s IETCKOM 2
HEBPOAOT MM

DO https://doi.org/10.17650/2073-8803-2026-21-2-103-114 () BY 4.0

[pakTYecKue acneKTbl NpoBeaeHuUs
UHTpaLepeOpOBEHTPUKYNAPHDBIX MH(Y3UI
LlepannoHassbl anbga y NaumeHToB C HeMPOHANbHbIM
LLepouAaHbIM NIMNOPYCLUHO30M 2-r0 TUMNA

C.B. Muxaiinosa!, B.C. Jlo6anosa® 3, JI.A. Pemukos!, I1.B. Jlo6ankun?

Poccuiickasa demckas kaunueckas boavhuya — guauasr @TAOY BO «Poccuiickuii HAUUOHAAbHbLI UCCACO06aMENbCKUTL
meduyunckuil ynusepcumem um. H. U. ITupoeosa» Mun3zdpasa Poccuu; Poccus, 119571 Mockea, Jlenunckuii npocnexkm, 117;
2I'BY3 «Mopo3sosckas demckas 20podckas Kaunuueckas 6oavruya Jenapmamenma 30pasooxparenus 2. Mockeww; Poccus,

119049 Mockea, 4-i lo6peinunckuii nepeyaok, 1/9;

3000 «Hncmumym demckoii Heeponoeuu u snunencuu um. Cesmumens Jyku»; Poccus, 108842 Mockea, Tpouux, ya. Haeopras, 5, 8;

KOHTaKThI:

CBemnaHa ButanbeBHa Muxaitnosa svetychvital@mail.ru

HeitpoHanbHblit LepouaHbiil aunodycunHos 2-ro Tuna (HLJ12) — pepkoe ayTocoMHO-peLieccuBHOe HelipoaereHepaTuBHoe
3aboneBaHue, CBA3aHHOE C MyTauMaMK B reHe TPP1, NpUBOAAWMMY K CHUKEHUIO AW NOJHON NOTEpe aKTUBHOCTU NU30-
comHoro depmeHTa Tpunentugunnentupasbl-1. Knaccuueckas dopma HUJI2, kak npaBuno, maHudectupyer B Bo3pacte
0T 2 10 4 neT. C Te4eHneM BpeMeHU HabM0AaI0TCA BbICTPOE W NPEACKA3YEMO TAXKEN0e NPOrpecCcUpoBaHUE UHTENNEKTYaNb-
HbIX, ABUTraTeNbHbIX HAPYLEHW, NOTePA OCTPOTHI 3PEHUS, yyalleHWe INUNeNTUYECKUX NPUCTYNOB, PE3UCTEHTHBIX K aHTH-
anunenTuyeckom Tepanuu. Mpu ectecTBeHHOM TedeHUn knaccuyeckas opma HLJ12 npuBoguT K TAXKEN0M MHBaNMAN3aLum
K 6-7 rofam u netajbHOMY UCXOAY B CpeAHeM Ha 10-M rofy xu3Hu. B HacToswee Bpems Tonbko ans HLUJ12 paspaboTtaHa
natoreHeTuyeckas GpepMeHTO3amMecTuTebHas Tepanus — npenapar LepaunoHasa ansta. B Poccum getn ¢ HU2 obecne-
YMBalOTCA LepaunoHason anbta 3a cuet cpencts «Kpyra fobpay — rocynapcTBeHHOro hoHAa NOLAEPKKN AeTell C Tsxe-
JIbIMU KU3HEYTPOXKAIOWUMU U XPOHUYECKUMU 3a60NEBAHUAMM, B TOM YnCie peakuMu (opdaHHbIMU) 3a60S1€BaHNAMU.
lpenapar uepanMnoHasa anbda He MOXET NPeoAoNeBaTh reMaTo3HLehanyeckuint 6apbep U foMKeH BBOAUTLCA HENOCPES-
CTBEHHO B CTMHHOMO3rOBYI0 XUAKOCTb NyTEM UHTpaLepebpoBeHTpukynsapHoi (ULB) uHtby3un yepes xupypruyecku um-
NNAHTUPOBAHHbIA pe3epByap W BEHTPUKYNAPHbIA KaTeTep. NHGbEKUMOHHbIE OCNOXHEHWUA MOTYT NPUBECTU K NPOMYCKY
MUB-nHdy3uni, 4TO, B CBOK 0YEPEfb, MOXKET HEraTMBHO NOBAUATL HA 3 (HEKTUBHOCTL ePMEHTO3aMeCTUTeNbHOM Tepanuu.
[ins CHUXKEHUA puCcKa pa3BUTUA UHGDEKLMOHHBIX OCIOXHEHUI HE06XOAMMO CTPOrO COBNIOAATL NPaBUIa aCENTUKM Ha 3Ta-
ne NOAroTOBKM NauueHTa, Bo Bpema npoeegeHuna ULIB-undy3nm n nocne Hee.

[laHHble npakTUyeckue pekomeHpauum no nposegeHuto LB-nHby3umn depmeHTo3amecTUTeNbHOM TEpanun y NaLUeHToB
¢ HU/12 pa3paboTaHbl fs BHEAPEHUA B KNMHUYECKYIO MPAKTUKY Mep, HanpaBieHHbIX Ha MUHUMU3ALMIO pUCKa UHGEKLM-
OHHbIX OCNOXHEHUN U noBpexaeHuit yctponcts ana ULB-uHby3uii.

KnioueBble cnoBa: uHTpaLepeGpOBEHTPUKYNAPHAA UHPY3UA, HENPOHANbHBIA LEPOUAHBIA TMNohYCLUHO3 2-r0 TUMA, pe-
3epsyap OMMaiis, yCTPOMCTBO AN LIEHTPANbHOMO BEHO3HOrO focTyna, uma y6epa, uepaunoHasa anbda, MHGEKLUoHHOoe
OC/IOXHeHue
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Practical aspects of intracerebroventricular infusions of cerliponase alfa in patients
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Neuronal ceroid lipofuscinosis type 2 (CLN2 disease) is a rare, autosomal recessive neurodegenerative disorder caused
by mutations in the TPP1 gene, which lead to a decrease or complete loss of lysosomal tripeptidyl peptidase 1 enzyme
activity. The classic form of CLN2 disease typically manifests between the ages of 2 and 4 years. Qver time, there is a rapid
and predictably severe progression of intellectual and motor deficits, loss of visual acuity, and an increased frequency
of epileptic seizures refractory to antiepileptic therapy. In its natural course, the classic form of CLN2 disease leads
to severe disability by 6-7 years of age and death on average during the 10t year of life. Currently, pathogenetic enzyme
replacement therapy has been developed only for CLN2 disease, utilizing the drug cerliponase alfa. In Russia, children
with CLN2 disease are provided with cerliponase alfa through funding from the “Circle of Kindness”, a state fund
supporting children with severe life-threatening and chronic diseases, including rare (orphan) conditions.

Cerliponase alfa cannot cross the blood-brain barrier and must be administered directly into the cerebrospinal fluid via
intracerebroventricular (ICV) infusion through a surgically implanted reservoir and ventricular catheter. Infectious
complications can result in missed ICV infusions, which, in turn, may adversely affect the efficacy of enzyme replacement
therapy. To reduce the risk of infectious complications, strict adherence to aseptic rules is essential during patient
preparation, as well as during and after the ICV infusion.

These practical guidelines for performing ICV infusions of enzyme replacement therapy in patients with CLN2 disease
have been developed to implement measures in clinical practice aimed at minimizing the risk of infectious complications
and damage to ICV infusion devices.

Keywords: intracerebroventricular infusion, neuronal ceroid lipofuscinosis type 2, 0Ommaya reservoir, central venous
access device, Huber needle, cerliponase alfa, infectious complication
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HetipoHanbHbIi LEPOMAHBIN JTUTTOGYCLMHO3 2-TO TH-
na (HLJI2) — Tsxenast, HempepbIBHO MpOrpeccupyoiiast
JIN30COMHasT 00JIe3Hh HAKOIUICHUSI C ayTOCOMHO-pPEeIeC-
CHBHBIM THIIOM HacyiefoBaHus. [laToreHHbIe BapuaHThI
B reHe TPPI nipuBoOAsIT K HEAOCTATOUHON aKTUBHOCTU
JIN30COMHOTO (hepMEHTa TPUICHTUIVIIIICIITUAA3BI- 1 1 13-
OBITOYHOMY HaKOITICHUIO JINTTO(MYCLIMHITOMOOHOTO 1IepO-
HMIHOTO JUIToNurMeHTa. ITpogorkaronieecs: HAKOILIEHKE
cyOcTpara B KJIETKax, B TOM YMCJIe TOJIOBHOTO MO3Ia M CeT-
YyaTKH IJ1a3a, HapylaeT uX (pyHKIIUIO M B UTOre IIPUBOIUT
K HeOOpaTUMBIM CTPYKTYPHBIM U3MEHEHUSIM TKaHE! 1 TU -
6enu 6onbHoOro. Knaccuueckast popma HIJI2, kak mpa-
BUJIO, MaHUGeCTUpYeT B Bo3pacTe oT 2 1o 4 jeT. C Teue-
HUEM BpeMeHU HaOJII0AaTCsl ObICTPOE 1 MpencKa3yeMo
TSIKEJI0€ TPOrpeCCUpPOBaHKE MHTE/UIEKTYaIbHBIX, IBUTA-
TEJIbHBIX HapyILIEHUI, IIOTePsST OCTPOTHI 3pEHMSI, yIallleHUE
SMWICNITUYECKUX IIPUCTYIIOB, PE3UCTECHTHBIX K aHTUATIH -
JlenTryeckoit Tepanuu. [1pu ecTecCTBEHHOM TEUSHUU KJlac-
cudeckast opma HILJI2 npuBoauT K TSKEI0H MHBATUAM -
3alMu K 6—7 rogaM M JICTAIbHOMY MCXOAY B CpEIHEM
Ha 10-M romy xusnu [12—14, 16, 22]. B HacTos111ee BpeMs
M3 BCEX HEMPOHAJIbHBIX LEPOUIHBIX JIUITO(PYCIIMHO30B
toabko masi HIIJI2 pa3paboraHa u 3aperucTpupoBaHa
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YIpaBiieHHMEM T10 CAaHUTapHOMY Haa30py 3a KaueCTBOM
nuiIeBbIX MpoaykKToB U MeaukaMeHToB CIIA (Food and
Drug Administration, FDA) u EBponeiickum areHTCTBOM
nmo JekapcTBeHHBIM cpeacTBaM (European Medicines
Agency, EMA) natoreHeTnueckast (hepMeHTO3aMeCTUTE b~
Has Tepanus — mpernapart LiepauIioHas3a aibda [8, 9, 21].
B Poccun netu ¢ HIIJI2 oGecnieunBaloTcsl mpemnapaToM
LiepannoHasa ajabga 3a cuet cpeactB «Kpyra goopa» —
rOCyIapCTBEeHHOTO (hOHIA MOIIECPXKKHU AETEM C TSDKETBIMU
SKU3HEYTPOKAIOIIMMU ¥ XPOHMYECKUMU 3a00JIeBaHUSIMHA,
B TOM UYHKCJIe peIKUMU (opdaHHBIMK) 3a00JeBaHUSIMU [3].

ITo maHHBIM PETPOCIIEKTUBHOTO aHAIN3a POCCUIICKOM
nonyasiuuu nanreHTon ¢ HIJI2 (n = 50), matoreHeTnye-
cKast (hepMEHTO3aMEeCTUTENIbHASI TepaITisl AEMOHCTPUPYET
3aMmesieHue yTpaTsl pyHkuui y aereit ¢ HLJI2, ocobeHHo
Mpu paHHeM ee Hayvase [1].

LepnumnoHasa anbga siBasieTcsi peKOMOMHAHTHOM (pop-
Moi1 uesoBeueckoit Tpunentuauinentuaasbi-1 (rhTPP1)
[8, 9]. Ilpemapat uepaumnoHasa ajabda He MOXET MPeoIo-
JIeBaTh reMaTosHIehaTnuecKuii 6apbep 1 JOJDKEH BBOIUTh-
Cs1 HETIOCPEICTBEHHO B CIIMHHOMO3TOBYIO XXMIKOCTb ITyTeM
uHTpauepedpoBeHTpUKyIspHoii (MIIB) undysuu yepes
XMPYPTrU4eCKN UMIUIAHTUPOBAHHBIN pe3epByap ¥ BEHTPHU-
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KyJsapHbIii katetep [8, 9, 17]. B kauecTBe ycTpoiicTBa
nnst ML B-BBegeHUs1 1eKapCTBEHHBIX CPEACTB YacTO MC-
nmoJib3yercs pesepyap Ommaiist (puc. 1) [4].

AHaJI13 MEXIyHapOIHOTO OIbITa ITOKA3bIBACT IpPEH-
MylecTBa nposeneHuss ML B-uHpy3uii ¢ ucroab3oBaHuU-
€M YCTPOMCTBA IJIsi HEHTPAJILHOTO BEHO3HOTO JO0CTYNA
(central venous access device, CVAD) y mauueHTOB
¢ HIJI2 (puc. 2, 3). Ucnonb3zoBanue CVAD y naliueHTOB
¢ HIIJI2 moxeT ObITH O0Jiee MpearnoYTUTEIbHBIM 110 CpaB-
HEHUIO ¢ pe3epByapoM OMMaiis B CBSI3U ¢ 0oJiee IPOCTOM
TEXHUKOM BBEIEHMsI TIperapara, yBeJIMICHHBIM [IEPUOIOM
HCITOJIb30BAHUS ITOPT-CUCTEMbBI, CHYDKEHUEM TTOTPEOHOCTH
B ceJallMy ITallMEHTOB M MOTCHUMAJIbHBIM CHUXXKCHUEM
YacTOThl pa3BUTHSI MHPEKLIMOHHBIX OCJIOXHEHU [5, 11,
15]. I1pu BeIOOpPE YCTPOICTBA HEUPOXUPYPT JOKEH JOHE-
CTU MPEUMYIIECTBA U HEMOCTATKU 000UX METOIOB XUPYP-
TMYECKOro TOCTYIA 10 3aKOHHOTO TIPEACTaBUTENIST peOCH -
Ka, KOTOPHIi PUMET pellicHre 00 yCTAaHOBKE pe3epByapa
Owmmaiig unu CVAD [2].

Puc. 1. Buewnuii 6ud pesepeyapa Ommaiis u 6eHMpUKYASPHO20 Ka-
memepa. Pomo uz apxuea Poccutickoii demckoil Kaunu4eckoi 6016~
HUYbL

Fig. 1. Appearance of the Ommaya reservoir and ventricular catheter. Photo
from the archives of the Russian Children’s Clinical Hospital

Puc. 2. Brewnuii 6uo ycmpoiicmea 045 UeHmMpaibHo2o 6eHO3H020
docmyna. @omo u3z apxuea Poccuiickoii demckoii KauHuveckoui
001bHUYbL

Fig. 2. Appearance of central venous access device. Photo from the archives
of the Russian Children’s Clinical Hospital

Puc. 3. Buewnuii 6uo nayuenma c HelipoHaAbHbIM YePOUOHbIM AU~
NOPYCUUHO30M 2-20 MUNA C YCIMAHOBAEHHBIM YCMPOUCMEOM 0A5 YeH-
mpanvHo2o 6eH03Ho20 docmyna. I1amble nocaeonepayuoHHble Cymiu.
Kooca nayuenma obpabomana 10 % pacmeopom hnogudown-iiooa.
Domo u3z apxuea Poccuiickoii demckoii kKaunuueckoi 60abHULb!

Fig. 3. Appearance of a patient with neuronal ceroid lipofuscinosis type 2 disease
with an implanted central venous access device. Fifth postoperative day. The
patients skin is treated with a 10 % povidone-iodine solution. Photo from
the archives of the Russian Children’s Clinical Hospital

Pe3sepByap Ommaiis. C 11e1bl0 ONTUMAIbLHOIO paciipe-
JIeJICHHS JIEKapCTBEHHOTO Iperapara B XKelIyI04KOBOM
CHCTEME TOJIOBHOTO MO3Ta ITPY UMILIAaHTAIlMK pe3epByapa
BaXXHO YCTAHOBUTb KOHYMK BEHTPMKYJISIPDHOIO KaTeTepa
B OOKOBOM KeJIyIouKe B 00JacTU OTBepcTUsi MOHpO.
7151 HOCTMKEHMST ONTUMAIbHOTO TOJIOKEHMST KaTeTepa
PEKOMEHYETCsl MCITOIb30BaHUE HEWPOHABUTALIMOHHOMN
CTaHLIMK JIUOO APYTUX YCTPOMCTB IUIsI KOHTPOJIUPYEMOM
MMILIaHTaLMU BEHTPUKYJIsIpHOTO Karerepa [23]. Pe3epBy-
ap HeOOXOIMMO 3aMEHUTh B CITydae pa3BUTHSI MHGMEKIUN
WJIA HEUCITPAaBHOCTH YCTPOMCTBA (HAIIpUMeEp, yTeUKH, 3a-
Kyrnopku). PesepByap MoxkeT ObITh 3aMeHEH mpoduiak-
TUYECKU TIPU UCTEYCHUU 4-JIETHETO TTePUOIa UCII0Ib30-
BaHMs (TpuMepHo 105 mpokonoB pesepByapa) [7, 9].

ITepedyenb pacxoaHbIX MATEPUAJIOB U IPUOOPOB, HEOO-
xoaumbIx 1js npoBeaenus VIIB-undgy3un nepiunoHassl
anbga. PekoMmeHmyeTcsl IOATOTOBUTS CIICAYIOIINIA MaTepral
JIJIS1 JTALL, y4acTBYIOLIMX B IipoBeneHun U1 B-undpy3uu:

* IIaITOYKU, MAacKH, 6aXWJjIbl M OTHOPA30BbIC CTEPUIIb-
HbIE XaJIaThl JJISI BCEX JIMII, YYACTBYIOIIMX B IIPOBEJIE-
HUM MHQPY3UM (Bpad, MeJCeCTpa U aCCUCTEHT). Baocro:
HeobX00UMO MUHUMUUPOBAMb HYUCAO AUY, HAXOOAUUXCS
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6 nomeueHuu, 8 komopom nposodumcs UIB-ungpysus,

C Yenvrd CHUMNICeHUS pUcKa pazeumus UHQeKUUOHHbIX

ocnodcHeruil y nayuenma ¢ HII2,

* 2 mapbl CTePUIbHBIX OTHOPA30BBIX ITEPUATOK JIJIsI Bpa-
ya u 1 mapy — 11 MEICECTPHI.

PexoMeHayeTcst IOATOTOBUTD CIICAYIOIINIA PACXOMHBII
Matepuai (puc. 4) u mpudOpbl, HEOOXOAMMBbIE IJIsI ITPOBE-
nenust U B-uHpy3uu LepaunoHassl aabgda:

* CTepWIbHYIO MEJICHKY ISl YKPBITHSI MAaHUITYJISILIUOH-
HOTO CTOJIMKA, Ha KOTOPOM ILTaHUPYeTCs packiaaKa
DPacXOIHBIX MaTEPUAJIOB;

* He MeHee 10 cTepUIbHBIX OOIBIINX MapJIeBbIX cajie-
TOK 4 X 6 CM JUIsI YKPBITHS MeCTa IPOKOJIa pe3epByapa
OMmMaiis;

* He MeHee 10 cTepuIbHBIX MapJeBbIX TAMIIOHOB LIS
00paboOTKM KOXHM B 00JIaCTU MPOEKLIMU pe3epByapa
OMmMaiis;

* | IMHMIO YIJTMHUTENbHYIO UHPY3UOHHYIO (dBHym 1,0—
1,5 MmMm; 150—206 cM, TOTMBHHUIXJIOPUI);

* PacXOIHBI MaTepual B 3aBUCMMOCTH OT crocoba
¢ukcauun uriabl [yoepa K Koxe TroJIoBbl MalMeHTa
BO BpeMsI UH(Y3UMU:

a) JefKoIIacTbIpb (PMKCUPYIOLLIMI PYJTOHHBIN Ha TKa-

HEBOII OCHOBE IIUPUHOI HE MEHee 5 CM;
0) 2 ymakoBKM CTepUJILHOTO OUHTA IMprHOMi 8—10 cM;
B) 3 camoKJIesirecs IJIaCThIPHbIE CTePUIbHBIE T10-
Bs13ku 10 X 8§ ¢cM M 2 yImaKOBKM KOT€3MBHOTO 3Jia-
CTUYHOTO (PMKCUPYIOLIErocst OMHTAa 1j11 (popMUpO-
BaHUS 1IaTIOYKH;

* 2 CTepUJIbHBIX OJHOPA30BBIX TPEXKOMITOHEHTHBIX
LIpUIIAa 00bEMOM He MeHee 2 MJI IIJIsI TPOBEPKM PO~
XOJIMMOCTM KaTeTepa 1 3abopa JMKBOpa M3 CHUCTe-

Puc. 4. llpumep packradku Ha MaAHURYASYUOHHOM CMOAUKE CHe-
PUABHBIX PACXOOHBIX MAMEPUAN08, HeoOX00UMbIX 045 NPOBEOeHUs
ungysuu. Pomo uz apxuea I'BY3 «Moposzosckas demckas eopoo-
CKaA KAUHU4eckKa: 60ﬂbHUua ﬂenapmaMeHma 30paeooxpaﬂeﬂuﬂ
2. Mockebvr»

Fig. 4. Example layout of sterile consumables required for infusion on
a procedure trolley. Photo from the archives of the Morozovskaya Children’s
City Clinical Hospital of the Moscow Healthcare Department
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2

Mol 1t UL B-uHpy3uu. Baoxcrno: 3a60p auxeopa u eco
nocaedyrwull anaius (nocee u onpedeneHue ypogHs
21I0K03bl, KoAuuecmea 0eika u Kaemok) HeobXooumo
npogodums neped KaxicobiM 68edeHueM UepAUnoOHAa3bl
anva;

1 puabTp ¢ HU3KUM YPOBHEM CBSI3bIBaHUS O€IKa ¢ AU~
ameTtpom nop 0,2 MKM. Badxcho: ghurvmp moxcem 6oimo
6CMpoeH 6 UHQY3UOHHYIO CUCEMY UAU NOCMABASMbCA
omdenvHo. Un@y3uonnbwlii purbmp HeodXo0umo noOKAH0-
Yums Kaxk MoJcHo bauice K uene Iybepa;

2 beckepHOBbBIe UTJIbI [yOepa, omHa U3 KOTOPbIX SIBSI-
etcs 3aracHoi. Vel [yoepa 22G m gymHOM 16—20 MM
MPUMEHSIOTCS ISl MyHKLMU pe3epByapa Ommaiis,
a uriasl [yoepa 22G u mvHOi 15 MM — 1JTSI TyHKLIUKU
CVAD. Bascho: das npokona pesepgyapa Ommaiis
unu CVAD Heobxodumo ucnoav3osams moavko beckep-
Hosyr ueny Iybepa, umobbl MUHUMU3UPOBAMb €20 NO-
epexcdeHue U obecneuums Hauayyuiee npuieeaHue
u Qhukcayuro uensvt 6 meverue UH@Y3UU;

2 CTEPUIbHBIX 3-KOMITOHEHTHBIX IITTPUIIA C KOHHEK-
TopoM Jl1ospa oobemom 10 viau 20 Mt (OOMH IITTPUILL
JUJIST LEPJIMITOHA3bl ajibtha U ONMH — JJIST ITPOMBIBOY-
HOTO pacTBopa). Baxcno: Heobxo0umo ucnoabzosamso
coemecmumble ¢ UHy30omamom (nep@y3opom) wnpuibi.
Kaxcowiii wnpuy neobxodumo noonucamo, Hanpumep
«bpuneiipa» u «IIpomvieounblii pacmeop»;
JIe3UH(GULIMPYIOLIYE PACTBOPLI IJIs1 00pabOTKU KOXKHU
rojioBbl atenTa (70 % cruproBoii pacteop, 10 % pac-
TBOp MOBUIOH-10a);

nporpaMMupyemMbiit uHPy3omat (nepdysop). Bacho:
ungyzomam (nepghysop) doaxcer 6vims npoepammupye-
MbiM, 4Umobbl nodasams npenapam ¢ NOCMOSHHOU CKO-
pocmoulo 2,5 Ma/u u npu Heobxo0uMocmu ymMeHbulams
ckopocmbo ungy3zuu. Ungyzomam donxicer umems QyHK -
YU MPEBONCHOU CUSHAAU3AYUY NPU NOBbIUUEHUU CONPO-
mueneHus: @ UHQY3UOHHOIL cucmeme.

CxemaTnyeckoe n300pakeHre KOMIIOHEHTOB CUCTEMBbI
st UL B-ungy3um npuBeaeHo Ha puc. 5.

Bce onHOpa3oBbIe CTEPUIBLHO YITAKOBAaHHBIE PACXOI-
HbIE MaTepHUaIbl JOJKHBI OBITh pa3MelleHbl Ha OTAEIbHOM
MaHUITYJISIIMOHHOM CTOJIMKE, MOKPHITOM CTEpUJIbLHOM
nejeHKoi. MenuuuMHCKasl cecTpa paclakKoOBbIBaeT CTe-
PUJIbHBIE PAaCXOAHbIE MaTeprasibl HEITOCPEACTBEHHO Tepen
MyHKI1IMei pe3epByapa OMMaiisi, CTporo cobsoaas mpa-
BUWJIA aCENITUKU.

Pexomenaamum no noaroroske Kk UIIB-undy3un. Yarie
BCEro KOMaHja, yJyacTBylolllasi B MyHKIIUH, COCTOUT U3
3 y4yaCTHUKOB: Bpaya, MPOBOJAIIEr0 MHDY3UIO, Mpolie-
JIyPHOU MeNcecTphbl M aCCUCTEHTA.

3agauu Bpaya, npoBosmero nHgysumo: oleHKa CoCTo-
STHMST M1 00paboTKa MecTa MyHKIIMU, ITYHKIIMS pe3epByapa,
¢ukcauus BBeneHHo# uribl [ydepa, ee MoakI0YeHHUE
K MHDY3MOHHON cuUCcTeMe U B3sITHE aHaau3a JUMKBOpa
C KOHTPOJIEM €r0 CBOOOTHOTO MOCTYIUICHUS B IIITPUIL.
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DunbTp C HU3KMM YPOBHEM (BA3bIBaHUA benka ¢ AuameTpom nop 0,2 Mkm /
Low protein binding filter with 0.2 ym pore diameter

JuHuA yanuHuTenbHas MHy3uonHan / Infusion extension line

TonbKo AnA UHTpaLiepebpoBeHTPUKYNAPHON Hdy3un /
For intracerebroventricular infusion only

Wndy3omart (nepysop) / Infusion pump (perfusor)

Wrna ly6epa / Huber needle
Pe3epsyap Ommaiia /
Ommaya reservoir

BeHTpuKynapHbiit katetep /
Ventricular catheter

Puc. 5. Cxemamuueckoe uzobpajiceHue KOMNOHEHMO8 cucmembl 045 UHMpayepedposeHmpuKyAapHoll ungysuu [8]

Fig. 5. Schematic illustration of the components of the intracerebroventricular infusion system [§]

3anaum MeJcecTpbI: MOATOTOBKA CTOJMKA C PACXOIHbBI-
MU MaTepuajaMu, MOATrOoTOBKa Mpernapara lepjinuioHasa
anbda ¥ MPOMBIBOYHOTO PACTBOpPa K MH(DY3UU (pazMopo3-
Ka (py1akoHOB, HAOOP LIEPAUTIOHA3HI alb(ha U TPOMBIBOY-
HOTO pacTBOpa B LITMPHUIIBI), ACCUCTUPOBaHUE Bpauy (Ha-
JieBaHUE xajara, 00paboTKa PyK, OTKPHITHE U HaJieBaHUE
repyaTok, IMojavya aHTUCENTUKOB, cOOpKa CUCTEMBI
it uHdy3un). MeacecTpa ocMaTpuBaeT pa3MOPOKEHHbIE
(bnakoHbI ¢ LIePAUTTOHA30I aTb(ha ¥ C TPOMBIBOYHBIM pac-
TBOPOM C 1IEJIbIO BBISIBJIEHUS] TTOCTOPOHHUX BKJIIOUEHU
WM U3MEHEHMSI 1IBETa COAEPKMMOT0, KOHTPOJIUPYET MO~
HYI0 Pa3MOPO3KY COAEPXKUMOTO (PIaKOHOB.

Baoicro: ne ucnoav3yiime pacmeopbl 6 cayuae usmMeHeHus:
UxX ygema uau 0OHAPYICeHUs CO0ePICAHUS MeXAHUUeCKUX
eKarouenuil [8].

Jo3bl penapara HepaunoHasa aibda, mpuMeHsieMbie
B 3aBMCUMOCTM OT BO3pacTa MalMeHTa, MPUBEIEHBI
B TaOI. 1.

Ta6maua 1. Zloza u o6sem npenapama yepaunonasa arvga [ 8]
Table 1. Dose and volume of cerliponase alfa [8]

Age group

Total dose administered every 2 weeks, mg

B ponm accucTeHTa MOXET BBICTYIIaTh Bpay, Apyras
MezcecTpa WM 3aKOHHBII ITPeICTaBUTEb ITAlIMeHTA.

3anaum accucrenTa: (puKcalys nayeHTa, OTBICYCHKE
€ro BHUMaHUsI OT MHGY3UM (TaHHbBIE ACWCTBUS IIPOBOISIT-
cs ¢ LIEJbI0 CHIDKEHUs puUcKa cMellleHus uribl [yoepa,
BBeJCHHOM B pe3epByap OMMaiis).

HaxkanyHe nHdy3uu Bpady, KOTOPbIii OyIeT MPOBOAUTh
MWL B-uHby3uto, clieayeT pa3bsICHUTh 3aKOHHOMY TIpe/-
CTaBUTEJTIO TTALIMEHTA 11eJTb, 3TAITbI POLIEAYPhI, TPEOOBa-
HMS K TIOJTOTOBKE IMallMeHTa 1 IpaBUJjIa yXo/ia 3a HUM JI0,
B TedeHue u nociae ML B-ungysun. I1pu Bo3aMoxxHOCTH,
B paMKaxX ITOATOTOBKM ITallM€HTa U €ro 3aKOHHOIO
npencraButens kK nepsoit UIIB-uHdy3un cinenyer npu-
BJIeYb IICUXOJIOTa.

3a 1 neHb 10 uH(Y3UU, a UMEHHO HaKaHyHE Beyde-
poM Tiepen MH(DY3Uei, 110, OCYIIECTBIISIONIEE YXOI 3a
MaLKXEeHTOM, MOET MallUeHTY BOJIOCHI aHTHOAKTePUATbHBIM
IIaMITyHEM.

Volume of cerliponase alfa solution, mL

Ot poxzaeHus 1o <6 mec

From birth to <6 months L

Or 6 Mec 10 <1 roma

From 6 months to <1 year 150

200 (mepBbie 4 103bI)
Or 1 roma no <2 ner
From 1 year to <2 years 200 (first 4 doses)

300 (subsequent doses)

2 Toja U cTapiie
2 years and older

300

300 (Trocieayroniye T036l)

3,3

5

6,7 (mepBbIe 4 TO3BI)
10 (mociremyronye 10361)
6.7 (first 4 doses)

10 (subsequent doses)

10
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B nenb npoBenenus uHgy3nM 10, OCYIIECTBIISIONICE
YXO[I 3a MALIMEHTOM, BBITTOJIHSIET €My yaaJleHUue BOJIOC B 00-
Jlacty pesepByapa OMMaiis ¢ IOMOIIBIO KpeMa ISl SITH -
JISIIAW WJTW MAIIMHKY JUTSE CTPUIKKY BOJIOC.

Baoicro: npu yoanenuu 60a0c¢ ¢ noMouibio 6pument cyuje-
cmeyem puck no8pedNcOeHUst KOJcU 8 00AaChi pacnoN0NCeHUs.
pe3epeyapa, 4mo Moxicem nogbiCUMb PUCK PA3GUMUSL UHGDeK -
YUOHHBIX OCAONCHEHU.

JIu1io, ocylecTBIISIONIEe YXO/I 3a TTAllMEHTOM, BBIOPH-
BaeT BOJIOCHI B 30HE HAJl pe3epByapoM U Ha PacCTOSTHUM
MHMHUMYM 1 CM B MaMeTpe OT Hero (puc. 6), 3aTeM MOET
MaLKMEeHTY BOJIOCH aHTUOAKTepHAaIbHBIM IIIAMITYHEM. Yiia-
JIEHHE BOJIOC Mepen MH(pY3Meil UMeeT HECKOJIBKO ITPerMY-
mecTB: 1) cHUXXKeHUEe pucKa MH(PUUUPOBAHUS TKaHeu
B 00J1aCTU MPOKOJIa, TaK KaK 00padoTKa KOXU 0e3 BOJIOC
¢ eKTUBHEe; 2) TyUIInii 0030p 1 Naabalus MecTa Mpo-
KoJIa; 3) MpenoTBpalleHue CMEIEHHS UIJIbl, TTIOCKOJIbKY
UIJ1a Ha Koxe 0e3 Bojioc hukcupyeTcs HaaexHee [19].

Bpau ocmaTpuBaeT IalpeHTa 1 00J1acTh pa3MeIleHM
pe3epByapa OMMaiist 1j1s1 BBISIBJICHUSI IPU3HAKOB BOCIIA-
JIEHUST Y/ VJTA TTIOBPEXICHYSI, HEUCIIPABHOCTHU I1OPTa; U3-
MepsieT TeMIIepaTypy TeJla MalueHTa IS OLICHKY BO3MOX -
HOCTH IIPOBEICHUS MHDY3UM.

Baoicho: e credyem nposodums unghy3uro, ecau umerom-
¢l npU3HaKu nospexcoenus pesepsyapa Ommaiis uau paseu-
Mmus C8A3AHHOIL ¢ HUM UHpeKyUL.

Puc. 6. Buewnuii 6ud 201066 nayuenma nocie yoaneHust 040¢ 6 00-
aacmu pesepsyapa Ommaiis. Pomo uz apxuea Poccuiickoil demckoil
KAUHUYeCKOU 00AbHULbL

Fig. 6. Patient’s head appearance after hair removal over the Ommaya
reservoir area. Photo from the archives of the Russian Children’s Clinical
Hospital
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3a 1-2 4 no undy3ud MeauIIMHCKAs cecTpa AenaeT
peOEHKY LIAITOYKY 13 KOI€3MBHOTO 3JIACTUYHOIO (DMKCH-
pytoliero 6uHTa (puc. 7, 8) ¢ Liebio OTTpaHUYEHUS 00JIaCTH
pe3epByapa v NPEeNnsITCTBYS TSI TIOTTaIaHKsl BOJIOC (OIIIINO-
HayibHO). Ha 0671acThb pesepByapa yKiaapBaeTcst CTepUiIbHasK

Puc. 7. Buewnuii 6ud wanouxu u3 Ko2e3usHoeo 31acmuiHo2o Quk-
cupyroweeo OuHma, NO360AsI0Ulel OMePaAHUHUMb 001ACMb Pe3epey-
apa, npensimcme0sams NONAOAHUIO 8040C U YPUKCUPOBAMb 88e0eH-
uyio ueny Iybepa. @omo us apxusea I'bY3 «Mopozoeckas demckas
20podckas Kaunuveckas 6oavHuya Jlenapmamenma 30pagooxpare-
nus e. Mockewv

Fig. 7. Appearance of cohesive elastic conforming bandage cap used to isolate
the reservoir site, prevent hair contamination, and secure the inserted Huber
needle. Photo from the archives of the Morozovskaya Children’s City Clinical
Hospital of the Moscow Healthcare Department

Puc. 8. QR-x00 0as docmyna k eudeozanucu npoyecca opmupo-
BAHUS WANOYKU U3 K02E3UBHO20 INACIMUMHO0 (YUK CUpyroue2o 6unma

Fig. 8. OR code to access a video demonstration showing how fo create
cohesive elastic conforming bandage cap
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Puc. 9. Buewnuii 6ud noaHocmvio pazmoposceHHbIX GAAKOHO8
€ npenapamom yepaunoHasa anrbgha (PaaKoHsl ¢ 3eAeHol KpbiuKoii)
U C NPOMBIBOUHBIM PACMEOPOM ((PAAKOH C JCeAmOoll KpPbluKOLL).
Domo u3z apxuea Poccuiickoii demckoli KAuHU4ecKoil 60abHULbL

Fig. 9. Appearance of fully thawed vials of cerliponase alfa (green caps) and
flushing solution (yellow cap). Photo from the archives of the Russian
Children’s Clinical Hospital

cajderka ¢ Ma3bio moBuaoH-iona 10 %, cBepxy pa3me-
IaeTCs CTepuiIbHas cajdeTka M HaKJIeUBaeTCsT CTePUIIb-
HBII IJIACTBIPb, Kpast KOTOPOTro (PUKCUPYIOTCS K OMHTaM
1IaMOYKHU (OMUIMOHAJIBHO).

ITpumepHo 3a 60 MUH 10 MHQY3UU (DITAKOHBI C TIpe-
TapaToM LiepJuIioHa3a ajibta ((hTaKOHBI C 3eJIEHOI KPBIIII-
KOI1) U C MPOMBIBOUHBIM PacTBOPOM ((IaKOH ¢ XKeaToi
KPBIIIKOi1) HEOOXOAMMO BBIHYTh M3 KAPTOHHOI KOPOOKM
M pa3MOpO3UTh ITPY KOMHATHO# Temnieparype. He paszmo-
paxuBaiiTe U He HarpeBaiiTe (bJJaKOHBI JIOOBIM IPYTUM
cnocooom! [Mpemnapat LepaunoHasa ajabga 1 MpOMbIBOY-
HBII PacCTBOP JOJDKHBI OBITH ITOJTHOCTBIO Pa3MOPOXKEHBI
(puc. 9) u rcnoyib30BaHbl HeMeIeHHO [8]. PazMopaxku-
BaHUE (PIIAKOHOB MPKM KOMHATHOH TeMIIepaType MOXKET
MoTpedoBaTh OOJIbIIE BPEMEHM.

3a 1 4 10 nH(Y3UM JTU1I0, OCYILIECTBIISIONIEE YXO/I 3a Ia-
LIMEHTOM, MOXXET HAaHECTU KPEM C JTUIOKAaMHOM Ha KOXY
MalreHTa B 00JacTU MpoeKlUuu pesepByapa Ommaiis
JUTSL YMEHBIICHUST 00JIE3HEHHBIX OLIYILIEHUI ITPU ITPOKOJIe
KOXH.

3a 30—60 MuH 10 MHQY3UU TTALIMEHTY TTPOBOIST IIpe-
MeIUKAIMIO aHTUTUCTAMUHHBIM IpenapaToM B COUeTaHUM
C >KapOTOHIKAIOIIMMU CPEACTBAMU WU 03 HUX JUISI TTPO-
(bunakTMKU pa3BUTHS peakiuii TUIEPIyBCTBUTEIHLHOC-
1™ [8, 9].

Baxcro: peakyuu eunepuy8cmeumenbHOCMu OMMeHaIucs
¥ 63 % nayuernmos 6 so3pacme maaduie 3 aem no CpaGHeHUIO
¢ 47 % nayuenmos 6 sozpacme 3 nem u cmapuie [8]. [loamo-
MYy nauueHmos maaduie 3 nem peKkomeHOyIomcs npemedu-
Kayusi u 601ee muamenvbHulii MOHUMOPUHE.

YToOBI MPaBUIBHO OIIEHUTH JIMXOPAAKY WU CHIITh
KaK paHHUE CUMITOMBI aJlJIEPTUYeCKOi peakiuu, HeoO-
XOJIUM KJIMHUYECKUIM OCMOTp nepea nHoysueii [7].

2

Ha ocHoBaHMM aHaMHe3a JOMOJTHUTEIBHO MaIllUEHTY
MOTYT ITIOTPeOOBATHCS CeaTUBHBIE JIEKAPCTBEHHBIC CPEI-
CTBa, MPOTUBOPBOTHBIE Mpenaparsl [7].

B 3aBUCHMOCTH OT TSKECTH peaKIMii TUIIEPYyBCTBH -
TEJIbHOCTA MOXHO YMEHBIIUTh CKOPOCTh MHODY3UU
WM BpEMEHHO ITPEKPaTUTh BBEACHUE LIEPIUITOHA3BI aJlb-
da [7-9]. Eciu uHby3us npepBaHa M3-3a pa3BUTUS
peakIuy TUIePYYBCTBUTEILHOCTH, BO30OOHOBIISTD €€ He-
00XOIMMO CO CKOPOCTBIO, COCTABJISIIONICH ITOJIOBUHY CKO-
POCTH, IIPY KOTOPOii pa3BWIaCh PeaKIIUs TUIIEPYYBCTBH -
TeabHOCTH [8]. KpoMe Toro, B 3aBUCUMOCTH OT TSKECTHU
peaKIMy TUIIEPYyBCTBUTEIBHOCTU MOXKET IOTPEOOBAThCS
BBEICHUE aHTUTUCTAMUHHBIX IPENapaToB, aHTUITUPETH -
KOB U /WJIY TJIOKOKOPTUKOCTEpOouaIoB [9].

Baocro: Ha yemompenue epaua, neped ungy3uei na-
YueHmy 0OnOAHUMENbHO YCMAHABAUBAIOM Nepugepueckuil
6EHO3HbLIL Kamemep Ha nepuod NPoeedeHUst Nepebix 5 UH-
¢hy3uil 01 IKCMPEHH020 66e0eHUs N1eKaPCMBEHHbIX Cpedcms
8 cayuae pazgumus msiceaoll arnepeuyeckoil peaxyuu [19].
Ilpu Heobxodumocmu nepupepuueckuii 6eHO3HbLI Kamemep
ycmanasaueaemcsi Ha 0ojsee 0AuUmMeNbHblll nepuod me-
panuu.

Pexomennanuu no nposenenuto ML B-undy3uu. Pexo-
MEHIyeMbIil MTHTEPBaJl BPEeMEHU OT YCTAaHOBKU pe3epByapa
OwmMaiisg 1o nepBoit MHPY3UM LepJUIIoHa3sl anbda co-
crapisieT 5—7 nHei. DTo BpeMs HeOOXOAUMO JJIsT 3a3KUB-
JIEHUSI TIOC/IeONepallMOHHOM paHbl, YMEHBIIEHUST OTeKa
TKaHei 1 MUHUMM3aIU1 qucKoMdopTa nalueHTa Bo Bpe-
Ms uHgy3uu [7].

BBeneHnue urnnl [yoepa u moaxkiroYeHUEe CUCTEMBI
s U B-uHby3um ciieayeT NpoBOAUTh B OTAEIBHOM MO~
MeIIeHNH (B TIPOLICIYPHOM WIN MIEPEBI30YHOM KaOMHETE).
[IpenBapuTeabHO ClleAYeT MPOBECTU TEHEPATbHYIO YOOPKY
IOMEIIEHMSI, BKJIIoYasi Bce MmoBepxHocTH. Hermocpencr-
BEHHO Iepe/ MpoBeAeHUEM Mpolieaypsl (3a 12—24 4) BbI-
TOJTHsIETCS 00e33apakBaHKe (KBaplieBAaHUE) ITOMEIIIEHNS.
Bo BpeMsI ripolieypbl peKOMEHYeTCsT UCTIONb30BaTh 0aK-
TEPULIMIHBIN PELUPKYIISITOP. 3aTeM, IIPU HEOOXOAMMOCTH,
MaleHTa IepeBOasT B OTAEIbHYIO MajaTy KIMHUYECKOIo
OTJEJICHUS IJIST TPOBEACHUS MHDY3HUU.

IMepen BceMu naabHEUITMMM TTPUTOTOBJICHUSIMU IBE-
P ¥ OKHA B COOTBETCTBYIOILIEM MIOMEIIIEHUH CIIEAYET Jep-
>KaTh 3aKPBITBIMU, a YUCIIO JIVI] U VX TIEPEIBUKCHUE B T1O-
MEIIEHNN — OrpaHn4YuTh. He momyckaeTrcst mpucyTCTBHE
JIULL, He TTpMHUMaroinux yyactue B UL B-unby3uu, u auig
B VJIMYHOM ofexkae U 0e3 CMEHHOI O0YBH.

Bech niepcoHa 1 U110, OCyIIECTBIISIONICe YXOI 3a Ta-
LIMEHTOM, JIOJIDKHBI HOCUTh MacKM, IIATIOYKU U CTePUIIb-
HbIE XajaThl BO BpeMs Ipoleaypsl (puc. 10).

MaHUIyISIKMKY IPOBOIATCS 0e3 cealuy naleHTa.
ITpu HEOOXOAUMOCTH MOKHO OOCYIUTh UHAMBUIYATbHBIN
MPOTOKOJ cematnu. Ha ycMoTpeHue Bpaya, MyHKIIUIO pe-
3epByapa OMMaiisi MOXXHO BBITIOJIHATD B MOJIOXKEHUU T1a-
LIMEeHTA JIeXXa WIM CUIS.
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Puc. 10. Buewnuii 6uo épaua, meduyunckoii cecmpsl (a) u accucmenma (6), PUHUMAIOWUX YH4acmue 8 npogedeHul UHmpayepedpogeHm-
pukynaproi ungysuu. Pomo uz apxusa I'BY3 «Moposzoeckas demckas eopodckas Kaunuueckas boavHuya Jenapmamenma 30pagooxpa-
HeHus e. Mockeb»

Fig. 10. Appearance of a physician, nurse (a), and assistant (6) participating in intracerebroventricular infusion. Photo from the archives of the Morozovskaya

Children’s City Clinical Hospital of the Moscow Healthcare Department

ACCHCTEHT MOXXET ITOMOYb, OTBJIeKas pedeHKa BO Bpe-
Ms IIPOBENIEHUS ITyHKIIUM pe3epByapa (Hampumep, BKIIIO-
YUTh TAIKET WIN YUTaTh KHUTY — 3TO ITIOMOXET CBECTHU
K MMHUMYMY JIBUXeHUs pedeHka). [Tpu HeoOxomuMocTu
aCCHUCTEHT JOJIKEH YIepKUBaTh I'OJIOBY MallieHTa, YTOObI
MUHUMU3UPOBATH €€ NBUKECHUS.

MenuiMHCKasi CeCTpa, OCYIIECTBIISIIONIAs] IOATOTOBKY
pPaCcXOIHBIX MaTepUaJIOB, NOKHA MPOAE3UHGUIIMPOBATh
00€e pyKU 110 JIOKTS B TEUEHUE 5 MUH, KaK Iepel XUupypru-
YeCKUM BMeEIIAaTeJbCTBOM, a 3aTeM HaAeTh CTePMJIbHBIN
XUPYPrUYECKUI XanaT ¥ CTepUIbHBIC MepYaTKy, COOM0aast
MpaBuJia aceNTUKU. PacxomnHble MaTeprasibl B CTEPUIbHOMN
YIaKOBKE PacaKOBBIBAIOTCS HA MAHUMYJISIHUOHHOM CTO-
ke, CTOJIMK C pacXOIHBIM MaTepuaaoM IOKPBHIBAETCS
CTEpPUJIbHOI OQHOPA30BOI MEIECHKOM.

CTepuJibHBIN OJHOPA30BBIM ILIMPULl eMKOCThIO 10
wiu 20 MJ1 C paCTBOPOM LIepJIUIIOHA3kI ajibtha MOACOoeIU-
HSIOT K MUH(DY3MOHHON cucteMe ¢ (pUIbTPOM U MEIJIEHHO
3aITOJTHSIIOT CUCTEMY.

Bpau, BbINOTHSIONIMI TpoKoJ pe3epByapa OMMaiis,
JTOJDKEH TTPONe3MHMUIIMPOBATh 00€ PyKH 10 JIOKTS B TEUCHUE
5 MUH, KaK Iepe1 XMpypruyeckrM BMEIIaTeIbCTBOM, a 3aTeM
HaZeTh CTePWJIbHBIN XMPYPrUYECKUIA XaiaT U He MeHee 2 rap
CTepUJIbHBIX TIEpYaTOK, COOMI0Onast MpaBuia aCeNTUKU.

Baoicro: 2 napel cmepunvHbiX 00HOPA308bIX NePHAMOK
8pay Hadegaem cpasy.

Jis ne3uH@eKIUy KOXU MalueHTa B 00J1acTu Mpo-
eKLMM pe3epByapa OMMaiisl Bpay UCTOJb3YeT CTEPUIbHbBIE
MapJieBble TAMIIOHBI/calI(peTKN, CMOYEHHBIE B Ie3UH(U -
LIMPYIOILIEM PacTBOpE.

Jle3anHpekuuio MpoBoasiT B 2 3Tana:

110

1) TpexkpaTHO 00pabaThIBaIOT KOXKY rOJIOBBI B MECTE MPO-
eKIIMM pe3epByapa CTEPMIBHBIMU cajiheTKaMu, CMO-
yeHHbIMM 10 % pacTBOPOM IOBMIOH-10/a;

2) TpexKkpaTHO 00padaThIBaIOT KOXKY I'OJIOBBI B MECTE MPO-
eKIIUM pe3epByapa CTEPMIBHBIMU cajiheTKaMu, CMO-
yeHHbIMU 70 % crIpTOBBIM pacTBopoM. O61acTh IIPo-
eKIM pe3epByapa OMMalisi YKpBIBAlOT CTePUILHOM
candeTkoit, cMoueHHOI 70 % cITUPTOBBIM PACTBOPOM.
HeobGxonumo BbiAEpKaTh 2 MUH, YTOOBI 00ECIIEUYUTh
ONTUMAaIbHYI0 3¢ (GEKTUBHOCTD A€3UH(PULIMPYIOLIETO
CpEeICTBa.

O06yacTh MPOEKIIMU MOPTa YKPHIBAIOT CTEPUIIBHOMI
TMeJICHKOM, B KOTOPOI Hajl 00,1aCThI0 TIPOSKIIMU PE3EPBY-
apa OMMaiist HeOOXOAMMO CEJIaTh OTBEPCTUE.

ITocne ne3anHbeKIMKU KOXU TOJ0BHI MallMeHTa B 00-
JlacTH pe3epByapa OMMalist BEpXHIOIO TTapy MepYaToK CHH-
MaloT, co0JII01ast MpaBUJIa ACEIITHKM.

Bo BTopoit mape nepuatoxk Bpady BBOAUT uriy [yoepa
B pe3epByap OMMaiist Tak, YTOOBI KOHYMK WTJIBI HAXOIMJI-
cs B ycThe KaTeTepa (puc. 11).

Baocho: 3anpewaromes epaujamensiule U Ka4amenbHble
dsuxcenus uenoii npu npokoae. He npunaeaiime uzbvimoyroe
yeunue npu 66e0eHUl u2ivl 8 yCmove Kamemepa, mak Kax 603-
MOJICHO nospedcoerue pesepgyapa Ommaiis u 6eHMPUKY-
AsApHo20 Kamemepa. Pacnonoxcume ueny maxum o6pasom,
4moobl yonuHumenvras aunus ueasvt Iyoepa dvina Hanpaene-
Ha K 3aMblAKY nayuenma.

Ecau ne ydanocw eéecmu ueny Iybepa 6 ycmove éenmpu-
KYA5pHO20 Kamemepa, Heo0X00UumMo NOBMOPUMb 6ce SMAanbl
de3unpexyuy Kodcu 20408bl U 66ECMU HOBVIO CMEPUNbHYIO
ueny Iybepa.
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Puc. 11. [Ipasussroe nosoxcenue ueavt Iybepa: uena noanocmoto
6CMABACHA NEPREHOUKYASPHO pe3ep8yapy, OCHO8AHUE U2bl PACHO-
A0JHCEHO HA OOHOM YPOBHe ¢ Kodicell 20106bL nayuenma. Pomo u3 ap-
xuea Poccuiickoii demckoil kaunuueckoii 60AbHULbL

Fig. 11. Correct positioning of the Huber needle: the needle is fully inserted
perpendicular to the reservoir, with the needle base flush with the patient’s
scalp. Photo from the archives of the Russian Children’s Clinical Hospital

ITocne BBeneHus urisl [yoepa MmeacecTpa HaKpbIBaeT
€e CTepUJIbHOI MapjieBoii cageTKoi 1 HaaeKHO (PUKCH-
pyeT K KOXe ToJIOBbI MallMeHTa OJHUM U3 CIACAYIOIINX
CIOCO0O0B:

* C MIOMOIIBIO CAMOKJIESIIETOCs IMPOKOIO IJIAaCThIPs
(puc. 12);

* C MOMOIIIbIO OMHTA, HAYMHAs Typbl OMHTA cO JI0a, 3a-
TeM I10 HaIlpaBJIeHUIO K I1lee U 2 Typa OMHTa BOKPYT
nondopoaka;

* €CIM paHee MalueHTy (opMupoBaiach IIarioyka U3
KOT€3MBHOTI'0 JIACTUYHOTO (DUKCUPYIOILIETO OMHTA, UTTY
Iy6epa puKCUpPYIOT CBEpXy CaMOKIESIINMCS TIIacThl-
peM, Kpast KOTOPOTro 3aKperlIsioT Ha Ianouke (puc. 13).
Cpa3y nocie nyHKUIUM K urie [ydepa mpucoeIuHsoT

CTEePUJIbHBIN OTHOPA30BBIN IIMPUIL AT 3a00pa JTMKBOpa.
C nmoMonIbo NPUKPEIIEHHOI'O K UIJIe IIMPUIIa OCYIIeCTB-
JISIIOT 3a00p 2—3 MJI JIMKBOpa IJisl aHanu3a (IJ1s roceBa
Ha IUTaTeIbHbIX Cpenax v I onpeneeHUs ypOBHS IIII0-
KO3bI, KOJIMYeCTBa OejKa U KJIETOK) M OILIEHKM MTPOXOIU-
MOCTHU KaTeTepa.

Puc. 12. Qurcayus ueawt I'voepa, 6sedennoii 6 pezepsyap Ommaiis,
C NOMOULbIO CAMOKNCAULEC0CA NAACMbIPA. Domo uz apxuea Poccuii-
CKOUl 0emCKOi KAUHUYECKOU G0NbHULbL

Fig. 12. Securing the Huber needle inserted into the Ommaya reservor using
an adhesive plaster. Photo from the archives of the Russian Children’s Clinical
Hospital

Puc. 13. Qukcauus uenrvt [ybepa, e6edennoii 6 pezepeyap Ommaiis,
Y nayueHma, KOMopomy npeosapumenbHo PopMuUpPo8aIacs Wanou-
Ka u3 Koee3ugHozo anacmuuno2o guxcupyoweeo 6unma. ©omo
u3 apxuea I'bY3 «Mopo3oeckas demckas eopoockas KAuHu4ecKas
boavHuya Aenapmamenma 30pasooxpanenus 2. Mockewv»

Fig. 13. Securing the Huber needle inserted into the Ommaya reservoir
in a patient with a pre-formed cohesive elastic conforming bandage cap. Photo
from the archives of the Morozovskaya Children’s City Clinical Hospital
of the Moscow Healthcare Department
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Baxcno: 3anpewjaemcs 6600umo AUKEOP U3 WNPULA 00-
pamHo 6 pesepgyap Ommaiis [§].

JBrKeHuUe malyeHTa Bo BpeMsl MHGY3UU MOXET MpU-
BECTU K CMelIeHMIO UIJbl [y0oepa, naxke HECMOTps Ha ee
dukcaluio.

Basicno: npu noomeepcoeHuu cmeujeHus ueasi u3 Npoc-
8ema UHMPAGeHMPUKYAAPHO20 Kamemepa uHy3uro caedyem
HemeoneHHo npexpamums. Heobxooumo noemopums ece
amansl 0e3uHGeKyUU KOJCU 20/108bl U 6eCmU HOBYIO CHie-
puavHyro ueny Iyoepa.

3anojHa0T UHOY3MOHHYIO JIMHUIO PacTBOPOM IIpe-
Mapara 1epjunoHasa anabda. [IprcoenuHs0T nHGY3MOH-
HYI0 CUCTEMY K ymiuHuTeno urisl [yoepa. [Tomemaror
LITPUIL, COAePKaIIWiA LIepaUIIoHa3y ajibda, B MHDy30MaT
(nmepdy3op) 1 HaUMHAIOT BBOAMTH PAcTBOP MperapaTa
€O CKOPOCThIO 2,5 MJI/4.

Basicro: neped esedenuem npenapama Heodxo0umo y0o-
CMOBEPUMBCA, YMO 8Ce 3aNCUMbL, PA3MeUleHHble Ha UHQY3U-
OHHOIl AuHUU, omKpbimbl. He ésodume npenapam cmpyiino,
00110CHO Unu 8pyuHYH. Beedenue ocywecmansemcs moavko
npu nomowu ungy3omama (nepgysopa) [8, 9.

Bo Bpemst uHGpy3u1 HEOOXOIUMO TTPOBOIUTHL MOHU-
TOPUHT apTepUAIbHOTO AaBJIEHUsI, YACTOThI CepACYHBIX
COKpalIeHUI 1 JbIXaHUsI, TEMIIEPATyphl TeJla, caTypaluuu
U TIOSIBJIEHUSI CUMIITOMOB TTOBBIILIEHHOTO BHYTpUYEpeIl-
HOTO JaBjieHus (ToJIoBHasI 00JIb, TOIIIHOTA, PBOTA) KaXKIble
30—60 muH [7, 19]. Y naneHTOB ¢ OpaguKapaueit, Hapy-
LIEHUSIMU TTPOBOAMMOCTU WUJIU TOPOKaMU cepalia Heoo-
XOJMMO ITPOBOIUTH 3JIEKTPOKapaArOorpadruIeckoe MOHU-
TOpUpOBaHUE BO BpeMs MHDy3uu [8].

MeaununHcKast cectpa Kaxabie 30—60 MUH OCyIIecTB-
JISIET KOHTPOJIb COCTOSIHUS MallMeHTa U CKOPOCTU UHDY-
31U, MPOBEpsIeT NH(MY3UOHHYIO CUCTEMY Ha MPU3HAKU
MPOTEYKU WIM HapyllIeHUs MoJauyu mpernapara.

ITocne 3aBepieHus MHGbY3UM Ipernapara LHepaumno-
Ha3za anbda yoeauTech, UTO IIMPULL B MH(GY30MaTe ITyCT.

OcraBiuiicsl B MH(pY3MOHHOM ccTeMe 00beM LIepIu-
MoHa3bl aTbda HEOOXOAUMO BBECTU C TIOMOILIBIO ITPOMBI-
BOYHOTIO pacTBopa ((hJIaKOH € XKeJTOM KPBIIIKO), BXOIAS-
1LIEro B COCTaB YIIaKOBKM Mpemnapara [8, 9].

ITpoMBbIBOYHBII pacTBOP HEOOXOIUMO BBOIUTE CO CKO-
pocthio 2,5 M /4 [8].

Cpagy 1ocJie OKOHYaHUSI UHDY3UU LePIUITOHA3bI ajTb-
¢a urny [yoepa ynansitot, MecTo IIpoKoJia KOXU B 00J1aCTU
pesepByapa OMMalisi HAKpbIBalOT CTePUJIBHOIN MapsieBoi
candeTkoi, cMoueHHoi1 10 % pacTBOpOM MOBMIOH-MO/A,
U (PUKCUPYIOT CTEPUIbHBIM MapJeBbIM OMHTOM Ha 24 4.

Ha cnenyromee yrpo MecTo MyHKIMU OCMaTPUBAIOT,
HaKpbIBAIOT HOBOW CTEPMIBHOM MapjeBoil candeTkoit
U (PUKCUPYIOT MapJieBbIM OMHTOM ellie Ha 24 4.

QR-kon nis goctyna K Buaeosanucu ML B-undy3unu
yepe3 pesepByap OmMmaiisa y mauvenrta ¢ HIJI2 nmpusenen
Ha puc. 14.
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Puc. 14. QR-k00 015 docmyna k eudeozanucu npoyecca UHmpaye-
pebpogeHmpuKyaapHoil unghy3uu uepes pezepeyap Ommaiia y nayu-
eHma ¢ HelpoOHANbHBIM UepOUOHbIM AUNOPYCUUHO30M 2-20 MUNA.
Buoeo uz apxuea I'bY3 «Mopozosckas demckas eopoockas KAuHu-
yeckas boavHuya Jlenapmamenma 30pagooxpanenus e. Mockegoi»
Fig. 14. OR code to access a video recording of the intracerebroventricular
infusion process via an Ommaya reservoir in a patient with neuronal ceroid
lipofuscinosis type 2. Video from the archives of the Morozovskaya Children’s
City Clinical Hospital of the Moscow Healthcare Department

TakTHKA NpH NOJIOKUTEILHOM OCEBE JIMKBOpA. AHAIN3
JINKBOPA MPOBOJST Iepel Kaxaoil nHdysueit. OLeHKyY
pOCTa KOJIOHUI OaKTepUil BHIMIOJHSIOT HE MEHEe YeM Ye-
pe3 7 nueii [7, 10].

[Ipu noaTBepkaeHUM MHMEKIINU, aCCOLMUPOBAHHOM
¢ ycrpoiicteoM 115t UL B-nHgy3uu (mokasarenu JMKBopa:
uuTo3 >20/MM3? (20 KJIETOK/MKJI), YPOBEHD TIIIOKO3EI
<3 MMOJIb/J1, TIOBBIILIEHUE YPOBHSI OOIIIETO OeJiKa JIMKBOPa
1 TIOJIOXKUTEIBHBIN ITOCEB; OOIINI aHAIN3 KPOBU: JIEUKO-
LIUTO3, MOBBIIICHUE CKOPOCTU OCEIaHUsI IPUTPOLIUTOB
1 ypoBHs C-peakTMBHOIO OeJiKa, IMOBBIIICHNE TeMITepa-
TYpHI TeJia), HEOOXOAMMO YIAIMTh IOPT U HaYaTh COOT-
BETCTBYIOLLYIO aHTMOAKTEpUATbHYIO TepaIuio [2]. AHTU-
OMOTHMKOTEpAIusl, Kak MPaBUIO, IIPOBOIUTCS B TCUCHHE
10—14 nneit [19]. ITocne Kypca aHTUOAKTepUaTbHOI Te-
panuu HeoOXOIMMO ClIeNIaTh ITIEPEePhIB B IpYEMe aHTUOAK-
TepUaIbHBIX IIPENapaToB MPOIO/LKUTETbHOCTHIO MUHUMYM
2 ITHSI, TIOCJIE Y€TO OCYIIECTBIISIETCS 300D 1 ITOCTIC YOI
noceB JukBopa [7, 19]. Ha ycMoTpeHue Bpaya, 3a60p Ju-
KBOpa OCYIISCTBIISICTCS Yepe3 paHee chOpMUPOBAHHBIN
KaHaJI U1 BHYTPUKETYI0YKOBOIO KaTeTepa WK C IIOMO-
IO JTIOMOATbHOM IMyHKLMHK. [Tociie moaTBepKaeHUST 2711 -
MUHaLUUU UHGEKIUU (POCT KOJOHUIA OaKTepUil Ha ITUTa-
TEJbHOI cpelie OTCYTCTBYET B Te€UCHHE KaK MUHUMYM
7 mHei) TPOBOIUTCSI YCTAaHOBKA HOBOTO YCTPOMCTBA IS
MU B-unbys3um [19]. [Ipy 3TOM MHTpaBEeHTPUKYISIPHBIN
KaTeTep HeoOXOAMMO YCTAHOBUTH B HOBOI TOYKE C MPO-
TUBOIIOJIOXKHOM CTOPOHBI, TaK KaK B CTAPOM KaHaJIe MOXET
00pa3oBbIBaThCs OaKTepUaIbHAsI TUIEHKA, KOTOPast MOBHI-
LIaeT PUCK pa3BUTUSI MH(PEKIIMOHHBIX OCIOXHEHU [2].

Heob6xonuMo mpuHUMAaTh B3BEIICHHBIC PelICHUS
o ypajeHuto pesepByapa Ommaiist uau CVAD, oCHOBBI-
BasiCh Ha COYETaHMU KIMHUISCKUX CUMITTOMOB, XapaKTe-
PUCTUK BO30OYIUTENIsI, MOoKa3aTelieil TMKBOpa U KPOBU
nmauueHTa [2, 10, 19, 20].
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PexkoMennaium /i1 NANMEHTA U JIUNA, OCYHIECTBIISIOE-

T0 32 HUM YXO[l, B paHHMii nepuos nocJje uHgy3uu [19]:

* HE CHMMAaTh MOB3KY B 00;1aCTH MH(Y3UU B TeUCHUE
24 4 110C¢JIe BBIMUCKU U3 OOJILHUILHI,

* HE MBITb BOJIOCHI ITALIMCHTY B TeUeHUE 3 AHEH IMocie
UL B-uHdpy3uu;

* CJICIUTDH 3a MPU3HAKAMHU Pa3BUTHSI MH(MEKIIMOHHBIX
OCJIOXHEHMI 1 TIOBBIIIECHUSI BHYTPUYEPEITHOTO daB-
JIeHMs! (TaKMMU KaK, HallpuMep, OTeK KOXHU, U3JIUTUE
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