL, UTPaeT pojib B (HOPMUPOBAHUU
TUIIMYHOTO TaTTepHA KOHTPAKTyp U OmpefensieT ux
(brrekcMOHHBIN XapakTep.

Tor dhaKT, YTO HaMM He BbISIBIIEHbI 3aKOHOMEPHOCTI
CYXOKWJIbHBIX ¥ TIePUOCTATbHBIX pedIekcoB B Mcce-
IIOBAHHOI TPYIITIe MMalyieHTOB, Tpe6GyeT JOTIOTHUTENb-
HOTO aHa/iM3a C YYEeTOM [eTajeil HeBpOJIOTMUeCKOro
craTyca, ockonbKy mpy MIIC BO3MOKHO Kak Ha/IMune
MaTOJMIOTMM TOJOBHOTO MO3ra (Tumportiedannn, BTO-
pUYHOI sHIIedaronaTum), Tak U IeifHO MUeIonaTun
BCJI€LCTBYME KOMITPeCCUn CIIMHHOTO Mo3ra [9].

AHanM3upysl CUMIITOMBI, XapaKTepHbIe IJIsI CUH-
IpoMa KaprnajJbHOTO KaHayia, HaMU ObUIO OTMEUYEHO
OTCYTCTBME TUMUYHBIX KIMHUUYECKUX TPOSIBJIEHUIA.
B cBsI3M € TeM, UTO 06C/IeH0BaHMe IalMeHTOB Hallleii
TPYIIIIbI BKIIOYAI0 KIMHUYECKOe U PeHTTeHOI0TnYe-
CKO€e, He0OXOIVIMO JOIOJHUTb CTaHIAPTHBIN TPOTO-
KOJI Heiipo(U3MOTOTUIECKMMM JAaHHBIMMU.

PeHTreHosiornyeckasi AMarHoCTMKa MOXKET MMETh
00JIbIIIOe 3HAUEHME B IIPOIlecce MOCTaHOBKM Oyar-
Ho3a. CTOUT OTMETUTb, YTO PEHTTE€HOIPAMMbI MOTYT
OBITh BBIITOJIHEHBI IT0 MHBIM ITOKa3aHMUSIM (9HAOKPU-
HOJIOTM4YeCKkM). He CTOUT OTpaHMUMBATBLCS UTEHMEM
OIMMCaHMs PEHTTeHOrpaMM, ITOCKOJbKY XapakTep-
Hple Ansg MIIC mpu3Haky He BCerga OMMCBhIBAIOTCS
IIpy PYTMHHOM MccienoBaHuu. llenecoobpasHo BbI-
TIOJIHSITh PEHTTeHOTPaMMbl B IMHAMMKE [IJIST OIl€HKU
MIpOTrpeccUpoBaHMUS.

OCO6GEeHHOCTSIMM PEHTIeHOJOIMYECKO KapTUHbI
co cTtopoHbl Kuctu npu MIIC (IBASIOMMMMUCS 4dac-
ThIO 00IIeli KapTUHbI MHOXECTBEHHOTO I130CT034),
SIBJISIIOTCSI MUICTOHUEHHbIe ocHOBaHMS II-IV msCTHBIX
KOCTei (CMMIITOM <«TaloIllero caxapar»), yMeHblle-
HMe KapHa/JbHOTO YIJIa, KOPOTKME IIMPOKME TISICT-
Hble KOCTM U (ayaHru ManblieB. Hamu mpenioxkeH
TOTYKOJIMYEeCTBEHHBI/I MeTOoH, OLleHKM PeHTTreHOJIO-
ruueckux nposisaeHust MIIC. [JanpHelinme uccieno-
BaHMe C OII€HKOJ 3HAUMMOCTY JaHHBIX CMMIITOMOB
B AMHaMMKe IT03BOJIST OLIEHUTh XapaKTep M3MeHe-
HMIA B ITPOIlecce mMporpeccupoBaHmsi MHOXKECTBEHHO-
I'0 IM30CTO3a.

3akJIoueHue

HecMmoTpst Ha TO, UYTO COBpeMeHHOe JieueHue Jie-
Teii ¢ MIIC npuBOOAUT K 3HAUUTETbHOMY yBeauue-
HUIO TIPOJO/KUTENbHOCTU XXU3HU, YAYUIIEHUIO ee
KauecTBa 3a CUeT CHIDKEHUSI BHYTPUKIETOYHOTO
nernoHupoBaHus T'Al, 3TO Mano KOppeaupyeT C Op-
TOTIEAVUECKUMHU YIYUYIIeHUSIMU, M MHOTHMe TalleH-
Thl HYXXIAIOTCSI B OPTOMEAMYECKOM JIeUeHUU OaKe
Ha donHe ®3T u TTCK. [TaTonmorusi BepXHUX KOHEU-
HocTell y getelt ¢ MIIC oTpaskeHa B 1uTepaType He-
IOCTaTOYHO MOMHO. Hamu mpoBefeH KOMILIEKCHBI
aHa/IN3 KJIMHUUYECKUX U PEHTTeHOJOTUYeCKUX MPo-
SIBJIEHUI CO CTOPOHBI BePXHUX KOHEUHOCTe y 49 na-
uneHToB ¢ MIIC. PaHee cumuTasioch Hellelecoobpas-
HBIM TPOBOIAUTH OMEpPATUBHOE JieYeHMe TI0 TTOBOAY
nedopmartuit Kuctu y geteii ¢ MIIC B ¢BsI3U ¢ MaJioii
MPOJO/IKUTENbHOCTBIO XKU3HU U BBICOKMM PUCKOM
cepaeyHOo-JIeTOYHbIX OCIOKHeHM. Ha ceromHsIIHMii
IleHb, YYUTHIBAsI 60JIe3Hb-MOIUMUIIUPYIONTYIO Tepa-
110, TPOJOIKUTENbHOCTD XXMU3HU ManeHToB ¢ MIIC
CYIIeCTBEHHO YBEJIUUYMBAETCS, & PUCK OCI0XKHEe-
HUII cHMOKaeTcs. [1aTonorus BepXHUX KOHEUHOCTel
y meteit ¢ MIIC TpebyeT 60/1ee paHHErO BBISIBJIEHUS
1 60jiee aKTUMBHO J1e4eOHOI TaKTUKY IOCTIe BCeCTO-
pOHHeli OIleHK! PUCKOB.
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