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AKTyanbHoCTb peabunutauuu getei co cnacTuyeckoi opmoii aeTckoro LepebpanbHoro napanuya (ALM) aensetca Hau-
6o/ee 3HAYMMOIA B CBA3M C HAPYLIEHUAMU ABUIKEHUS, ONOPHOCTM U NO3bl HA OHE CNACTUYHOCTM MbILIL, PA3IMYHbIX TPy,
CnactuuHocts npu LM MOXKET NPUBOAUTD K TAXKENbIM BTOPUYHBIM KOCTHBIM U3MEHEHUAM: JUCNOKALMK rONIOBKM Ta3obe-
APEHHOTO CYCTaBa, TAXENbIM fedopMaLnaM cTon (3KBUHOBAPYCHOMN UAM NNAHO-BabIyCHOM), CKONNO3Y, TAKENbIM MHOXeE-
CTBEHHbIM KOHTPAKTypaM CYCTaBOB BEPXHUX KOHEUHOCTE. BOTYNMHUYECKMIA TOKCHH, KyNMUPYs CNAacTUYHOCTD, He cnocobeH
NONHOCTLIO PeWnTb NPobeMbl, CBA3aHHbIE C 4e@OPMALMIMU U HAPYLIEHWEM ABUXEHUNA, B CBA3U C PUTUAHOCTBIO MbILLL
Y U3MEHEHUEM MbILUEYHO CTPYKTYPSI.

CHUKXeHMWe MbllWeYHOW pUrMAHOCTY Npenapatom JloHrnaasa® (6oBruanypoHnaasa a3oKCMMep) BaXXHO Kak 3tan peabunu-
Tauum feteii c ALIMN. 06napas GepMeHTaTMBHOM aKTUBHOCTbIO NPONIOHTMPOBAHHOTO AeicTBUSA, JloHrnpasa® cnocobcTeyer
BbIPAXXEHHOMY aHTUOKCUAAHTHOMY M NPOTUBOBOCNANUTENbHOMY 3ddekTy. 06naaas npoTBohUOPO3HLIMM CBONCTBAMMY,
npenapar ocnabnser TeyeHue hasbl BOCNANEHWUS U PETyIMPYeT CUHTE3 MeAMaTOPOB BocnaneHns. bnarofgaps ykasaHHbIM
cBoicTBaM JloHrMaa3a® cnocobeH He TONLKO AENOMMEPU30BATL MATPUKC COEANHUTENBHON TKaHN B pUOBPO3HO-rpaHyne-
MaTo3HbIX 06pa30BaHUAX, HO U NOAABAATL 0OPATHYIO PErYIATOPHYIO PEAKLMIO, HANPABIEHHYIO HA CUHTE3 KOMMOHEHTOB
COEAVNHUTENbHOW TKAHM, YTO OYEHb BaXKHO NPU CMACTUYHOCTM MbIWWL, KaK Y feTel, TaK Uy B3POC/abIX NaLMeHToB. MIMeHHO
JloHrnaasa®, ymeHbluas 0TEYHOCTb B TKAHsX, YBEIMYMBAET 0ObEM ABMMKEHMS B CYCTaBaX, YMEHbWAET KOHTPAKTYpPbI UAK
npegynpexaaer ux hopMMpoBaHue.

Co3aaHue 3TanHoit peabunuTauuy, BKNOYaKOUEH HA NepBoM 3Tane GOTYIUHOTEPANUIO, @ HA BTOPOM — MHBLEKLIMOHHYIO
Tepanuio npenapartom JloHrnaasa® B cnacTuyHble Mol y naumenTos ¢ [N, no3BoANT yBENUYNUTL 31aCTUHHOCTb MbllleY-
HOW TKaHW U 06bEM ABUKEHUIA B CYCTaBaX, YTO NPUBEAET K 06eryeHmnio opTeaupoBaHus NaLUeHTOB B AeTCKOM BO3pacTe
1 [acT BO3MOXHOCTb OTCPOUYUTb XMPYPrMYecKue BMeLwaTenbCTBa.

ABTOpbI NPEACTABASAIOT KNMHUYECKNIA CyYait nauueHTkn 7 net, Habnopatoweics 8 CaHkT-MeTepbyprckom rocyaapCcTeH-
HOM NeauaTpMYecKOM MEAULIMHCKOM YHUBEPCUTETE U NPOXOAALLEN PerynapHbIe MHbEKLMOHHbIE KYpChl Tepanuu npenapa-
TOM GOTYNIMHUYECKOrO TOKCUHA TUMA A C LeNblo CHUXEHMA CNACTUYHOCTU U OTPAHUYEHUA Pa3BUTMA CTOMKUX KOHTPaKTYp.
NauueHTKe 6biN NPOBEAEH KypC MHBEKUMIT npenapaTa JIOHrnaas3a® B MbllLbl HUKHKUX KOHEYHOCTEN Yepes Hefento nocne
NpOBeAeHHOMN ceccum 6OTYNMHOTEPANUM B CNACTUYHbIE MbIWLbI NOJ KOHTPONEM YIbTPA3BYKOBOM HAaBUTALMK. IXOTEHHOCTb
MbILL, OblNa OLEHeHa NpY NOMOLM YNbTPa3BYKOBOrO UCCieAoBaHNUsA. CNacTUYHOCTb B BEPXHUX U HUMKHUX KOHEYHOCTAX
Habntofanace 6onee yem B ogHoM cyctase. OueHka no moguduumposaHHoit wkane Jwsopta (Modified Ashworth Scale)
cocTaeuna 3 6anna B HUXHel koHeyHocTH. [locne NnpoBeaeHHO MHbEKL MM JIOHTUAA3bI® pe3Ko yBeANYUANUCh yron obbema
ABWXXEHMS B rONEHOCTOMHOM CYCTaBe M NAaBHOCTb CKOJIbKEHWA MblLEYHbIX FPYNM NPU NPOBEAEHUM e4eBHON PU3KYNbTY-
pbl. Bonpoc o npumeHeHun JloHrnaasel® Bctan B CBA3M C NEPCNEKTUBOI ONEepPaTUBHOTO NIeYEHUS, NPELIOXKEHHOTO XMPYp-
ramu, ¥ XXenaHueMm poguTeneit UCnoab30BaTh BO3MOXHbIE aNbTEPHATUBHbIE METOAbI IeYEHUSA AA OTCPOYKM ONEPATUBHOTO
BMeELIATENbCTBA.

Takum 06pa3om, nocne NpoBefeHHON 6OTYNMHOTEPANMM C NO3TaNHbLIM BBEAEHWEM npenaparta JIoHrnaa3a® BHyTpUMbILIEY-
HO NMOJy4eH TepaneBTUYeckuit 3ceKT B BULE PE3KOTO YMEHbLWEHWA PUTUAHOCTM CNACTUYHBIX MBIWL, U YBENUYEHUA aM-
NAUTYAbI NACCUBHbBIX M aKTUBHbIX JBUXEHWII B FONEHOCTONHOM CyCTaBe, YTO Obl10 NOATBEPXKAEHO FOHUOMETPUEN U U3Me-
HEHWEM CTPYKTYPbI MblWEYHO TKaHK (Npu BU3yann3aLmm Ha ybTPa3ByKOBOM annapaTe), a TakiKe U3MEHEHUEM NEpUMU3USA
¥ 3HAOMU3UA.
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Rehabilitation of children with spastic cerebral palsy (CP) is highly relevant considering the impaired movement, support
and posture in these patients with spasticity of various muscles. Spasticity in CP patients may lead to severe secondary
bone changes, such as hip dislocation, severe foot deformities (equinovarus or planovalgus), scoliosis, severe multiple
contractures of the upper limb joints. Despite being a good agent to relieve spasticity, botulinum toxin is not able
to completely address the problems associated with deformities and movement disorders due to muscle rigidity and
changes in muscle structure.

Reducing muscle rigidity using Longidase® (hyaluronidase azoximer) is an important stage of rehabilitation of CP children.
Longidase® has a prolonged enzymatic activity and contributes to a pronounced antioxidant and anti-inflammatory
effect. Longidase® also has antifibrotic properties since it mitigates inflammation and regulates the production
of inflammatory mediators. Longidase® is capable of depolymerizing connective tissue matrix in fibrous granulomatous
formations. Moreover, it suppresses the negative feedback reaction aimed at the production of connective tissue
components, which is very important in case of muscle spasticity in both children and adult patients. Longidase® reduces
tissue edema, thereby increasing the range of motion in joints, reducing contractures, and preventing their formation.
The development of step-by-step rehabilitation, which includes botulinum toxin therapy at the first stage and Longidase®
injections into spastic muscles at the second stage, will increase muscle elasticity and range of motion and facilitate
orthosis in childhood, thus postponing surgery.

We report a case of CP in a 7-year-old girl who was treated in Saint Petersburg State Pediatric Medical University.
The patient had regular courses of botulinum toxin A therapy to reduce muscle spasticity and prevent persistent
contractures. In addition to that, the patient received a course of ultrasound-guided Longidase® injections into spastic
lower limb muscles a week following botulinum toxin therapy. Muscle echogenicity was assessed using ultrasound
examination. Spasticity in the upper and lower extremities was detected in more than one joint. Patient’s score
on the Modified Ashworth Scale was 3 for the lower limb. Longidase® injections significantly increased the range
of motion in the ankle joint and ensured smooth sliding of muscle groups during physical exercises. Longidase® therapy
was considered because of the need for surgery, while parents wanted to try alternative treatment strategies to postpone
surgery.

Thus, botulinum toxin therapy followed by intramuscular Longidase® injections reduced rigidity of spastic muscles
and increased the amplitude of passive and active movements in the ankle joint, as demonstrated by goniometry
and ultrasound, as well as changes in the perimysium and endomysium.

Keywords: cerebral palsy, spasticity, muscle rigidity, botulinum toxin therapy, Longidase®, range of motion, rehabilitation,
alternative to surgery
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Herckuit nepedpanbhbiili napanuyd (JILIT) seiasercs LIEHHOCTH, BILJIOTh IO MHBAJIMAN3ALIMM, B pa3BUTHIX CTpaHaX

OIHOI 13 HanboJiee pacpPOCTPaHEHHBIX IPUYMH IBUTa- [22]. ITo manHbIM auTepaTypbl, JLIT nuarHoctupyercst
TeJIbHBIX PaCCTPOMCTB B JETCKOM BO3pacTe M HauboJee cyacroToli oT 1,5 10 4 ciydaeB Ha 1 ThIC. JKUBOPOXKICHUIA [2,
pacnpoCTpaHeHHON MPUYMHON (PU3NUECKO HEeMOJIHO- 19, 21, 23]. B Mupe HacuMThIBaeTCS OKOJIO 17 MJTH YeJIOBeK,
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KUBYIIMX ¢ HiepeOpaabHbM napaaudoM (LIIT), 80 % Gomb-
Hoeix LIIT noxusator 1o 60 et [4]. LI Ob11 BITlepBbie MIECH-
TU(ULMPOBAH KakK oTaebHOe 3a0oeBaHue B 1800-x romax
Onaromapst paboTaM aHIVIMKMCKOTO XMpypra-oproreaa
Yunbsima JINTTIa, ONMMCBHIBABIIETO BTOPUYHBIE TedopMa-
LIMY OITOPHO-IBUTATEILHOTO ariapaTa, BO3HUKAIOIINE
B pe3yjbTraTe aHOMaJIbHBIX poaoB [12, 13]. Yunbsam JIutta
MmepBbIM omucag B 1860 I. cITacTMYECKYIO AUTIIETHIO.
B 1990-x rogax onpeaenenue JLIIT 3Bydano Kak «rpymra
HE MPOIrPECCUPYIOIINX, HO YaCTO U3MEHSIOIINXCS CUH-
JIPOMOB JBUTATEIbHbBIX HAPYILIEHU, BTOPUYHBIX IO OTHO-
IIEHUIO K MOPaXKEHUSIM I aHOMAJIUSIM TOJIOBHOTO MO3-
ra, BO3HUKAIOIIMM Ha pPaHHMUX CTaAUSIX Pa3BUTHSI»
(o6o6mmaromas hopMypoBka) [16].

Knaccudukanuss nBurateJbHbIX HapylIeHUN Tpu
JIIT nctopryeck OCHOBBIBAJACh Ha OMUCAHUU Hapy-
IIEHUI IBMKEHUI U TT03bI, a TAKXKE BBIPAXKEHHBIX KOH-
TpakTyp KOHeuHocTeil. HapyimeHnue yHKIIMU MBIIIIBI
M3-3a CIIACTUYHOCTU MPUBOAUT K OTPAHUYEHMIO TTOIBIIK-
HOCTH, HapyllIeHUIO0 OajaHca TYJIOBUINA, OTPaHUYCHUIO
MOABUKHOCTH B TOPaXKeHHBIX KOHEYHOCTSX. Bo Bcex co-
KPaTUTEIbHBIX 3JIEMEHTAX MBIIIICUHBIX TKAaHEH MPUCYTCT-
BYeT aKTOMMO3WHOBBII XeMOMEXaHUYECKUIl KOMIUICKC.
CoKpaTuTeabHY10 (YHKIIUIO CKEIETHO-MBIIIEYHOM TKaHU
KOHTPOJIMpPYET HepBHasi cucteMa. [lomepedHornoiocareie
MBILILIBI UMEIOT O0JIBII0E TTPEICTaBUTEIbCTBO B OPraHMU3-
Me (600 CKeJIeTHBIX MBIIIII, YTO COCTaBJIsAeT oKojio 40 %
Macchl Tena). [Iydku MBIIIEYHBIX BOJIOKOH OKPYXKEHBI
KOJUTATeHOBBIMU BOJIOKHAMM Y COETMHUTEIbHOI TKaHbIO.
Ha xoHI1e MBIIIIIBI KOJUIAreHOBBIC BOJIOKHA U COCIUHM-
TeJibHasl TKaHb 00Pa3yloT CyXoxKuIus (puc. 1).

ITo cnocoOy oTBeTa Ha BO30YXIarolIe HEPBHBIE UM~
ITYJIbCHI CKEJIETHBIC MOMEePEYHOITOIOCAThIC MBIIIIIBI T10-

Puc. 1. Cmpoenue ckeaemroii moiuiybl

Fig. 1. Structure of the skeletal muscle
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JIpa3aesisTioT Ha TOHMYeCKKe U (ha3Hble BOJIOKHA. ToHUYeC-
KH€ BOJIOKHA MMEIOT MHOXECTBEHHYI0O MHHEPBAIIUIO,
T.€. Ha OJTHOM BOJIOKHE I10 BCEM €T0 JJIMHE Paciojiaraior-
Cs1 HECKOJIBKO CMHAIICOB HEPBHBIX TepMUHaIeii. Kaxablii
HWMITYJIbC TIPUBOIUT K OCBOOOXIECHUIO alleTHJIXOJMHA.
ToHMYecKHUE BOJIOKHA YYACTBYIOT B COXpaHEHUH TTO3HI.

CUrHaJloM K OCTaHOBKE COKpaIlleHWsI CKEJIETHOM
MBIIIIIIBI CIY>KUT MPeKpalleHUe BhIACICHUS alleTUIXOJI1 -
Ha, TIPOUCXOoasIee MOCIe BBEACHUS OOTYIMHUIECKOTO
HeliporiporerHa. [IpekpaliieHre HepBHOTO MMITYJIbCa 03-
HavaeT ycTpaHeHWe CUTHAJIA K BHICBOOOXKIEHMIO KaJIbIIHSI.
Bce, uTo cHMXaeT KoHueHTpauuio Ca2t 1 aneHo3UHTpHU-
¢ocdara, OyneT ocnabasaTh MbIIIEUHOE COKpalleHue. J1o-
IO COXpaHSIOIIeeCs COKPAIEHNE PE3KO MEHSIET CTPYKTY-
Py MBIIIEYHOTO BOJOKHA W COCIVMHUTEIbHON TKaHU.
HMMeHHO 3TOT BOIpOC BCTaj MPHU peadWIMTaluu psaa
MalMeHTOB II0C/Ie MPOBEACHMS Tepauy IperapaTaMu
OOTYJIMHUYECKOIO TOKCUHA TUIa A.

VY mnagenues ¢ AT noctukeHne nBUraTeIbHbIX OpH-
E€HTUPOB 3aJIePKMBAETCs, a 00IIMEe IBKCHUS, CJIO)KHOCTh
U BapuaTUBHOCTh CHUXeHHI [18]. K 15-MecsiuHOMY BO3-
pacty y neteit ¢ AT MenuanbHble MKPOHOXHBIE MBIIIILIBI
yK€ YMEHBIIIEHBI B pa3Mepe 110 CPAaBHEHMIO CO CBEPCTHH-
KaMu, ¥ 3TOT (hakT 6oJjiee OUEBUACH Y TeX AeTell, KOTOphIC
HavMeHee MOABMXHBI [9]. DTo cHUXeHue pocTa U3-3a
MEHBbIIIEH ITMPUHBI MBIIIEYHBIX BOJIOKOH IIPEAINOJaracr,
YTO paHHUE TUIUYHbIE YPOBHU HEPBHOU U (hHU3MIECKOI
AKTMBHOCTHM MMEIOT pellalollee 3HaYeHUEe JUIsI HOpMaJib-
HOTO pocTa MbIILL y neTeit. [1o Mepe B3pocieHus pebeHKa
¢ JALIT mpoucxomnuT JajabHelilee CHUXKEHUE POCTa Mbl-
IIEYHOT'0 BOJIOKHA TTOPaXKEHHOM KOHEYHOCTH, YTO IPHBO-
JIUT K €€ YKOPOUEHUIO 1 OCJIa0JIEHUIO, CHIDKEHUIO TIepe-
HOCUMOCTU (PU3MYECKMX HArpy3oK M TMOBBIIICHUIO

AkTUH / Actin

Muo3un / Myosin

N

apKomep [ Sarcomere

w —Z-nnacuKa / -plate

Muodubpunna / Myofibril
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yroMjsieMocT [17]. DT 0cOOEHHOCTU AOMOJHSIIOT HEBPO-
Jjornyeckue HapymeHus mpu LIT, KoTopble BKIOYAIOT
TUIIEPTOHMIO, TUTIEPKUHE3BI M HAPYIIIEHUE TBUTATESIbHO-
1o KoHTpoJiA [8, 11]. O0beM ABMKEHUI B CyCTaBaX U MbILLI-
11aX CO BpeMEHEM MOXKET CTAaHOBUThCS Bce 60siee orpaHu-
YEHHBIM, YTO CIIOCOOCTBYET Pa3BUTHUIO BTOPUYHBIX
MBIIIEYHBIX ¥ CYCTaBHBIX KOHTPAKTYP, TPUBOISAIINX K 60-
JIEBOMY CUHIPOMY, ITOIBEIBUXaM Ta300eIPEHHBIX CYCTaBOB,
neopMalMy TOJICHOCTOITHBIX CYCTaBOB U CKOJMO3Y [8].
M3MeHeHHas (hyHKIIMsI OTIOPHO-IBUTATEIBHOTO amnmapara
CTAaHOBUTCSI OYEBUIHOM B paHHEM BO3pacTe M, KaK IpaBu-
JIO, CO BpEMEHEM YXYAIIAeTCsl, OKa3blBasi 3HAYUTEIbHOE
BJIMSIHYE Ha XXM3Hb M aKTUBHOCTB pebeHKa. Pojib pacTymimx
MBI ¥ COSAUHUTEIbHOTKAHHBIX CTPYKTYD (TIEpUMU3US
W SHIOMU3US) HEAOCTAaTOYHO M3ydeHa. BiusiHue cToikoit
CITACTMYHOCTH CKEJICTHON MYCKYJIATyphl Ha TaTOJOTUIO
OINOPHO-ABUTATEILHOI CUCTEMBI y3Ke TOKa3aHO MHOTOYM -
CJICHHBIMU UcclenoBaHusIMU. CHUXKEHUE 3JIaCTUYHOCTH
mbli pu JLIT cBsa3aHO ¢ HapyllleHHMeM HepBHOM cuc-
TEMbI M UBMEHEHHEM POCTa MBIIIIEYHOTO BOJIOKHA, CBS304-
HOTO afmnapara 1 Kocteil. Bo3MOXXHOCTH yJIbTpa3ByKOBOM
HaBUTALIUM TO3BOJIVJIM CPAaBHUTh U3MEHEHMS B CIIACTHY -
HOW M 310pOBOI MbIIIIe. ONTUMU3AIUS CHUXKESHUST MBI -
IEYHOM CITACTUYHOCTHU TOCTUTAETCSI BBEACHUEM Mpera-
paToB OOTYJMHUYECKOro TOKCHMHa Tuia A. OmHako
MpOBeIcHHAs Tepanus 00Ty IMHUIECKUM TOKCUHOM, CHU-
Kasi CIaCTUYHOCTb, HE pelllaeT BOIPOC 3JIACTUYHOCTH
MBIIIIBI ¥ TAPMOHU3AIUN CKOJIbXEHUST MBIIIILL IS YIIyd -
meHus ABvkKeHus. [1py CHYDKEHUU CTacTUYHOCTY TOCTIe
MPOBeICHMST OOTYJIMHOTEPAIIMU HE IIPOMCXOIUT U3MEHE-
HUS IUIOTHOCTU THaJlypOHaHa MexXny (daciuaibHBIMU
IMaKeTaMU MBIIIEYHBIX CTPYKTYP. JJOOMTHCS U3MEHEHUS
BSI3KOCTU MeXAy (haciiMaJbHBIMUA MAaKeTaMU MBIIIIEYHBIX
CTPYKTYP BO3MOXHO IyTeM MpUMEHeHMs Ipenapara JIoH-
runaza® (6osruanypoHnaasa asokcumep (bovhyaluronidasum
azoximerum); XMMHYECKOe HaMEHOBaHMe: KOHBIOTaT r'Ma-
JIypOHUIA3bl ¢ conoauMepoM N-okcuaa 1,4-3TuaeHmnurie-
pasuHa u (N-KapOokcumeTun)-1,4-3TuaeHnunepasuHui
opoMuaa). KomouHaiust 2 mpenapaTroB, UCIOJb3yeMbIX
B oIpezieieHHbIe CpoKH, y aeTeii ¢ JLLIT ¢ BeipaskeHHBIMU
KOHTPAKTypaMM MOXET CTaTh pellIeHUEeM ITPOOIeMbI B -
raTeJbHbIX PaCCTPOMCTB.

KnuHuyeckum cnyyait

Ilo0 nawum Habarodenuem naxodunracy nayuenmra JI.,
7 nem, ¢ duaenosom: <AL, cnacmuueckuii ecemunapes ciesa,
GMFCS 11. Dxsunosapycnas degpopmayus cmonwt cresa». Ilpu
RAABNAUUL MbIULL, OMMEHANUCH YEEAUMEHHAS MBEEPOOCHb UKPO-
HOMCHOU Mbllybl (KAK 1amMepanbHoeo, mak u MeouaibHo20 ny4-
K08) U pe3koe yMeHblUleHIe JAACMUMHOCIU dadice nocie 66ede-
HuUs npenapama 6omyauru4eckoeo moxcurna muna A. Jlecouyum
DPazmMepa u apxXumeKnypbl Mblull, HUNCHEL KOHEYHOCMU.

B ceoeil pabome mol pyKkoeodcmeoganuce MeOUyUHCKOL
susyanuzayuell 043 U3yHeHus paauduil 8 pasmepax u apxu-
mekmype Uccae008aHHOl Mblilbl 00 GOMYAUHOMEPAnUU
u nocne uee. Ileped kaxcovim smanom eeedenus npenapa-
ma Jloneuoasa® (uepes onpedenennvie unmepeanv epemenis)
U nocae Heeo Npo8oOUAOCH YAbMPA38YK0B0e UCCAe008AHUE.
TIpu nomowiu yrempa3zeykoeoeo uccaedosanus 6viaa oyeHeHa
9X02eHHOCMb MblULY: HAOA0AAUCH SUNEPIXOLCHHAS UCYUep-
YEHHOCHb MbLUEHHOI MKAHU, MHOMCECMEeHHble UOPO3HbLe
BKAIOYEHUSl, HEOOHOPOOHOCMb MKAHU M. gaSIroCnemius
medialis u lateralis. Cnacmuunocms 6 epxXHUX U HUMICHUX
KoHeuHocmsax Habarodasace 6oaee wem ¢ 1 cycmase. Ilo mo-
ducpuyuposannoil wxasre Suweopma (Modified Ashworth
Scale, MAS) ouenka >3 6ainr06 ommeuaracv 8 HudjCHell
Koneunocmu u <1b — 6 eepxneii KoneuHocmu. Amnaumyda
deudicenUs 8 CYCMAasax OUEHUBANACH C NOMOULbIO 20HUO-
Mempuu (moviavHoe ceubanue 6 20AeHOCMONHOM CYycmage
cocmasasino 95°). Jloza npenapama b6omyauHu4ecKo2o mok-
CUHA COOMBEMCMBOBANA CPEOHEl ePAHULE B03PACMHOU HOP-
Mbl, @ 003a Jloneudazer® cocmasanna 3000 ME na 1 unsex-
yuoHHyio ceccuro, npenapam eoccmanossen 0,9 % NaCl,
Komopulii pachpedensincs 6 mMeoudsbHblil U AaMepaibHblil
HNYHOK MbLULLbL.

Kaunuuecku 3nauyumuvix Hedcesamenvhovix 3gghexmoa,
CBA3AHHBIX C 86e0eHUeM npenapamos, He Habadarocs. Co-
npomueaeHue NACCUBHBIM 0BUNCCHUSIM OUEHUBANOC KAUHU-
uecku ¢ nomouypbio MAS.

Ilocae npogedennoii ceccuu Gomyaunomepanuu 6 Moliu-
Ybl HUMNCHell KOHeuHocmu (m. gastrocnemius) uepe3 Hedenio
Y nayueHmKu ommeuanacs ouHamuxka no MAS' c nonusce-
Huem b6anna c 3 0o 2, no 0aHHbIM 20HUOMEMPUU AMUAUMY -
da moiabHO20 ceUubanUsL 8 20A1€HOCIMONHOM CYyCmase yeeau-
yunacs ¢ 95° do 90°, no danHbIM YALMPA38YK08020
uccaedosanus usmeHeHuil He evisieneno. Ilayuenmre 6oina
euinoanena 1-a ceccus esedenus npenapama Joneudaza®
6 m. gastrocnemius nod KOHMPOAEeM YAbMPA38YK0BOL HA -
sueayuu. Yepes nedenro ommeuanace dunamuxa no MAS
¢ uzmeHenuem 6aina ¢ 2 0o 1b, no dannvim eoHuomempuu
amMnaumyo0a molabHo2o ceubanus 6 201eHOCMONHOM CYyCma-
e yeeauuunacy ¢ §0° do 70°, no daHHbIM YA6MPA38YK0OBOI
BU3YAAUAUUU OMMEUANUCL YMEHbUIeHUE 2UNePIXOSEHHO-
Cmu MKaHu, yMeHblleHue KOHUeHmpayuu @uopo3HbixX
eKaroYenull 6 moiuiye (puc. 2, 3).

Yepes nedearo nocae 1-ii ceccuu nayuenmie bviaa 6bi-
noauena 2-s ceccus egedenus npenapama Jloneuoaza®. Ye-
pe3 Hedenio nocae 2-ii ceccuu ommeuanacs ounamurxa no MAS
¢ usmenenuem oasna c 1b do la, no danHvimM 2o0HUOMEeMPUU
AMAAUMYOQ MbLALHO20 CeUOAHUSL 8 20A€HOCIONHOM CYCMABe
yeeauuuaacw ¢ 70° 0o 67°, no danHbIM YAbMpa3eyKoeoli eu-
3YaAu3ayuU MaKice Ommeuanacs MeHOeHUUs K CHUNCEHUIO
2UNEPIX02EHHOCMU MKAHEel U YMEHbUICHUIO KOHUEHMPAUUU
@PuUOPO3HBIX BKAOHEHUT 8 M. ZaSTroOCnemius.

63



s KJWUHWYECKWE HABNKWAEHWA | CLINICAL CASES

64

wsss' IIETCKOM CHILD 3
HEBPOAOI'MM | NEUROLOGY

Puc. 2. llayuenmra JI., 7 rem. Juaenos: «Jlemckuit yepebpanvhwiii napasut, cnacmuyeckuii eemunapes caeéa, GMFSC I1. Dxeunosapycnas degpopmayus
cmon». ITonoxcumenvras OuHaMuKa npu KoHmMpone ¢ ROMOubIo 20HuoMempuu: cocmosnue do (10.07.2024) u nocae (27.07.2024) ssedenus Jlonzudazoi®

Fig. 2. A 7-year-old girl diagnosed with cerebral palsy and lefi-sided spastic hemiparesis, GMFSC I1, equinovarus foot. Positive dynamics detected using
goniometry: before (10.07.2024) and after (27.07.2024) Longidase® injections

Puc. 3. Vismpaseykosas suzyarusayus mviuy onenu, cocmosanue 00 (10.07.2024) u nocae (27.07.2024) ésedenus Joneuoazs®
Fig. 3. Ultrasound visualization of shin muscles before (10.07.2024) and afier (27.07.2024) Longidase® injections
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HeTckuii iepedpaibHbIi apadd MPeICTaBIsIeT Co-
001 IpyIIly HEBPOJOIMYECKUX PACCTPOUMCTB, KOTOPHIC
BJIMSTIOT Ha IBVKCHUE, OCAHKY M KOOPAMHAIINIO. DTO BbI3-
BaHO MOBPEXICHMEM Pa3BUBAIOIIETOCs MO3ra, OOBIYHO 110
WM BO BPEeMsI POXICHUSI, KOTOPOE BJIUSIET HA KOHTPOJIb
HaJl MBIIIIIAMH U BBI3bIBACT IMTOXU3HEHHYIO (DPM3UIECKYIO
W MHTEJUICKTYaIbHYIO MHBAJIMIHOCTD (IT0 TaHHbIM Haryo-
HaJIbHOTO WHCTUTYTa HEBPOJOTUYECKUX PACCTPONCTB
u uHcynsra). [pu AT HaGmoaaeTcst maToorus Mbliliey-
HBIX CTPYKTYP C U3BMEHEHUEM TI0 JUIMHE U TOJIIIUHE, YTO
CHIDKAET MBILIEYHYIO 2JJaCTUYHOCTh U aKTUBHOCTB. Jluc-
KyTaOeIbHBIM OCTAeTCsT BOITPOC, SIBJISIETCS JIM YMEHBIIICHHE
KOJIMYECTBA M pa3Mepa MBIIICUHBIX BOJIOKOH Pe3YJIETATOM
rpoiiecca aTpoduM WM CIIAaCTUMHOCTU. TakKe B MBIIIICY-
HBIX My4YKaX, MOABEPKEHHBIX CIACTUYHOCTU, OTMEYAeTCs
YTOJIIICHUE TIEPUMM3US M SHIOMU3USI, YTO HEOTHOKPATHO
OIMCHIBAJIOCH B JINTEPATYPe KaK MOBBIIIICHHAS NCYSPUYCH-
HOCTb MBIIIIEYHOM TKaHU U YIUIOTHEHUE (DacIiuaabHOTO
MaKeTa IpH YJIBTPa3ByKOBOM MCCiIeqoBaHUM MbIIiL. [Tpu
seeneHuu 3000 ME Jlonrnnassl® B onpeneneHHbIE CPOKU
MBI 3apEeruCTPUPOBAIN YBEINICHHUE TOIIIMHBI MBIIIIIBI
U U3MEHEHHE MCYCPUYCHHOCTH MBIIIEYHOTO BOJIOKHA
(yToHblIeHUe 3HIoMM3us ). ClenoBaTeIbHO, MOXKHO Mpe/I-
roJjiaraTh, 4TO IPaBUJILHO IPOBEIECHHAs peaObWIMTALIS
BKJIIOYAeT HECKOJILKO 3TaIlOB:

* BBEJCHME Npernaparta 00Ty IMHUYECKOro TOKCMHA TUTIa A
JUTSI CHYDKEHUSI CITACTUYHOCTY MBIIIILT,

« sBegeHre JloHrnaass® ¢ Lesblo UBMEHEHUS CKOJIb-
JKEHUST MBI, YBEJIMYEHUST 00beMa MBIILIEYHOTO BO-
JIOKHA ¥ CO3IaHMST BO3MOXKHOCTEM JUIS POCTA MBbIILIEY-
HOTO BOJIOKHa.

AJleKBaTHO IpOBeACHHAs Tepanus BaxkHa ISl pacTy-
IIETO AETCKOTO OpraHu3Ma U KOCTHBIX CTPYKTYp, Ha KO-
TOpPBIE CEPhE3HBIM 00pPa30M BO3ICHCTBYET CITACTUYHOCTh
U TYTOIOABMXKHOCTb. BO3MOXHO, 00bSICHEHUE COCTOUT
B TOM, YTO 3KCKYpCHsI ITydKa OrpaHruYeHa 60J1ee XXEeCTKUM
BHEKJIECTOYHBIM MaTpuKcoM [20], a orpaHUYeHNE ABVKEHUS
CKOJILXEHUS TIPEIIATCTBYET IIPOIOJIEHOMY U ITOIIEPEYHOMY
pocty Mbli. MMeloTcst yoenuTeabHbIe OKa3aTeIbCTBa
Toro, uto poct Mbimi npu JLIT HapyuiaeTcs kak npu
MPOIOJILHOM (IIOC/IEIOBATEIbHOE NO0aBICHIE CAPKOMEPOB)
[20], Tak 1 pu MonepeyHoM pocTe (yBeandeHue pusno-
JIOTUYECKOM TUIOLIAIN MonepeyHoro ceueHus (physiological
cross sectional area, PCSA)).

3mopoBasi pereHepalys MBIIIL 1 peEMOASIMPOBaHIE
BO3MOXKHBI OJIarofapst B3auMOJSHCTBUSM MEXIY CTBOJIO-
BBIMU KJIETKaMU 1 (pubOpodIacTaMu U CBSI3aHHOM ¢ HUMU
CKopocThlo Tipoiudepaunu [14]. HeknetrouHast sHIOMU--
3uabHasl COENMHUTEIbHAS TKAaHb OKPYKAeT MbILICYHBIC
CTPYKTYPHI 1 CO3IaeTCsI M BOCCTaHABIMBaeTCsT (hrOpobia-
CTaMM, KOTOpbIe CTUMYJIMPYIOT BbIpaOOTKY KoJiareHa [12].
B MbIIIax nogkogeHHOro cyxoxunaus y nereit ¢ JLITT
(B MCCIIeMOBaHUSIX) OBUIO OMPENEIEHO YBEIMIEHHOE KO-
YeCTBO KoJulareHa I Tvmna v JaMuHUHA MEXTY BOJIOKHAMM,

3

YTO yKa3bIBaeT Ha U30BITOK COeIMHUTENbHOI TKaHU [20].
YpoBeHb HaKOIJIEeHUsI KoJijlareHa B oOpasliax ouorncuu
mbin y geteit ¢ JILIT noctoBepHO KoppeanpoBal ¢ 6aj-
JioMm 1o MAS [3], uTo yKa3bIBaeT Ha CBSI3b MEXIY U30bI-
TOYHOI COeMUHUTEIBHON TKaHbIO U KOHTPAKTypaMM IpU
JLII. Dro enie pa3 moareepxxaaeT BaXKHOCTb TPUMEHEHUS
JloHrnnasel® 114 yiaydieHus WM ONTUMU3ALUKA BOCCTa-
HOBJICHUSI MBIIILI C IEPBOHAYaTIbHOM CTpYyKTypoit. UMeHHO
npuMeHenue JIonrunasel® cozmaeT MexaHU3M 0OGpaTHOI
CBsI3M 151 oOecrieueHus paspelieHus ¢pudposa [24]. Koroa
MeXaHU3MbI 00PAaTHOM CBSI3W HApYIIEHBI WY CITACTUYHOCTh
BOBpEMs HE KyI1pyeTcsl 00Ty TMHUYECKUM HeMpOoIIpoTen-
HOM, U30BITOYHOE OTJIOXKEHME KoJllareHa (hubpobdaactaMu
MPUBOIUT K 00pa30oBaHUIO pyOIIOBOI TKAHU U ITOTEepe Co-
KpaTUTeJIbHOM (YHKIIMU B 3TOi 0baacTu [6].

BBeneHue npenapara 60Ty TMHUYECKOTO TOKCHHA TU-
na A NMpUBOAUT K CHUKEHUIO CHACTUYHOCTU MBIIIIIBI,
HO TIOJTHOCThIO HE BOCCTaHaBJIMBaeT (DYHKIIMOHAJIbHbIE
BO3MOXHOCTU pedeHKa. CienyeT yuuTbIBaTh, YTO XUMHO-
JIeHepBallMs MBI, BbI3BaHHAsI OOTYJTMHUYECKUM TOKCH-
HOM THIIa A, CBSI3aHa TOJIbKO C KYyIMMPOBAaHWEM CIIaCTUIHO-
CTU U IPUBOIUT K YMEHBIIIEHUIO XXECTKOCTH, HO HE BIIUSIET
Ha (GpUOPO3HbIE UBMEHEHUSI B MBILLIEYHOM TKAHU, AUCIIOKA-
LIMI0 U 00bEM MBIIIILIBI, & 3TO, B CBOIO OYepellb, CHIDKAET
BOCCTaHOBUTEIbHBIE BO3MOXHOCTU MBIIICUHBIX TPYII.
Heiictaue Jlonrnnassl®, B cBOIO ouepe/b, IPUMBOLUT K MU-
HUMAaJIbHO MTHBa3UBHOMY METOIY ITACCUBHOI'O PACTSKEHUS
MBIIIEYHON TKaHU U ee 31acTUYHOCTU. [IpuMeHeHue op-
TEe3UPOBAHUA T0CIE ITPOBEAEHMS MHbeKLMi JlIoHTaa3e®
yJIy4diIaeT BO3MOXHOCTH HOIIIEHUST aKTUBHBIX M TACCUBHBIX
opre3oB. He cienyeT 3a0bIBaTh, YTO AJIUTEIBHOE UCIIONb-
30BaHUE OPTE30B FOJICHOCTOITHOTO CyCTaBa MOXET Mpeno-
TBPATUTb YXyAIIEHUE KOHTPAKTYPhl, OAHAKO MOXKET U IIPH-
BECTH K YMEHBIIICHUIO MBIIIEYHOTO 00beMa U PE3KOMY
YXYALIEHUIO 001Lel 6roMexaHuKu apvxkeHus [10].

PeabunutalinioHHbIe MEPONIPUSITHS Y Hallel maleH-
TKM BKJIIOYAJTIM CUJIOBBIE TPEHUPOBKU, YIIPaKHEHUS Ha
MOJBMXKHOCTD U yy4llleHUe (GyHKIIMOHATbHBIX BO3MOX-
HOCTEMN.

ITpu ALIT B ckeneTHBIX MbIIILAX HAOJI0AaeTCS P
NeUIIMTOB: YMEHbIIEHUE 00beMa MBIIIIbI, JTUHbI ITy4-
KOB, YIUIMHEHWE CYXOXWINM, ycuneHue hrudpo3HOTo 13-
MEHEHUSI UKPOHOXHOM MBIIILIbI, & TAKXE YBEIUYEHUE
BSI3KOCTH MEXMBIIICYHBIX ITakeTOB. UHbeKIIMY penapa-
ta Jlonrnnasza® ysesmunBaoT 06beM MBILIEYHOTO BOJIOK-
Ha U JUTMHY MYYKOB, CHIKAIOT BI3KOCTb MEXMBIIIEUHbIX
MMaKeTOB U MOBBIIIAOT 3JJACTUYHOCTh TKAHMU.

JeTckuii 1iepeOpabHbIN Mapaiiy SBISIETCS CI0KHbBIM
U LIMKJINYECKUM 3a00JIeBaHUEM C TTIOpaXkeHUEM HEpBHOM
CHUCTEMBbI, KOTOPOE BbI3bIBaET Mocjeaytoire 3pdeKThl co
CTOPOHBI OIIOPHO-IBUTAaTEILHOIO afmapaTa, KOCTHO-MbI-
IIEYHON CTPYKTYPhI U B3aUMOJEUCTBUS UX MEXIY COOOM,
a TaKKe C ECTECTBEHHBIMU MPOLIECCAMU POCTA. YTBEPKIEH-
HbBI poToKOoa peadbunuTtanuu aereit ¢ LI mpu paznuy-
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HBIX MHOTOYPOBHEBBIX U3MEHEHUSIX MBIIII U CYCTaBOB
TpebyeT 6osiee TITyOOKOTo MCCIeNOBaHUS TSI U3YYSHMUS
MeXaHM3MOB (pOPO3UPOBAHUS MBIIIIEYHOM TKAHU, a TaK-
>X€ MOMCKa HOBBIX METOAOB JICUCHUS Y 3TUX MAllUeHTOB,
B 0COOEHHOCTH TaKMMMU IIpenaparamu, Kak Jlonrngasa®.

Kak yxxe ymoMuHaaoch BbIIIE, CIACTUYHOCTh Pa3BH-
BaeTCs M3-3a IMTOBPEXICHUSI LIEHTPAJIbHOM HEPBHO CHUC-
TEMBbI 1 UMEET T0Ka3aTeJIbHBII METOJ JISYSCHUSI MUHBEKIIM -
SIMA OOTYJIMHUYECKOro TOKCMHA. OQHAKO BBISIBICHHBIC
BO3MOXHOCTH Ipenapara Jlonrugaza® n1sa 60psObl co
BTOPUYHBIMU M3MEHEHUSIMU B MBIIIICYHBIX TKAHIX, 9HI0-
MM3UH, TIEPUMM3NUM, COSTUHUTEIBHOM TKAaH! PE3KO Me-
HSIIOT BO3MOKHOCTH IBVDKEHMS M 37IaCTUYHOCTH MBIIIICY-
HbIX TKaHeil y mauueHToB ¢ JIIIT, ocobeHHO 3TO
KacaeTcsl MallMeHTOB JeTCKOrO BO3pacTa.

B MupoBoii IuTepaType aKTUBHO OOCYXKIAeTCsI TUIIO-
Te3a ruarypoHaHa. HakoruieHue n 6nodusnyeckoe usme-
HEHUE TMaJypoHaHa — BhICOKOMOJIEKYJIIPHOTO TJIMKO3a-
muHornukaHa (I'K), KoTopbiii OOBIYHO BBITTOJHSET POJIb
CMa3KH BO BHEKJIETOYHOM MaTPUKCE MBIIIIL — CITOCOOCT-
BYET Pa3BUTHIO MBIIIIEYHON PUTHIHOCTH M ITPOTPECCUPO-
BaHUIO (pMOPO3a U MBIIIIEYHON KOHTPAKTYphI [7].
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O noteHuManbHOM poru Jlonruaassl® B ciacTMaHOCTH
MOXHO CYIUTb IO pe3yabTaTaM UCCIeI0BaHMS, TPOIEMOH-
CTPHPOBAHHOTO B JAHHOM KJIMHUYEeCKOM ciydae. Juddy-
3ust JJonrnpasel® B KarcyIbHOM ITPOCTPAHCTBE YIIyYILMIIA
00beM MBIIIIEYHOM TKaHU U ee pacTskeHue. M30bITouHoe
kosm4yecTBo 'K B MBIIIIEUHOM BepeTeHe M BOKPYT HEPBHbIX
OKOHYAHUI B MEPUMU3UU MOXET BIUSITh Ha pedekTop-
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