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PE3IOME

BBepgeHmne. CnvHanbHas MblweyHasa atpodusa (CMA) 5q Tuna — TaAxénoe HacneaCcTBeHHOE HEPBHO-MbilLeYHoe 3aboneBaHmne, OfHUM U3 ce-
PbE3HbIX MPOABNEHNI KOTOPOTO ABNAETCA pa3BMTME NPOrpeccupytowei abixatenbHo HegoctatouHocTm (JH). BBefeHre natoreHeTnyecKkoim
Tepanun NPUBOANT K YMEHbLUIEHMIO BbIPaXKEHHOCTY AblXaTeNbHbIX HapYLLEHWIA, YTO CHUXKAeT PUCK NeTallbHOro UCXofa 1 ABNAETCA OCHOBOMO-
narawLym 18 HOpManm3aLym TeMmrnos Gpr3MYecKoro PasBrUTWA U CTAHOBNIEHNA HOBbIX MOTOPHbIX HaBbIKOB y NaumeHTos ¢ CMA.

Llenb paboTbl — NpefCcTaBUTb B yCSIOBUAX PeasibHON KNMHUYECKON NPaKTUKIM OMbIT FeHO3aMeCTUTeNbHOW Tepanum npenapaTom OHacCeMHOreH
abenapeoBek y nauuerHToB ¢ CMA | Tuna u Taxénoi [IH B coueTaHUn ¢ XpOHNYECKOW BPOHXONErOUHON NH$EKLMEN, Bbi3BaHHOW HO30KOMU-
anbHOI NONMPE3NCTEHTHON MUKPOGIOPOIA.

MaTtepuanbi u metogpl. B uccnenosaHue BktoueHsl 5 naureHtos ¢ CMA | Tvina n IH 2 cteneHu, 0CIoXHEHHON XPOHNYECKON GPOHXONEroy-
HOI MHdeKUMeN, BKoYas BbICOKOPE3NCTEHTHYIO CYHErHOIHYI0 Nanouky. Bcem nauveHTam NpoBOAMAN KOMIEKCHOe KINHUKO-nabopaTop-
HOe U peHTreHosormyeckoe obcriefjoBaHne nepeq v B TeyeHne 2 ieT nocsie reHo3aMecTUTeNIbHON Tepanui npenapaTom oHaceMHoreH abe-
NapBOBEK AJ1A OL|EHKMN CTEMeHN BblPaXKeHHOCTU AbIXaTeNbHbIX HapyLLeHWiA. IPPeKTUBHOCTb Tepanun OLEHNBaIN C MOMOLLbIO LWKaslbl AETCKON
60nbHULBI Dunagenbdrm Ans ANarHOCTUKN ABUraTenbHbIX GyHKUMI Y HOBOpOoXAEHHBIX (CHOP INTEND), a o6Lee ABuratenbHOe pa3BuTme —
MO LWKaJie OLEHKN HEBPOJIOTMYECKOro CTaTyca 60bHMLbI XaMMepCMUT y ieTeil paHHero Bo3pacTa, YacTb 2 (HINE-2).

Pe3ynbrarbl. [poaHanu3npoBaHbl UCTopuK 6onesHei 5 naumeHToB (4 Manbunka 1 1 geBouka) ¢ CMA | Tuna, cpefHMin BO3pacT KOTOPbIX Ha MO-
MEHT BBEleHNA reHo3ameCTUTeNbHol Tepanun coctaBmn 19 mec (13-27 mec). Bce naumeHTbl paHee nonyyany MHOW BMA NaTOreHeTUYeCKom Tepa-
nvu. Nocne NpeBeHTUBHOW, MHAUBMAYaNbHO NOJOOPaHHON aHTMbaKTepManbHOI Tepanvm BCe NaLueHTbl nepeHecn BBefeHne 6e3 060cTpeHns
XPOHUYECKOW BPOHXONErOUHON MHPEKLMM, HECMOTPSA Ha NpoBefeHre He0OXOAMMOW FOPMOHaIbHON Tepanuy B UMMYHOCYNPeCCUBHON f03e
(1 mr/kr). B 1-1 rog naumeHTbl LEMOHCTPUPOBAMN NOCTENEHHOE HapacTaHNe ABMraTeslbHbIX HaBbIKOB C NOC/eAyOLLei CTabunmnsawmeil, oGHaKo Ha
2-m rogy HabnofgeHUA y 2 NaUMeHToB OTMEUEH YMEePEHHbIN perpecc MOTOPHbIX GYHKLMI Nocsie nepeHecéHHO NMHEBMOHMY; y 1 13 5 naLmeHToB
[OCTUTHYTa MONOXMNTENbHAA AVHAMMKa CO CTOPOHbI GYHKLMM IETKMX 1 SpaavKaLmua BbICOKOMATOreHHON MUKPOGIOPbI U3 fibIXaTerbHbIX MyTe.
3aknioueHume. [poBefjeHMe reHO3aMeCTUTENbHON Tepanu NpenapaTomM OHaceMHOreH abenapBoBeK Y fleTel C TAXENbIM MOPaXXeHnem NErKUX npu
CMA | Tvina Ha GpoHe XPOHUYECKOW pecnpaTopHO MHbEKLMM OTHOCUTENbHO 6e30nacHo. OfHAaKO CMEeHa NaToreHeTUYeCKo Tepanim Ha reHo3ame-
CTUTENbHYIO Ha MpUMepe NpefCcTaBNeHHbIX HaMM ClyYaeB He MPYHECa KIIMHMYEeCKM 3HaYMMbIX MPeMMyLLeCTB 1 noTpebosana bonee TiaTenbHo
NoAroTOBKY NaLMeHToB. HeobX0AMMO yunTbIBaTb AOMOSHUTENIbHbIE PUCKM, CBA3AHHbIE C BO3HNKHOBEHMEM VIMMYHOOMOCPEOBAHHbIX HEXKenaTeslb-
HbIX ABNEHNI Ha GOHE MPUMEHEHUA CONYTCTBYIOLLIEN FOPMOHAJIbHON Tepanum, KOTOPbIX MOXHO 136exaTb Ha APYruX BUAAX NaToreHeTMYeCKom Tepa-
nnu. Mocne nosyyYeHns reHo3amecTUTENIbHON Tepanuin B TeueHne 2 nieT HabioAeHNA 3a NaLlveHTamm feTalnbHbIX MICXOA0B He 6bliio.

KnioueBble cnioBa: CiHanbHasA MbllieyHas aTpodus; reHo3aMeCcTUTesNIbHas Tepanusi; OHaCeMHOreH abenapBoBeK; NOIMPE3NCTEHTHAA MUKPO-
dnopa; cnHerHomnHas nanoyka; SMN1
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ABSTRACT

Introduction. Spinal muscular atrophy (SMA) 5q is a severe hereditary neuromuscular disorder, one of the serious manifestations of which
is the development of progressive respiratory insufficiency. The administration of pathogenetic therapy leads to decreased symptoms of
respiratory failure, which reduces the risk of lethal outcome and is fundamental for stabilizing the progression of physical development and
new motor skills in SMA patients.

The aim — to present experience of onasmenogen abeparvovec (OA) gene replacement therapy (GRT) in patients with SMA type 1 and severe
respiratory failure combined with chronic bronchopulmonary infection caused by nosocomial multidrug-resistant microflora in real clinical practice.
Materials and methods. Five patients with SMA type 1 and respiratory failure of second degree complicated by chronic bronchopulmonary
infection were enrolled in this study. All patients were performed a comprehensive clinical, laboratory, and radiologic examination before and
for two years after GRT OA administration toof evaluate the severity of respiratory disturbances. The efficiency of OA therapy was estimated
with the Children’s Hospital of Philadelphia Infant Test of Neuromuscular Disorders (CHOP INTEND), and motor development was assessed by
the Hammersmith Infant Neurologic Examination Part 2 (HINE-2).

Results. The medical records of 5 (four boys and one girl ) patients with SMA type 1 at the mean age of 19 months (13 to 27 months) at the
time of GRT OA administration were analyzed, of them. All patients had been treated with a different type of pathogenetic therapy before GRT
OA. After the preventive, personalized antibacterial therapy, all patients experienced GRT OA administration without exacerbation of chronic
bronchopulmonary infection, despite hormonal therapy in an immunosuppressive dose (1 mg/kg). There were no lethal outcomes during two
years after GRT OA. Over the first year, patients demonstrated a progressive increase in motor skills with further stabilization, but during the
second year of follow-up, two patients showed moderate regression of motor skills after pneumonia. One of five patients had a positive lung
function dynamics and eradication of highly pathogenic bacterial microflora from the respiratory tract.

Conclusions. It is comparatively safe to administer GRT OA in children with SMA type 1 and chronic respiratory infection. However, changing
pathogenetic therapy to GRT OA in the cases we presented did not have clinically significant advantages and required more careful patient
preparation. Additional risks associated with the occurrence of immune-mediated adverse events due to concomitant hormonal therapy,
which can be avoided on other types of pathogenetic therapy, should be considered.

Keywords: spinal muscular atrophy; gene replacement therapy; onasemnogene abeparvovec; multidrug-resistant microflora; Pseudomonas
aeruginosa; SMN1
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BBepeHmne

CnvHanbHas MbliieyHast arpodus (CMA) tumna 5q —
TSKETI0€ HEPBHO-MBIIIIEYHOE 3a00JIeBaHNE, BRBI3BAHHOE JIe-
¢uiuToM 6e1Ka BBLKMBAEMOCTU MOTOHEUPOHOB (survival
motor neuron, SMN) BcleaACTBUE TOMO3UTOTHOW JAejie-
mu 7-ro uiu 7-ro u 8-1o 9k30HOB reHa SMN1 [1—4]. Ca-
MO HeOaronpusATHOU opmoii 6one3Hu sBiasgercs CMA
I tuma c 2 xonusimu reHa SMN2 (ocHOBHOTO MoauduKa-
Topa 3a0o0JieBaHUs) C Je0ITOM KJIMHUYECKOU KapTUHBI
B TIepBble MecsIibl Xu3HU. [Ipu ecTecCTBEeHHOM TEeYeHUU
3a0oneBanus netu ¢ CMA I Tuna 6e3 maToreHeTU4eCcKoro
JIeYeHUsI TIOTUOAIOT B BO3pacTe A0 2 JIeT MPeuMyIIeCTBEH-
HO OT OCJIO(KHEHUWI CO CTOPOHBI IbIXaTebHOW CUCTEMBI
[5, 6]. Takum o6pasom, CMA 1 Thma umeer camoe y3Koe
TepaneBTUIECKOe OKHO JIJIST YCTIEIITHOTO 3TUOMATOTeHETH -
YECKOTO JIeYeHUsI W TpeOyeT He3aMeIJIUTEIbHOTO CTapTa
Teparmu [7-9].

JbIxaTenbHble HapyLIeHUS pa3BUBAIOTCA BCIEH-
CTBUE NIeTeHEpallui O.-MOTOHEMPOHOB TEPETHUX POTOB
CMIMHHOTO MO3Ta, WHHEPBUPYIOIIUX OCHOBHBIE TPYIIIIBI
MBIIIII, yYACTBYIOIIMX B akTe nbixaHus. Jist CMA xapak-
TEPHO BOBJIEYEHUE TMPEUMYIIECTBEHHO 3KCITUPATOPHBIX
MEXPEOEPHBIX MBI TPU OTHOCUTENIBHO COXPaHHOMN
WHCTIAPATOPHOU (DyHKIIUU nUadparMbl, 4YTO 00YCIOBIIN-
BaeT MOSIBJIEHUE TMapagoKCAIbHOTO JBIXaHUSI B TIEPBBIC
MeCSbl WU Jaxe AHU XU3HU. Ci1abocTh ObIXaTeIbHbIX
MBI TIPUBOJUT K CHIDKEHUIO 3((PEeKTUBHOCTYU KAl
TUTOXOMY BBIBEIEHWIO OPOHXOJETOYHOTO CeKpeTa, orpa-
HUYEHUIO 3KCKYPCUU JETKUX, (POPMUPOBAHUIO CIIell-
npndeckor neopmMalnu TPYTHOU KIETKHM — «KOJO-
KOJIOBUTHOW», HOYHON TUIOBEHTWISILIMU U OBICTPOMY
MPOTPECCUPOBAHUIO  JBIXaT€bHOW HEMOCTaTOYHOCTHU
(IH). YacTeie amn304b1 ecaTypaluy BCIeACTBUAE OOTY-
paldu CIU3bI0 KPYIHBIX OPOHXOB SIBJISIIOTCS Hauboliee
BAXXHOU MPUYMHON Pa3BUTHS aTEJIeKTa30B U PEIUIUBU-
pymotieit H(PEKIUY AbIXaTebHBIX MTyTei y TaKUX TaIu-
eHToB [10—12]. YuuTheiBas BBICOKYIO YaCTOTy IpeObIBa-
HUS JeTell B UH(PEKIIMOHHBIX CTalluOHapaX, B TOM YKC-
Jie B OTAEJAEHUU PEeaHUMAllMW U UHTEHCUBHOW Tepamuu
(OPUT), Hepenko C UCMOJb30BAaHUEM WCKYCCTBEHHOU
BeHTWISALMU JErkux (UBJI) mis tedeHust OCIOXHEHHBIX
pecnupaTopHbIX 3a00JeBaHUl, PUCK WHQUIIMPOBAHUS
TOCITUTATBHON  (HO30KOMUAIBHOU) BBICOKOIATOTEH-
HOI MUKpPOIJIOPOKi MHOTOKPAaTHO Bo3pacTtaet. Jlugepom
cpenyu BO30yAUTeNeil OMIMOPTYHUCTUIECKUX WH(MEKIIN,
C KOTOPBIMU CTaJKuBaroTcsl maiueHTel ¢ CMA, gBng-
eTcsl CUHeTHOMHas najouka — Pseudomonas aeruginosa,
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BXoJs1as B rpymiy 6akrepuii-onnoptyHuctos ESKAPE
(Enterococcus faecium, Staphylococcus aureus, Klebsiella
pneumoniae, Acinetobacter baumannii, Pseudomonas
aeruginosa n Enterobacter spp.). B pesynbTaTe yHUKAJIb-
HOIl CIIOCOOHOCTM YKJIOHSITHCSI OT aHTUOMOTUKOB BO3-
oynutenu u3 rpynnsl ESKAPE sBnsiioTcsd ocHOBHOI
MPUYMHOMN OTIACHBIX IJIsI XKU3HU BHYTPUOOJbHUYHBIX UH-
(ek1mii, 0COOEHHO Y MallMEHTOB, HAXOASAIIMXCS Ha I~
tenpHOM UBJI B OPUT B cBa3m ¢ IH [13—16].

JonoaHUTeIbHBIN BKJIaJ B pa3BUTHE aCIIMPAIlOHHbIX
OpPOHXUTOB U MHeBMOHUI y neteit ¢ CMA I Tuma BHOCST
HapyIlIeHUsI COCaHUsI, KeBaHUs, IIIOTaHUs TIUIIHU, CIIOHBI
U xunkocteit. IlalmeHTHl MOABEpPXKEHbI AeTruapaTalliu,
MPUBOISIIEH K HApYIIEHUIO KJIMPEHCAa POTOIJIOTKU U e€
OakTepUaTbHON KOJIOHU3ALMH, a TAKXKe HeTOeNaHUI0, KO-
TOpPOE COINPSLKEHO C HapylleHMeM MMMYHHOTro cTaTyca,
MPUBOMSIIETO K UHTEPKYPPEHTHBIM 3a00JI€BaHUSIM U CIIO-
cobcTBytoiero noanepxanuto JIH u BocnanutenbHOro
Mpoilecca B pecrupaTopHoM TpakTe [17].

HouHo#i MOHUTOPUHI ra3o00MeHa, cOcTaBa ra3oB
KPOBM M OILICHKA >XKW3HEHHOW EMKOCTH JIETKUX (IJIsI
Oosiee cTaplIMX JAeTeil) B KaueCcTBE MapKepa pecTpUK-
TUBHBIX HapylIeHU! BEHTWISLUMU OO0sI3aTeNbHBI IS
BBISIBJIEHUSI TUMIOBEHTUISLMOHHOTO cuHIpomMa. C mpo-
AKTUBHOMU 1IEJIbIO Y JIEXKaYUX MallMeHTOB, K KOTOPBIM OT-
HocsaTcs nanueHTsl ¢ CMA I Tumna, a Takxe B c1y4yae Bbl-
SIBJICHUSI HOYHOM TMITOBEHTWJISILIUM ClielyeT HauMHaTh
HeuHBa3uBHYI0 BeHTuasguIo nérkux (HUBJI). T1pu He-
apdpexktuBHoctu HUBJI HaknmagpiBaeTcs TpaxeocToma
¢ nmpumeHenuem MBJI [10, 11].

K OCHOBHBIM MeIMKaMEHTO3HBIM METOIaM JIeUSHMSI
CMA oTHOCATCSI TlaTOreHeTUYecKas Tepamus, ILeNblo
KOTOpOM SBJIsIeTCsl ycTpaHeHMe nedunuta 6eaka SMN,
U cuMnToMaTuyeckas tepanusi. B Poccuu 3apeructpupo-
BaHbI 3 IeKapCTBEHHBIX IIperapara:

1) HycuHepceH (MeXIyHapoOHOEe HeNaTeHTOBaHHOE
HauMmeHoBanre, MHH)?, xoTopblil npeacTaBisgeTr coboi
AHTUCMBICJIOBOII OJIMTOHYKJIEOTU, BBOAUMBIN MHTpaTe-
KaJbHO;

2) pucouruiam (MHH)?, pacTBop 1151 IpuéMa BHYTpb,
MPeACTaBISIONIUIA cO00i MOTUGbUKATOD CILIaiiCUHTa;

'KnuHuueckne pekomeHgaumm «MpokcrmManbHas CMHasbHas MblleyHas
atpodua 5qg». 2023-2024-2025. URL: https://cr.minzdrav.gov.ru/
schema/593_3 (nata obpauyeHus: 20.02.2023).

2UHCTPYKLMA MO MEAULIMHCKOMY NMPUMEHEHUIO IeKapCTBEHHOTO Npenapa-
Ta HycnHepceH. PernctpauunoHHbii Homep J1M-(005730). URL: https://grls.
rosminzdrav.ru/Grls_View_v2.aspx?routingGuid=898d0ebf-292c-4e82-8a88-
e7027e1ee392 (pata obpalyeHus: 01.08.2023).
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3) emMHCTBEHHBIN IMperapaT 3THONATOTEHETUYECKOTO
IEeWCTBUSI — OoHaceMHoreH abermapBoBeK (OA), KOTOPBIM
SIBJISICTCST HEPETUTULIMPYIOIINMCS PeKOMOMHAHTHBIM ajie-
HOACCOIIMUPOBAHHBIM BUPYCHBIM BEKTOPOM IIJII TEHHOM
TepaIruy Ha OCHOBE aIcHOACCOIIMMPOBAHHOTIO BUpYca Ce-
poruna 9 (AAB9)3. OA, comepXalluii BUIOU3MEHEHHYIO
HYKJICMHOBYIO KHCJIOTY C IIOCJeHOBATeIIbBHOCTBIO TeHa
SMN1, criocobeH mpeoaosieBaTh TeMaTodHIIehaTMIeCKII
Oapbep, ToCTUTAS KIETKM-MUIICHN B LIEHTPaJIbHOI HEPB-
Holt cucteme [18—20].

BBenenne renoszamecturenbHoil Tepanum (I'3T) OA
OCYLLIECTBJISIETCS IIyTEM OMHOKPATHOM BHYTPUBEHHON
nHpy3nn. B psme KIMHMYECKUX MCCICMOBaHUI ITOCIEe
npuMeHenus: I'3T y naumenToB ¢ CMA I tuma B Bo3pac-
Te 10 9 Mec OBUIM IIPOAEMOHCTPUPOBAHBI 0E30MaCHOCTD
1 3¢ GEKTUBHOCTD, B TOM YHUCJIC YMEHBIICHUE BBIpAXKEH-
Hoctu cumnitomoB IH [21-23]. B To ke BpeMs uMeroTcs
yKa3aHUs Ha psl HeOJAronpUSTHBIX MCXOIOB Y IMalleH-
toB ¢ CMA, nonyyuBmux ['3T OA, u3-3a pa3BUBIIMXCS
OCJIOXHEHMI Ha (DOHE OCHOBHOIO 3a00JICBaHMSI B BHIE
ITHEBMOHUM U CETICHCA, YTO IIPUBEJIO K OBICTPOITPOTPECCH -
pyrowieit JIH u cepnednoit HenoctatouHocTu. Pucku pas-
BUTUS OCJIOXXKHEHUUN CO CTOPOHBI BbIXaTE€JIbHOW CUCTEMBI
MIPUXOIUTCS] YIUTHIBATh MIPU TIPUHSATUN PEIICHMUS O TIPO-
Benenuu 3T [19, 24].

B nexa6pe 2021 1. B Poccum Obl1 3apeructpupoBaH
npemnapar OA U yTBepKIEHBI KPUTEPUHU OTOOpa IMalMeH-
ToB 115 rpoBeneHust ['3T, oqHaKO B 9TUX KPUTEPHSIX TIPO-
tuBomnoKazaHusIMu it ['3T ObUIM TONBKO ITOCTOSTHHAS
BEHTWISLUS JETKUX > 16 4/CyT U HaIMYKe TaCTPOCTOMbI
M HUKAK HE YYUTHIBAJIOCH HOCUTEIBCTBO HO30KOMMAJIb-
HOI TTaTOTeHHOI MUKPOMJIIOPHI M CBSI3aHHbBIE C 3TUM PHU-
cku [25]. B npencraBieHHBIX KIMHUYSCKUX CITydasix IeTU
nosryuniu nedenue B 2020—2021 rr. mo perucrpaiuu mpe-
napara B Poccun.

CornacHo mHcTpykiuu K mipemnapaty I'3T OA mug
CHIDKEHUST MOOOYHBIX >(PdeKkToB 3a 24 4 10 M Mocie
nHpy3uu OA MpoOBOIUTCS Teparus CUCTEMHBIMM TTIO-
kokopTukounamu (I'’KC) u3 pacuéra 1 MI/Kr B CyTKH
10 IIPETHU30JIOHY per 0s KaK MUHUMYM B TeueHue 1 Mec,
YTO OIpaHUYMBAET €TI0 MPUMEHEHUE TIPU HATMINY aKTHB-
HOTO MH(MEKIITMOHHOTO 3a00JIeBaHMS TIIO0O0M 3TUOJIOTUN4.
BonpmmucTBo manmentoB ¢ CMA 1 tuna umeror JH
U XPOHMYECKMU BOCHAIUTEIbHBIA MPOLIECC CO CTOPOHBI
pPeCIIUPaTOPHOTO TPAKTA C BEICOKUM PHCKOM 000CTPEHHUS
Ha (oHEe HEOOXOOVMMOCTH WCIIOJIB30BAaHUS MMMYHOCY-
MpeCCUBHBIX 103 cucteMHbIX [ KC.

KpaiiHe BaxXHBIM SIBJISIETCSI HAKOIICHUE OIIbITA TIPH-
MmeHenus I'3T y maumenToB ¢ CMA, onpeneneHue 1ele-

3MHCTPYKLUMA NO MEAULIMHCKOMY NPUMEHEHWIO IEKapCTBEHHOMO Npenapa-
Ta Pucgunnam. PeructpauymoHHbin Homep JIM-006602. URL: https://grls.
rosminzdrav.ru/Grls_View_v2.aspx?routingGuid=914f5329-4619-411d-952b-
1e5f05b91243 (pata o6paLyeHns: 05.02.2024).

*WIHCTPYKUWA NO MeLULMHCKOMY NPYMEHEHUIO IeKapCTBEHHOTO Npenaparta
OHacemHoreH abenapBoBek. PernctpaunoHHbiii Homep J1M-(001462)-(PT-
RU). URL: https://grls.minzdrav.gov.ru/Grls_View_v2.aspx?routingGuid=ec-
6cd7e2-6be5-4d03-8a71-9cca5b2e8cc7 (nata obpalyeHuns: 02.02.2024).

Original investigations

OpurrnHanbHasa cTaTbA

CO00pPa3HOCTH CMEHBI TATOTEHETUIECKOM Teparuu (HyCH-
HepceH, pucauruiam) Ha ['3T OA, ocoGeHHO y MalleHTOB
C COMYTCTBYIOIIEH HO30KOMMAIbHOM MHMEKIINEH, OlICHKa
HexenateabHbIX aBieHuit (HS) u BmmsiHMe Tepanmum Ha
MOTOPHBIE HABBIKU MALIMEHTOB.

Martepuanbi n metoabli

ITpoBenéH peTpOCHEeKTUBHBIN aHATU3 UCTOPUIA OOJTE3-
Hell S maureHToB (4 ManburKa U 1 1eBoYKa) C TeHETUYECKU
MOATBEPXKAEHHBIM nrarHo3oM CMA I Tuna u 2 KonusiMu
reHa SMN2, nonyuuBmux jgedeHue ['3T OA. Cpennuit
BO3pacT NAallMEHTOB HA MOMEHT JIeUeHUS COCTaBUII 19 mec
(13—27 mec). Bee netn umenu xponunueckyio JH 2-ii cre-
TEHU TSKECTU B COYETAHUM C XPOHUYECKON OPOHXOJIEroy-
Hoit uHdexuuen u nucdarueii. o sBenenus 3T OA Bce
JIETA TIOJYYaJId WHBbIE BUIBI MAaTOTEHETUYECKOW Tepamuu
(Tada. 1).

Bce nmanueHTs HabMoaaKUCh ¢ HOSIOPs 2020 T. 110 ceH-
T96pb 2023 T. B IETCKOM TICUXOHEBPOJIOTUYECKOM OT/EIe-
Huu Ne 2 HaydyHo-mccnenoBaTebCcKoro KIMHUYECKOTO
WHCTUTYTA TEAUATPUU U AETCKOU XUPYPrUU WM. aKai.
I0.E. Beaprumesa ®rrAOY BO PHUMY um. H.W. Tu-
poroBa. 3aKOHHBIMU MPEICTABUTENISIMUA MALIUEHTOB OBLIO
MOANMKUCAaHO UH(GOPMUPOBAHHOE COMIacue O MPUMEHEHUU
OA, Bce O6bUTM TTPOUHGMOPMUPOBAHBI O BO3MOXHBIX TO-
OOYHBIX MEWCTBUSX Mperapara U puckKax MCIOJIb30BaHUS
TOPMOHAJIBLHOW Tepanuu Ha (poHe XpOHUUYECKOWH OPOHXO-
JIETOYHOU MHGDEKIINH.

Tepanus HazHavyajlach AETSIM COIJIACHO WHCTPYKIAU
no npuMeHeHuto npenapata OA4. OnuH pebEHOK TOTy-
yuJ1 JeyeHue npenapatoMm OA 1o mporpamMmme riiodaibHO-
ro yrnpasisgemMoro goctymna. OCTaJIbHBIM JETSIM Tpernapar
ObUT TIPUOOPETEH TPU CONEUCTBUM O0JarOTBOPUTEIbHBIX
¢doHoB. Bce malMeHTsl UMeNIN UCXOAHBIE TUTPBI AaHTUTEN
K AABY, n3MepeHHEbIE C TTOMOIIBIO UMMYHO(EPMEHTHOTO
aHanu3a, < 1 : 50, 4To cBUIETENbCTBOBAJIO 00 OTCYTCTBUM
AHTUTEI.

YuuThIBas OTSATOMIEHHBIM PECTIUPATOPHBIN aHaM-
He3, MalMeHTaM MOPOBOIWIOCH TIIATEIbHOE WCCIEN0-
BaHUE PECIUPATOPHOro TpakTa mepen BBeaeHueM OA.
JnarHo3 o00CTpeHUs XPOHUYECKOTO OPOHXOJIETOYHOTO
Mpolecca yCTaHABJIUBAJIM HA OCHOBAHUU KIMHUYECKUX
MPU3HAKOB (JIMXOpaaKa, WHTOKCUKALUS, yBEJIUYECHUE
00bEMa, BI3KOCTU U U3MEHEHHUE 1IBETA MOKPOTHI, HAJIU-
Yyue Kallllsl, CHUXXKEHUE caTypaluu, MOTeps MacChl Teja)
U BBISIBJICHUS J1a0OpPaTOPHBIX MapKepoB BOCHMAaJIEHUS
(nevikouunTo3, moBblieHne COD, MOBBIIEHUE YpPOB-
Hs C-peakTUBHOTO 0Oejika U MPOKaJIbLIUTOHWHA, MOSIB-
JICHWE WU HapacTaHUe TUTpPa YCJIOBHO-IMATOTE€HHOM
(0pEI B MOKPOTE) B COYETAHUU C PE3yJbTaTaMU PEHT-
reHo-ToMorpadguieckoro obcienoBaHus (BbISIBICHUE
Y4aCTKOB KOHCOJUIALIMNU, MATOBOTO CTEKJIa, TPU3HAKOB
OpoHXWTA W TIOSIBIICHUS/YBEIUYEHUST 30H aTelIeKTa30B
B JIETKUX U T.1.). C y4ETOM BBISIBJIEHHBIX U3MEHEHUI TTa-
LIMeHTaM noadupasack UHIUBUAYaIbHAS aHTUOAKTEPU-
ajibHasl, TPOTUBOBOCHATIATEbHAS U OPOHXOJUTHAYECKAS
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OpwurvHanbHasa cTatbA

Ta6nuya 1. laHHble aHaMHe3a NaLNEHTOB
Table 1. Patients’ history data

Tlokazarenb
Index

Tun CMA
SMA type

KonuyectBo konuit SMN2
Copies number SMN2

Bospact ne6rora
Age at onset

Tepanus no nposenenus 3T
(BO3pacT Ha MOMEHT CTapTa, Mec)
Treatment before GRT

(age of initiation, months)

Bospact Ha MoMeHT nHunManuu 3T OA,
Mec
Age at initiation of GRT OA, months

Bec na momenT nnnnmanyu 3T OA, kr
Weight at the initiation GRT OA, kg

KpymnHbie MOTOpHBIE HABBIKM HA MOMEHT
BBeneHus 3T OA

Major motor skills at the moment

of infusion GRT OA

KpyIHbIe MOTOpHBIE HaBBIKM Yepe3 2 rona
nocie 3T OA
Major motor skills 2 years after GRT OA

YcraHoBKa Ha30raCTpaIbHOTO 30HIA, MEC
Insertion of the naso-gastrial tube, month

TactpocTomust, Mec
Gastrostomia, months

[THEBMOHUU CO CTALIMOHAPHBIM JIEYEHUEM
1o BeeaeHust 3T OA (Bospact, Mec)
Pneumonia with hospitalization before
GRT OA (age, months)

HBIJI:
Artificial lung ventilation:

BO3PACT Havasia, Mec
debut age, months

IUITMTETLHOCTD, MEC
duration, months

HUBII (no I'3T):
Non-invasive artificial lung ventilation
(before GRT):

BO3pacT Havyaja, Mec
debut age, months
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Ne 1
Mabuuk
Boy

1

3 Hen
3 weeks

HycunepceH (5,3)
Nusinersen (5.3)

23

10,8

Jlep>XuT TOJIOBY,
KPAaTKOBPEMEHHO CUITUT
C MOIIEPXKKOIA,
TepeBOPOT Ha OOK
Holds head, sits with
support for the short time

JIepXUT ToJIoBY,
KPaTKOBPEMEHHO CUIUT
0€e3 MOIEPKKH,
IepPEeBOPOT Ha GOK
Holds head, sits without
support for the short time

13

14

IIpaBOCTOpPOHHSISI
BEpXHEIOJIeBast,
nojucerMeHrapHasi (19)
Right-side high segment,
polysegmental (19)

Ne 2
JleBouka
Girl

1

3 Hen
3 weeks

Hycunepces (9)

Nusinersen (9)

8,2

Het HaBbIKOB
No skills

Het HaBBIKOB
No skills

12

I1paBoCTOPOHHSS

HUW2KHEI0JIeBasd

(3), IpaBOCTOPOH-
HsIsl BEpXHEI0JIe-

Bas (4)

Right-side lower

segment (3),
Right-side high
segment (4)

No 3
Manpunk
Boy

1

6 Hen
6 weeks

Pucnumiam
(13)
Risdiplam (13)

17

8,9

Het HaBbIKOB
No skills

Het HaBBIKOB
No skills

30

JIBYCTOpOHHSISI

MTOJIUCETMEH-
TapHas (5)
Bilateral
polysegmental

®)

Ne 4
Manbunk
Boy

1

3 Mec
3 months

Hycunepcen

()]

Nusinersen (9)

Pucoumnnam
(24)
Risdiplam (9)

27

12,6

Het HaBbIKOB
No skills

Het HaBBIKOB
No skills

34

ITpaBocTOpOH-
HSIST BEPXHEIO-
JieBast (6)
Right-side high
segment (6)

Ne 5
Manbuuk
Boy

1

1 mec
1 month

Pucnurnam (4)
Risdiplam (4)

14

10,2

Het HaBbIKOB
No skills

Het HaBBIKOB
No skills

30

JIBYCTOPOHHSISI
TOJICETMEH -
TapHas (3)
Bilateral
polysegmental

(€))

12

MpodomxkeHue mabs. 1. cm. 133.

Original investigations

L.O. BADALYAN NEUROLOGICAL JOURNAL (Nevrologicheskiy zhurnal imeni L.O. Badalyana). 2024; 5(3): 128-146



HEBPONOTUYECKUIA XKYPHAT umenn J1.0. BADAJIAHA. 2024; 5(3): 128-146
https://doi.org/10.46563/2686-8997-2024-5-3-128-146

OpurrnHanbHasa cTaTbA

Ne 1 Ne 2 Ne 3 Ne 4
ITokasarenb
Index Manbpunuk JleBouka Manpunk Manpuuk
Boy Girl Boy Boy
KOJIMYECTBO YaCOB B CYTKH 12 24 12 16
number of hours a day
KommuectBo yacoB HUBJI uepes 2 roma 12 12 12 16
nociae 3T
Number of non-invasive artificial lung
ventilation hours after 2 years GRT
Arenekras nérkux no I'3T/mocie I'3T BepxHsisg gons crnipaBa/— —/— —/— —/—
Pulmonary atelectasis before GRT/after High right segment/—
GRT
XpOHUYECKUIT OOCTPYKTHUBHbBIN OPOHXUT FfAF aF/AF S A S A

1o I'3T/nocne I'3T
Chronic obstructive bronchitis before
GRT/after GRT

IToceB mokpoTtsl a0 BBeneHust 3T, KOE

5 4.
P. aeruginosa, 10%;

H 7.
P, aeruginosa, 107;

P, aeruginosa,

P, aeruginosa,

Phlegm inoculation before GRT, CFU S. aureus, 10° S. aureus, 10% 106-7; 10%; S. aureus,
E. cloacae, 10%; Corynebacte- 10°
Stenotrophomonas rium striatum,
maltophilia, 10°; 107
Corynebacterium,
10%; S. epidermidis,
103; Streptococcus
viridans, 103
Neisseria spp., 10°
ComyTcTBylIOlIasi aHTUOAKTepUaIbHAs U Komnuctumerar To6pamuiux + Komuctumerar  Konucrumerar
uHas Tepanus Ha ¢oHe BBeneHus [ 3T OA HaTpusi + OynecoHua + OyznecoHun + HaTpus + HaTpus +
Concomitant antibacterial and other UIIPaTpOITUs OpOMUI, UIPATPOINS OynecoHun + OynecoHusn +
therapy over time of GRT OA initiation Hudypaten Opomuz UIPaTPOTIUS UIPaTPOTIUS
Kolistimetat natrii + TOB + Budesonid OpoMMT Opomu
Budesonid + Ipratro- + Ipratropium Kolistimetat Kolistimetat
pium bromid, Nifuratel bromid natrii + natrii +
Budesonid + Budesonid +
Ipratropium Ipratropium
bromid bromid
YacroTa MTHEBMOHUU U XPOHUYECKOTO ExemecsuHbie Yepes rox mocie Yepes 1,5rona  Yepes 1,5 rona
oponxura rocie nposeneHus: 3T OA 0OCTPYKTUBHBIE I'3T — obcTpyK- mocJie mnocJe
Frequency of pneumonia and chronic OPOHXUTHI TUBHBII OPOHXUT I'3T — monu- 3T —monu-
bronchitis after GRT OA Monthly obstructive One year after CerMEHTapHasi  CerMeHTapHas
bronchitists GRT — obstruc- ITHEBMOHUS TTHEBMOHUS
tive bronchitist One and a half ~ One and a half
year after year after
GRT — poly- GRT — poly-
segmental segmental
pneumonia pneumonia
BriceB P. aeruginosa yepes ron nocie I'3T + + + +
OA B MOKpOTE
P. aeruginosa phlegm inoculation following
year after GRT
BoccraHoBneHre (hYyHKIMU [JIOTaHUS aF — aF -

nocie 3T OA
Recovery of the swallowing function after
GRT

IIpumeuanue. KOE — xonoHueob6pasyolias e1MHULA.
Note. CFU — colony-forming unit.

Original investigations

Ne 5
Manpuuk
Boy

12

10

CyOTOTaIbHbIM
areyieKTas
JIEBOTO
JIETKOro/—
Subtotal left
pulmonary
atelectasis/—

+/—

S. marcescens,
105-;
P, aeruginosa,
1057,
P. mirabilis,
105-%; Elizabeth-
kinia anohelis,
103; Enterococ-
cus faecalis, 107,
Proteus
mirabilis, 10*

Komuctumerar
Hatpus +
OynecoHun +
UIPATPOITHS
Opomuz
Kolistimetat
natrii +
Budesonid +
Ipratropium
bromid

He ormeueHo
Not applicable
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OpwurvHanbHasa cTatbA

Teparus Ha (hOHE aKTUBHBIX IPEHAXHBIX MEPOTIPUSTUI
C HCIIOJIb30BAHMEM CEAHCOB BHYTPMJIETOYHOM ITEPKYC-
CUM, OTKAIIJWBATeNsI, aKTUBHOW acHUpaAllUd CIN3HU
W AbIXaTeJIbHOM TMMHACTUKHU ¢ MelnkoM AMmOy. MHdOop-
Malus O NMepeHeCEHHbIX 3a00JeBaHUSIX U TTOJyYeHHOM
Tepanuu npeacTaBiieHa B Tab. 1.

IMockonbky mis manreHToB ¢ CMA B coueTaHWU C TSI~
xkeénoit [IH, ocnoxHEHHOI BHICOKOIATOT€HHOM HO30KO-
MUAJIBHOM MUKPOMIOPOil, OTCYTCTBYIOT OTEYECTBEHHBIE
KJIMHUYEeCKHUe peKoMeHmanuu 1o npuMeHeHuio ['3T OA,
KaK ¥ MyOoJIMKAIlUM Ha 3Ty TeMy B MUPOBOM JIUTEpaType,
NOAXOAbl K Tepanuyd XPOHUYECKOU peCHUpaTOpHOU WH-
(eKIMM CTPOUIUCH Ha OIBITE BeeHUsT OOJIBHBIX ¢ MYKO-
BUCLIMIO30M M3-3a CXOXECTU KIMHUYECCKUX IPOSIBICHUI
CO CTOPOHBI IBIXaTeIbHOM CUCTEMBI [26].

ITomMuMoO peryisipHO OIIEHKM HEBPOJOTMUECKMX CHM-
IITOMOB ¥ HYTPUTUBHOTO CTaTyca, Ha MPOTSLKEHUM 2 JIeT
HaOII0AEHUS TPOBOAMIOCH TOBTOPHOE KOMILIEKCHOE 00-
cllenoBaHue 11 oleHKM Tskecty [IH (HouHas mysnbcok-
CUMETpPUSI, KUCIIOTHO-ILEJIOYHOM! 1 Ta30BbIM COCTaBbI KPO-
BH), BBISIBJICHHSI MapKepOB BOCITAJICHUST B KPOBH, OaKTe-
PHOJIOTUYECKOE UCCICIOBAaHNE acITpaTa U3 IbIXaTeTbHBIX
IyTeit ¢ ompenejicHueM TUTPa U YyBCTBUTEIbHOCTH K aH-
THOMOTHKAM, 110 TTOKa3aHUSIM — PEHTTeHO-TOMOTpaduye-
CKO€ MCCJIEIOBaHNE OPTaHOB IPYIHOMN KIIETKU.

DddexktuBHocTh Tepanmuu OA OLIEHMBAJIM C TTOMO-
b0 (GDYHKLIMOHAIBLHONM LIKAJIBI JeTCKOM 00abHULIBI Pu-
JageabDuu 19 TMarHOCTUKY HApYIICHUM TBUTATSIHBHBIX
¢yskuuit 'y HOoBopoxXnéHHbIx (CHOP INTEND) [27],
o0I1Iee IBUTATEILHOE Pa3BUTHE — II0 IIKAJIe OIIEHKM He-
BPOJIOrMYECKOro cTaTyca 00JbHUIIBI XaMMEPCMUT, pa3pa-
0OTaHHOI IJ1s meTel paHHero Bo3pacTta, 9acTh 2 (HINE-2)
[28, 29].

KnuHunyeckne npumepsbl

ITamuent Ne 1, manpbunk. CMA I Tuna, 2 Konuu reHa
SMN2. Jle6ioT 3a005eBaHus ¢ 3-f Hemenu KU3HU B BUIE
ciaboctu B Horax. JIlmarHo3 CMA ycrtaHoBjeH B 1,5 mec
Ha OCHOBaHUU MOJIEKYISIPHO-TE€HETUYECKOTO MCCIIeI0Ba-
Hus. B Bo3pacte 4 Mec BoIsiBiieHa XxpoHudeckas JIH Ha do-
He gedopMaIiy rpyIHOM KJIETKM W MBIIIIEYHON CJ1ab0CTH,
Hayata HMBJI Bo Bpems cHa nurenbHoOCThIO 10 10—12 4/
cyT. C Bo3pacta 5 Mec 3 Hell MTHULIMMPOBAHO TAaTOTeHE-
THYECKOe JIeYCHHE IIperapaTtoM HYCHMHEPCEHOM (OLIeH-
ka no mkane CHOP INTEND 16/64 6anioB, 1o 1Kajie
HINE-2 — 1/26). C nepBbIX MecsI1IEB JeUYeHUsI HyCUHEP-
CEHOM OTMeuajiach YMEepeHHasl MOJIOXKUTEIbHAS TUHAMM-
Ka B BUIIC YCUJICHUST TPOMKOCTH T0JIOCA, TIOSIBJICHUS TBU-
JKEHUH B pyKaX ¥ TOJICHOCTOITHBIX CyCTaBaXx.

TedyeHne ocHOBHOro 3a00JeBaHUsI ObLIO OCIOXHEHO
XPOHUYECKUM OOCTPYKTUBHBIM OPOHXWTOM C YaCThIMU
obocTpeHus MU, XpoHndeckoii JIH 2 cterneHn, BTOpuyHbIM
nueroHedpUTOoM Ha (OHE ABYCTOPOHHETO Iy3BIPHO-MO-
YETOYHUKOBOTO pedIioKca, CTOMKUM HOCHUTEILCTBOM
TMOJIMPE3UCTEHTHON  HO30KOMUAJIBHOM  MUKPOMJIIOPHI,
BBISIBJIIEMOI B ITOCEBaX MOKPOTHI U MOYM (B TOM YHCJIE
P. aeruginosa, Klebsiella oxytoca, Acinetobacter baumannii).
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C 4 mo 18 mec oTMmeyancs MOCTOSIHHBIN Cyo(heOpuInTeT
C eXeMeCSIYHBIMU (heOPUITbHBIMU «CBEYKAMM», BOCITAJIH-
TeJIbHBbIC U3MEHEHMS B aHAIM3aX KPOBU Y MOYH, STTU30IbI
nageHust catypauuu 10 86%. PeHTreHOMIOrMYeCcKu OTYET-
JINBBIX MMPU3HAKOB MTHEBMOHMU B 3TOT IepHOI He 3auK-
CHPOBAHO, OMHAKO IO TSIKECTU COCTOSIHUS TAllMEHT MHO-
TFOKpaTHO TOCHUTAIM3UPOBAJICS, Toayunn 6osee 10 Kyp-
COB aHTUOAKTEePHATBHOI TEpAIIMi 1 UMMYHOTJIOOYJIMHOB.
B cBs3u ¢ HapylieHreM IJIOTaHUSI CIIOHBI 9YacTO MCIIOJIb-
30BaJICA 3JICKTPOACIIMPATOP, PETYISIPHO MIPUMEHSUIUCH OT-
KalllJIMBaTelb, TbIXaTeJbHAS THMHACTHKA C MEIITKOM AMOY
u HUBJI Bo Bpemst cHa mo 11—12 g/cyr.

B 12 Mec mammeHT ObUT BKJIIOYEH B IIPOTpaMMy pac-
IMpeHHoro goctymna K mnpenapary OA. OgHako B CBS3U
C COXPaHSIOIIEICST aKTUBHOCTHIO XpPOHMYECKOTO BOCTIAIE-
HUS B PECIMPATOPHON M MOYEBBIICIUTEIBHOM CUCTEMAX
Ha (oHE BBHISIBICHHOTO HOCHUTEIIBCTBA TIOJUPE3UCTCHT-
HOI HO30KOMMAaJIbHOM MUKpodnopsl BBeaecHue OA ObIIO
OTJIOXEHO, pebEHKY ObLIO TpomoirkeHo yneueHne CMA
HycuHepceHOM. B 13 Mec peGEHOK ObIT TepeBeAéH Ha
KOpMJIEHHE Yepe3 Ha3oracTpaiabHbIl 30HI. B 14 mec mpo-
BelleHa SHIOCKOITMYECKasi KOPPEKIIHUSI ITy3bIPHO-MOYETOU-
HHUKOBOTO pedIIoKca, 4TO MPUBEIO K KYITMPOBAHHUIO BOC-
MMAJINTEJIBHOTO TIPOIeCcca CO CTOPOHBI MOUYCBBIICTUTEIb-
HOI CHCTEMBbI, BBHITIOJTHEHA TacTpocToMmus. BrimanmBanue
1 IOTalNIO COAIAHCMPOBAHHOIO TTUTAHUS OCYIIECTBIISLIN
MMOJTHOCTBIO 4Yepe3 TacTPOCTOMY, UYTO CIIOCOOCTBOBAJIO
MpoUIaKTUKE ACIUPALMOHHBIX OCJIOXHEHUM M IIpH-
BEJIO K HOpMaJIM3allMM HYTPUTUBHOIO CTaTyca peOEHKa.
B 19 mMec mammeHT TepeHEC OCTPYIO ITPABOCTOPOHHIOIO
BEPXHEIOJICBYIO TTOJIMCETMEHTAPHYIO TUIEBPOITHEBMOHUIO,
OCJIOXKHEHHYIO arejieKTa3oM. [1o TSKecTu COCTOSIHUST Ha-
xomuicsa B OPUT. B cBsI3u co CTOMKMM HOCHUTEIHCTBOM
P aeruginosa mipoBen€H NOBTOPHBIA KypC aHTUCUHET-
HOMHOM Tepanuu, BKIodalomeir meporieHem (MHH)
C TIepeXOIOM Ha IJIMTEIbHBIA MPUEM WHTAISIIMOHHOTO
konuctumeTaTa Hatpust (MHH) B couetanuum ¢ mHrans-
LUSIMU OpPOHXOJIMTUKA uIpaTponust 6pomuna. Ha ¢one
MpPOBOIUMOI Tepanuu 4YacTOTa M TSKeCTb O0OCTpeHU
XPOHUYECKOIN pecrupaTOpHOM MHMEKIMKN 3HAYUTETHHO
YMEHBIIWINCH, YIAJIOCh JOCTUYb HOPMAJIM3aIuHy J1abopa-
TOPHBIX ITOKa3aTesIei, IMOJ0XUTEIbHON PEHTIEHOJIOTNYEe-
CKOIl IMHAMUKM M COKpPAIICHUSI CTEIIeH!W KOJOHU3ALNHU
JIbIXaTeNbHBIX TiyTeit P aeruginosa (¢ 107 mo 10> KOE).
OTMevanoch MOCTETICHHOE HapaCcTaHWE TBUTATEILHOM aK-
TUBHOCTHU: CTaJI YAEPKUBATh TOJIOBY B BEPTUKAIHLHOM I10-
JIOXXEHMH, KPaTKOBPEMEHHO (HECKOJIBKO CEKYHHI) CHUICTh
0e3 OmopBl, HAYYWJICS aKTUBHO 3aXBaThIBaTh WTPYIIKHU
1 MaHUITYJIMPOBAaTh UMU, YBEIMYMICS OOBEM IBUXKCHMI
B pyKax W Iee, HAyIWJICS TepeBOpauyMBaTbcs Ha OOK,
YMEHBIIWINCH TIPOSIBICHUS TUCcharuu, cCTaj rpoMye To-
JIOC, TIOSIBUJIMCH OTAEJIbHBIC CJIOTH B pe4l, peOEHOK aKTUB-
HO KOHTaKTHUPOBAJI ¢ OJIM3KUMU U OKpyXatomumu. OgHa-
KO TI0 Mepe pocTa peOEHKA MPOrpeccupoBaj CKOJINO03, YTO
OCJIOXXHSIJIO MHTpaTeKaIbHOE BBEACHUE HYCUHEPCEHA.

B Bo3pacte 23 mecuepes 1,5 roma ieueHust HycCuHepce-
HoM (niepen BBeaeHueM ['3T) nauueHTt Habpan 39/64 6an-
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JoB 1o mkaje CHOP INTEND (yBenuueHnue Ha 23 6an-
JIa OT cTapTa NMaTOTeHeTUYECKOU Tepalnu), a Io IIKae
HINE-2 — 7/26 6annoB (yBeandeHue Ha 6 6ay10B). Bbuio
MIPUHSTO pellieHre 0 Bo3MoxXHocTU npoBeaeHus 3T OA.
B cBsI3u ¢ mepcucteHMer XpOHUYECKON CMHETHOWHOM
WHOEKIIMK B PeCIIMPATOPHOM TPaKTe pelIeHUeM KOHCH-
JIMyMa Bpadei 3a MeCsI1I 10 HayaJia JTaHHOTO JICUCHMS B Te-
panuo ObLT BBEAEH KOJIMCTUMETAT HaTpus 1 MutH 2 pasa
B CYTKM WHTAJSIIIMOHHO B COYETAHWUM C WHTAISIASIMU
unpatponust 6pomuaa. CienyeT oTaeabHO NOAYEPKHYTh,
4YTO, COMIACHO MHCTPYKLMH, B3aumoaeiictBue OA u aH-
TUOMOTUKOB He m3ydeHo4. 3a 1 cyr mo BBemeHus [3T
OA 0ObUI HAYaT MPUEM IIPETHU30JIOHA per oS B o3¢ 1 Mr/
KT B cyTku. Ha 2-e cytkm nociie BBenmeHuss OA y pebEH-
Ka pa3BUJICS CMHIPOM MHTOKCHUKAIIMY B BUIE TOIIHOTHI,
PBOTBI, CHUKEHHS amleTuTa, heOpMIbHON JTMXOPaIKH,
YTO IMOTPeOOBANIO TPOBEeNeHUSI MHAY3MOHHOU Teparuu
(5% rmoko3sa, 0,9% NaCl). K 4-M cyTkaM 3HAYUTEIbHO
MTOBBICHMJICSI YPOBEHb NEYEHOUHBIX (hepMEHTOB: acIap-
taramuHoTpaHchepassr (ACT) — mo 581 ME/a (HOpP-
Ma < 40 ME/xn), anannaamuHoTpaHchepassl (AJIT) —
1o 332 ME/n (Hopma < 45 ME/n) 1 nakratoeruaporeHa-
3p1 (JIAT') — mo 1260 EO/n (Hopma < 295 EJl/n) (puc. 1).
Ha 5-e cytku B 00111eM aHanu3e KPOBU OJHOKPATHO ObI-
J1a BbisiBJIeHa TpomOouuronenus (104 X 10°/x). duypes
ocraBasicsa B HopMme. Ot moBbimeHus1 1036l 'KC 6b110
pemieHo Bo3aepxkatbcsd. Ha pone nmpunéma 'KC npusHa-
KOB aKTMBAllUA XPOHWUYECKOM CHMHETHOMWHON MH(MEKLU
BBISIBJIEHO He ObLIO, JIJabopaTOpHbIE MapKephbl BocCIajie-
HHUsI OCTaBAJIMCh B Ipeaeinax HOpMbI. B TeueHme Heme-
mm ypoBeHb ACT u AJIT causuncs no 242 u 187 EN/n
COOTBETCTBEHHO, a 4yepe3 2 Hen HabOmoaeHUS Ha ¢oHe
xopouero camouyBcTBUs ypoBeHb AJIT u ACT He mipe-
BBHIIIAJT 2 HOPM M TOJHOCThIO HOpManu3oBayicsa K 10-it
Hepnene oT BBeaeHUs OA (Tada. 2).

[MammeHT OBUT BEIMMCAH TOMOI yepe3 18 mHeit ¢ Mo-
meHTa BBeneHus OA. ITomnast otrmena 'KC 6bina mpo-
BeneHa yepe3 4 mec nociie uHQy3uu OA. B nepuon Ha-
omoneHus (2 roga mocie I'3T), HecMOTps Ha yaydIleHUE
IBUTATEILHOTO CTaTyca, HOPMaJIbHBIE TEeMIIbI (hH3UYE-
CKOTO pa3BUTHUS U yMEHbIIeHHE nedopMallui TPyITHOMI
KJIETKH, COXPAHSIOTCS eXeMECSUYHble PELUIUBBI XPO-
HUYECKOro OOCTPYKTMBHOI'O OpPOHXHUTA C IOCTOSIHHBIM
pPOCTOM B IIOCEBax aclupaTa M3 ObIXaTeJbHBIX ITyTei
nojupe3ucteHTHoil P. aeruginosa (10*° KOE). B kaue-
CTBE PECIUPATOPHON MOAACPXKKU PeOEHOK IPOAOIKa-
et ucnoas3oBatb HWUBJI Bo Bpemsa cHa mo 10—12 a/cyT,
IpeHaXXHYIO TepaInio 1 IbIXaTeJIbHYIO0 TUMHACTUKY. OT-
MeJaeTcsl 3aJepKKa IICUXOPEUEeBOTO Pa3BUTHS, B pedn
OTHEeJIbHBIC CJIOBA, BRIpaXKeHHAsT Tu3apTpus. B MoTopHOM
pa3BUTUM PEOEHOK YBEPECHHO yIEPKUBACT TOJIOBY B BEP-
TUKAJIBLHOM ITOJIOKEHUU, KPATKOBPEMEHHO MOXET CUIETh
6e3 onopsl, IepeBopauyrBaeTcsl Ha 00K. M3-3a BEICOKOTO
pHCKa acIUpaluyd IPOIOIKACTCSI MPEUMYIISCTBEHHOE
KOpPMJIEHHE Yepe3 TaCTPOCTOMY, HO CITOCOOHOCTD IJI0TaTh
nopeodpa3Hylo Nuilly y pedéHKa BoccTaHOBJIeHa. B Te-
yenwue 2 et nociie '3T OA 3HaUMTENbHBIX KPYITHBIX MO-
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OpurrnHanbHasa cTaTbA

TOPHBIX HABBIKOB HE MIPUOOPETEHO, TIPOIOJIKAETCS TIPO-
rpeccupoBanue ckonuo3sa. ITo mkare CHOP INTEND
yepe3 ron nocie BBeaeHust 3T peGéHok moctur 49/64
6atoB (yBeanuyeHue Ha 10 6anioB 3a rom), a yepes 2 ro-
na — 50/64 (yBennuyenue Ha 1 6a1 3a 2-ii rox). [o wkaine
HINE-2 uepes 1 u 2 rona olieHKa coctaBuiia 8/26 6anioB
(yBenmmuenue Ha 1 6aut or MmoMmeHTa BBeneHust OA). u-
HaMMKa 110 MOTOPHBIM IIIKajiaM TIpeaCcTaBIcHa Ha pHUC. 2.

ITamuent Ne 2, neBouka. CMA I tuna, 2 Konuu reHa
SMN2. JIe6toT 3a001eBaHMs C IEPBBIX JHEH XXU3HU B BUIE
CHIDKEHMST ABUTATEIbHOM aKTUBHOCTU. B Bo3pacrte 3 Hen
MPAaKTUYECKN OTCYTCTBOBAJIM IBWXKEHUSI B KOHCYHOCTSIX,
HE BBI3BIBAINCH PeIeKChl HOBOPOXIEHHBIX, OBLT TUXHI
mrad. JdunarHo3 CMA MOJeKyJISIpHO-TEeHETUYECKUM Me-
TOIOM TONTBEepKIE¢H B Bo3pacte 7 Henm. K 4 Mec neBouka
MCIBITBIBAJIa TPYIHOCTU C TJIOTAHUEM, B CBS3UM C YEM IIE-
peBelicHa Ha KOPMJICHUE Yepe3 Ha30racTpajibHBIN 30HI.
B oTOT Xe mepuoa pasBWIMCh TSXKENbIE AbIXaTeJbHbIE
HapyIIeHMSI C 3MU30IaMU JIecaTypalnii, cTaja Imporpec-
cupoBaTh nedopMaiusi rpyqHON KIIETKHU, MOTpeboBaiach
peryiisipHasi cCaHalIMsI IbIXaTeNbHBIX myTeit. C 5 Mec HauaTta
HMHMBIJI Bo Bpems cHa mo 10—12 u/cyT. K 8 mec pa3Buwiachk
mojHast 3aBucumocts o HUBJI (24 4/cyT), otmMedanoch
OTCYTCTBME IBWXXCHMI BO BCEX I'pYIMIIaX MBI Ha (poHe
BSUIOTO TeTpamnape3a. B TeueHue 1-ro roma XXU3HMU mepe-
HecsIa 2 acCIMUpalMOHHbIE THEBMOHUU W OOCTPYKTUBHBIN
opoaxur. C 9 Mec MHULMUPOBAHO MATOTEHETHYECKOE
JieyeHrue HycuHepceHoM. [lepenm ieueHMeM OIIEHKA IIBU-
ratenpHON akTMBHOCTH 1o Ikajge CHOP INTEND co-
craBuia 7/64 GamwnoB. Ilociae mepBbIX 3arpy304YHBIX 103
HYCHHEpPCEHa IIJIa4 CTajl TpOMYE W MOSIBUINCHh MITHUMAJTh-
HbI€ IBVDKEHUS B TAblIaX KUCTEH pyK. 3aTeM YBEIUIMII-
csl O0BEM NBUXKEHUI B KUCTSIX — MOIJIA OTOPBaTb KUCTb
OT MOBEPXHOCTHU 1 CEJIATh JIETKOE OTBEACHUE TIPEATLICUbS
0e3 aHTUTPaBUTALIMOHHBIX IBUXeHMi. Carypamus yaep-
>kuBajach 10 98% B nepuon 60apcTBOBaHUS 03 UCIIOJb-
3oBaHust HUBJI no HeckonbKux yacoB B cyTku. Kopmiie-
HHUE TO-TIPEeKHEMY OCYIIECTBIISIIOCh TOJIBKO Uepe3 Ha30-
racTpajdbHbIi 30HA. B Bo3pacte 12 mecsieB mpoBeaeHa
ractpoctoMus. B 12 Mec B moceBax MOKPOTHI BITEPBLIE BbI-
SIBJIEH POCT Mojupe3ucteHTHOl P, aeruginosa 10° KOE 6e3
COITYTCTBYIOIIMX KJIMHUKO-PEHTICHOJIOTUIECKUX U J1a00-
pPaTOPHBIX MPU3HAKOB aKTUBHOTO BOCITAJICHUS, B CBSI3U
C YeM IPOBOIMJIACH TEPAITMsI MHTAISIIIMOHHBIM aHTUOMO-
TukoM ToopamumHom (MHH) B TeueHne mecsiia B coue-
TaHUW C WHTATSIUSIMA OPOHXOJUTHKA MITPaTPONus Opo-
muaa u MmectHoro 'KC 6yneconunna.

Wnpysusg I'3T OA 6b11a mpoBeaeHa B Bo3pacTte 13 Mec.
C yuéroM HaInuus XpoHUYeCKoit nHbekuuu P. aeruginosa
KOHCWJIMYMOM Bpauyeil ObUIO PEIIeHO OCYIICCTBUTHh BBE-
nenne I'3T OA Ha (oHe NPOJOIKEHUS JTeYeHUsT CUHEeT-
HOWHON WHGMEKIUN WHTASIHIUOHHBIM aHTUOMOTUKOM
TOOPAMUIIMHOM ¢ WH(GOPMUPOBAHHOTO COTIJIACHUSI POIM-
teneit. 3a 1 cyT mo BBepeHus npenapaTta OA Oblia HayaTta
ropmoHanbHast Tepanus cucreMHbiMu ['KC (mipegHuzo-
JIOH B 1o3¢ 1 MI/KT B cyTKHU per os). Ha 3-u cyTtku mocie
nHpy3un OA oTMedaanuch OTHOKPATHBINA TMOXBEM TeM-
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OpwurvHanbHana cTatba
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Puc. 1. AuHaMnKa noKa3sarteneit Guoxumuu KpoBu nayueHToB N2 1-5 nocne 3T OA.

Hepena 0 — noka3atenu nepeq seegeHnem 3T OA.

[TT — y-rnyTamuntpaHcnenTaasa.

Mo ocam acumcc — Homep Hepenw; No OCAM OpAMHAT — ypOBeHb Nokasatens, EA/n.

*)Kemyumocn: KOXHbIX MOKPOBOB, cna6ocn:, OTKa3 OT epbl, TpOM60L|,I/ITOI'IeHI/Iﬂ, OTéKI/I, KoarynonaTvm, NOAKOXHble KPOBOU3NUAHWUA, ANapeA, NPOTeNHY-

pwvA, aHemnAa, NHEBMOHUA.

Fig. 1. Changes in blood bioc

hemistry parameters of Patients No. 1-5 after GRT OA.

Week 0 — data before GRT OA, ALT — alanine aminotransferase, AST — aspartate aminotransferase, LDH — lactate dehydrogenase, GGT —

gammaglutamyltranspeptidase.

Along the abscissa axis is the number of the week, vertically is the level of the indicator in units.
*Skin icteritiousness, weakness, food refusal, thrombocytopenia, edema, subcutaneous hemorrhage, diarrhea, proteinuria, anemia, pneumonia.
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Ta6bnuya 2. HA nocne nposegenus MN3T OA

Table 2. Adverse events after GRT OA

OpurrnHanbHasa cTaTbA

IToka3zarenn TMammenTt No 1 TMammenT No 2 TMammenTt No 3 TMammenTt No 4 TMammenTt No 5
Index Patient No. 1 Patient No. 2 Patient No. 3 Patient No. 4 Patient No. 5
Hi Ja Ha Ha Ja Ja
Adverse events Yes Yes Yes Yes Yes
Cepbésnbie HS Her Her Her Ja (Tokcuueckoe Her
Serious adverse events No No No MOopaXKeHue No
TeYeHn)
Yes (toxic liver
damage)
H4: mposiBneHus CnabocTh, PBora, ITunieprepmus (3) Iunieprepmus (3) I'unieprepmus (2)
(Ha KaKue CyTKH) TOIIIHOTA, PBOTA, runeprepmust (3) Hyperthermia (3) Hyperthermia (3) Hyperthermia (2)
Adverse events: manifestations TUTIEPTEPMUS, Vomiting,
(days) CHIXXEHHE hyperthermia (3)
amrmeTura, 60Jib
B XXuBOTE (2)
weakness, nausea,
vomiting, hyper-
thermia, loss of
appetite, stomach-
ache (2)
ITuk noBblIeHUSsT HEPMEHTOB, 1 1 8 5 5
Hexl
Pick of enzymes elevation, week
MaxkcumanbHbIi monbeM AJIT B 6 pa3 B 1,6 pa3 B 12 pa3 B 30 pa3 B 34 paza
Maximum ALT elevation 6 times 1.6 times 12 times 30 times 34 times
MakcuManbHbii mogbem ACT B 12 pa3 B 4 paza B 7 pa3 B 50 pa3 B 35 pa3
Maximum AST elevation 12 times 4 times 7 times 50 times 35 times
ToBblleHKE OUIUPYOUHA Het Het Het o 101 MkMob/1 Her
Bilirubin elevation No No No (Hopma — No
110 21 MKMOJIB/JT)
npeodiagaHue
MpsAMOoi hpakim
Maximum
101 umol/L
(norma
<21 pumol/L),
prevalence of
straight fraction
[MoBeimenue I'TT Her Her Her Ha Ha
Gamma-glutamyltranspeptidase No No No Yes Yes
elevation
MoHo1uTo3 Ia Ia Ia Ha Ha
Monocytosis Yes Yes Yes Yes Yes
Tpom6oruTonenust, X 10°/x 104 61 Her 70 Her
Thrombocytopenia, X 10°/L No No
Kayrononarus Her Her Her Ha Her
Coagulopathy No No No Yes No
MakcuMaibHasi TpUMeHEHHAs 1 1 2 20 2
11032 TOPMOHOB, MT/KT
High steroids dose, mg/kg
Yepes CKOIBKO MECSIIEB TOCTIe 4 4 8 12 6
I'3T oTMeHa ropMOHaJIBHOM
Tepanuu, Mec
Withdrawal steroid therapy after
GRT, months
IIpumeuanne. ['uneprepmust — Boie 37°C.
Note. Hyperthermia — above 37 °C.
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[ManuenT| Patient: ®Ne1 | No.1 @®Ne 2 | No. 2

Bospacr, mec | Age, months

Ne3|No.3 ®Ne4|No.4 @®Ne5|No.5

Puc. 2. ivnamuKa oueHku no wkane CHOP INTEND Ha ¢poHe Tepanum.
[lo momeHTa BBeaeHus 3T OA geTun nonyyanv Apyroi B1A natoreHeTUYeCKon Tepanum, cM. Tabn. 1.

Fig. 2. Trend in CHOP INTEND score on the pathogenetic therapy.

Before the GRT OA administration children were treated with other types of pathogenetic therapy, see Table 1.

nepatypbl 10 38°C u omHokpaTHas pBoTa. K 7-m cyrkam
nocie BBemeHMsT mperapaTta ypoBeHb ACT yBemmuuiicsd
nmo 157 EA/n (mopma <40 EI/m), AJIT — mo 75 EIl/n (Hop-
ma <45 EJl/x), JAI — mo 1101 EA/n (Hopma < 295 EJl/n),
ypoBHu I'TT u 6mnupybuHa ocTaBaiuch B Ipeaesax pe-
(depeHCHBIX 3HAYEHUWI, TOKA3aHWI K TMOBBIIIEHUIO O35l
npenHn30J0Ha He 0bu10. CaMouyBCTBHE peOEHKA OCTaBa-
JIOCh YIOBJIETBOPUTEIBHBIM. Ha 7-¢ CyTKM JeBOYKa BBINM-
cana goMoii. K xonuy 2-it Henenu ypoBeHb AJIT u ACT
HOPMAaJIM30BAJICSI Y TIOBTOPHBIX IOBBIIICHUI 3THUX ITOKa-
3aTeneit He otMedanoch (puc. 1). Jloza 'KC He npeBsiiia-
ma 1 mr/kr B cytku. [locTenmeHHOE CHUKEHME U ITOJTHASI
ormeHa ['KC mpoBenensl uepe3 3 mec (tadi. 2). [Ipu gans-
HelleM HaOIIONeHUN COCTOSTHIE AllMEHTKN 0CTaBaJIOCh
cTabuibHBIM, ToTpedHOocTh B HUBJI chu3mnack no 10—12
4/CyT BO BpeMsI CHA.

B teuenue 1-ro roma mocie I'3T OA nauueHTKa miepe-
Heca TSKEIBIM OOCTPYKTUBHBIN OPOHXUT U HOBYIO KOPO-
HaBHUPYCHYIO MH(PEKIINIO CPETHEI CTETICHU TSKECTH C BhI-
paxxeHHOI necarypauueii. Pe6EHOK ObLI mepeBeIéH Ha MO~
crossaHyo HUBJI ¢ notamnueii kuciopona B TedeHHE 3 HEII.
HoBbIX KpyIHBIX MOTOPHBLIX HaBBIKOB y peOEHKa 4depes
rox nociie I'3T OA He MOSIBUIIOCH: TOJOBY Ha yaep>KuBa-
€T, He TIepeBopauYnBaeTcs, CUACTh He MOXeT. B KkauecTBe
TOJIOXKUTENBHOTO CABUTA CJIEAYET OTMETUTh YBEJIMYCHUE
IIOJTM SMOIIMOHAIBHOTO KOHTaKTa peOEHKAa C OKpYXKaro-
IIMMU, TOSIBIJIACh MUMMKA, YBEJIMUWICS OOBEM IBUXKE-
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Huli B pyKax. [InuTaHue IMOJTHOCTBIO OCYIIIECTBIISIETCS de-
pe3 racTpoCTOMY, XKeBaHUS U TJIOTAaHMUS HET, OTMEJaeTCs
3aIepKKa TICUXOPEYEBOrO PA3BUTHUSI, B PEUM TOJBKO OT-
nenabHble 3ByKH. IIporpeccupyer ckonmos. Yepes 6 mec
OT Hayaja IaTOreHETUYECKO Tepanmuu Iepen BBEOCHM-
eM ['3T OA olleHKa IBUTaTEIbHON aKTUBHOCTH ITO IIIKa-
e CHOP INTEND cocraBuia 8/64 6aiioB, a uepes3 Tof
rnocie BBeAeHuss — 16/64 GannoB (yBeaudyeHue Ha 8 Oai-
noB). I1pu ouenke mo mkane HINE-2 nepen BBeneHuem
I'3T OA — 1 6ann, ipu oligHKe Yepe3 rog — 0e3 u3MeHe-
Huii. JIvHaMKWKa 10 MOTOPHBIM IIIKaJIaM IpeacTaBieHa Ha
puc. 2.

ITamuent Ne 3, manbuuk. CMA I Tuna, 2 Xonuu reHa
SMN2. C 1-To Mecdlia XVU3HU HaAOII0HaJICcd y HEBpoJiora
¢ IuarHo3oMm «uieMudeckoe nopaxenue LIHC, cungpom
VTHEeTCHUsI, TPAaBOCTOPOHHUI TeMUIIape3, BPOXIEHHAS
nedopmalusl TpyOHOM KIeTKW». B 3 Mec 3amomo3peHa
CMA, MONeKyJIsIpHO-TeHETUYECKUM METOAOM JMarHo3
noaTBepXaeH B 3,5 Mec. B 5 Mec mepeHéc TSKEMyI0 BHe-
OOJIBHUYHYIO ITOJIUCETMEHTAPHYIO ITHEBMOHUIO C TOCITUTA-
mmzauueit B OPUT u nmpoBenenuem MBJI B Teuenne mecs-
ma. B moceBax acmupara M3 IBIXaTeIbHBIX IyTeil ¢ 3TOTO
BpPEMEHM OTMEUYAeTCs POCT MOJHUPE3UCTCHTHOM MUKPO-
dnopwr (P, aeruginosa, A. baumannii, B. cepacia). C 5 mec
IepeBenéH Ha NUTAHUE Yepe3 Ha30TacTPaJbHBINA 30HI,
¢ 6 mec ucnoibdyer HYBJI Bo BpeMs cHa mo 12 4/cyT.
B mocnenyromem Ha ¢oHe TeueHuss OPU mo mecrty Xu-
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TEJIbCTBA Ha3HAYAJINCh MiepopaibHbie aHTHOMoTUKU. C 6,5
Mec peOEHOK MO IporpaMMe paHHEro J0CTyIa CTajl Io-
JIy4aTh TATOTCHETUIECKOE JICYCHHE TIperapaToM DPUCIH-
I1aM. B TTOBTOPHBIX TMOceBax acrmpara M3 JbIXaTeIbHBIX
MyTel COXpaHsIICS MOCTOSTHHBINA pocT P aeruginosa (10°
KOE) B coueTaHuM ¢ KJIMHUKO-JIaDOPAaTOPHLIMU U PEHT-
TeHOJIOTUIECKUMM MPU3HAKAMU XPOHUIECKOTO OPOHXHUTA.
ITocne poBeneHUsT CUCTEMHO 2-HeeNbHOM aHTUCUHET-
HOMHOU Tepanuy B TEUYCHME MeCsLa MOJydal UHTaISILU-
OHHO KOJIMCTUMETAT HAaTPUSI B COYCTAHNU C MHTATSLIUSIMHI
unparpornuss opomuna u OynecoHuna. OgHaKO B IOCIe-
IYIOIIMX TIO0CeBaX aclypara M3 JbIXaTeJbHBIX IyTeil COo-
xpaHsuicst pocT P aeruginosa 10° KOE, 4yyBcTBUTENIBHOM
K KOJIMCTUMETATy HATpHs, IIPU 3TOM IPU3HAKOB MHTOK-
CHUKAIIMM, SIM30[0B TUIIEPTEPMUM HE OBUIO, BU3yallb-
HO acmluvpaT M3 IBIXaTeJIbHBIX MyTell OCTaBajICS CKYIHBIM
1 HEOKPAILIEHHBIM, CO CTOPOHBI JTJA00PAaTOPHBIX ITOKa3aTe-
JIEW OTKJIOHEHUI HE OTMEYaJIOCh.

C y4éTOoM CTaOMJIILHOTO COMATUUYECKOTO COCTOSTHUS
1 OTCYTCTBUSI MapKepOB CUCTEMHOTO BOCITAJICHUSI KOHCH-
JINYMOM Bpadeid ObUIO TMPUHATO PEIIEHUE O BO3MOXKHOCTH
BBect mpemnapaT I['3T OA 1o Xu3HEHHBIM ITOKa3aHUSIM
Ha (poHE TPOAOKEHUST UHTAISIIMOHHON aHTUCUHETHOM-
HOI Tepanuu ¢ UTHPOPMUPOBAHHOTO COTJIACUS POJUTEIICH.
Pucoumnnam 6611 oTMeHEH Tiepen BBeneHueM OA 3a 14 cyr.
HNuoysusa I'3T OA nposeneHa B Bo3pacrte 16 mec. 3a cyr-
KU Tiepen nHpy3ueir OA B Teparnuio 100aBIeH MpeaHU30-
JIOH per os B mo3e 1 Mr/Kr B cyTKM. BBeneHue npemnapara
OA nepenéc xopomo. Ha 3-u cytku 3acdumkcupoBaH of-
HOKpaTHBIN MoIbeéM TeMIiepatypbl 1o 38°C, yepe3 Hele-
JIIO BBINIACAH JOMOI B yIOBJICTBOPUTECIHPHOM COCTOSTHUU.
B nuHamuke y pebOEHKa OTMedaluCh MNEepUOAUYECKUE
PBOTHI, HE CBS3aHHBIC C IIOBBIIIEHWEM TpaHCAMUHA3.
[Mosbmenne Tpancamunasz: AJIT — no 559 EJI/a (Hopma
<45 Ed/n), ACT — nmo 289 EJl/n (Hopma < 40 E[1/n) ot-
Meuanoch yepe3 2 mec nocie BBegeHus I'3T OA ¢ mocre-
TIEHHBIM CHIDKCHUEM B TMHAMUKE, OT MOBBIIICHUST JO3bI
MMPeIHN30JI0HA OBLIO pEIIeHO Bo3depxXaTbcs. B mocie-
IyromieM Ha TpoTsbkeHur 10 Mec coxpaHsiiach BOJTHOO-
Opa3Hast (hepMEHTEMUSI ¢ MaKCHMaJIbHBIM HapacTaHHEM
ypoBHs AJIT no 180 EII/m uepes 7 mec mocie I'3T 6e3 kim-
HUYECKUX IPOsIBIICHU (Tab. 2). [opMoHanbHas Tepanust
MocTerieHHO oTMeHeHa 4epe3 11 mec (puc. 1). B 2,5 roga
MPOBEAEHA TacTPOCTOMUS, MPU ITOM PEOEHOK MOT TJIO-
TaTh MIOPEOOPA3HYIO TMUIILY, OAHAKO C YYETOM BBICOKOTO
pUCKa acmupauuii U NepuoandeckKoro cyodedpunmrera
MOTAIIMS IIUTAHMS U XKUIKOCTEH MPOBOIMIIACH TOJIBKO Ue-
pe3 ractpoctoMy. Crryctst 12 mec nocne I'3T OA maumeHT
MEepeHEC OCTPYH0 BHEOOJIbHUYHYIO ITOJMCETMEHTAPHYIO
ITHEBMOHUIO, B IIOCEBE acIMpaTa U3 ABIXaTEJIbHBIX ITyTeit
BHOBb ObL1 BbIsIBJIEH pocT P. aeruginosa (10° KOE), urto mo-
TpeboBaJIo 0YepeIHOro Kypca IapeHTepaibHO KOMOMHU -
POBaHHOM aHTUCUHETHOMHOM Tepanuu.

IIpu mocnenylomeM HaOMIOAEHUU B TedeHUE 2 JIET
rocie monyaeHust OA tpedyercs HUBJI no 10—12 u/cyT,
¢du3nyeckoe pa3BUTHE B Ipenesiax HOpMEI. Pe6EHOK co-
XpaHsIeT BO3MOXHOCTDH IJIOTAaTh XHUIKYIO M ITIOpeoOpas-

Original investigations

OpurrnHanbHasa cTaTbA

HYIO MUILY, OCHOBHOM OOBEM MUTAHUS MOJydyaeT uyepes
racTpocroMy. B HEBpOJOTMUECKOM CTaTyce COXpaHSETCS
BBIpaxkeHHAasI 3aJepXKKa TICUXOPEYEBOTO Pa3BUTUS, KPYII-
HBIE MOTOPHBIC HAaBBHIKM He COPMUPOBAHBI, TBYKCHUS
B BEPXHUX KOHEYHOCTSIX TOJBKO IO JIOKTS U OTCYTCTBHUE
IBUXECHMS B HOTaX, TOJOBY B BEPTUKAIHLHOM ITOJIOXEHUMN
He yaepXuBaeT (TOJIbKO KPaTKOBPEMEHHO ITPU MOIICPKKE
3a TPYAHYIO KJIETKY), Ha OOK He TOBOPAYMBACTCS M HE CH-
mut. Ilepen BBenenmem I'3T OA olneHKa ABUTaTeNIbHOM
aktuBHoct mo mkage CHOP INTEND cocraBu-
na 18/64 6asioB, yepe3 ron — 22/64 6a/u1oB (yBeaudyeHue
Ha 4 6ajuta), a yepes 2 roga — KIMHUYECKH HE3HAYMMOE
CHIKeHue Ha 3 6auta (19/64) (kpuTepreM He0CTaTOYHO-
cT¥ 3(PPEKTUBHOCTU TeparIMK CYUTAETCSI PErPECC MOTOP-
HBIX HABBIKOB 00JIbllle, yeM Ha 4 0ayma 1o mkaie CHOP
INTEND [25]). Ouenka no mkane HINE-2 nepen BBene-
nueM I'3T OA cocraBuia 2/26 6ania, uepes roa 6e3 IrHa-
MMKM, a yepe3 2 roga — cHyKeHue Ha 1 6amn (1/26). [u-
HaMMKa IT0 MOTOPHBIM IIIKaJIaM MpeAcTaBeHa Ha puc. 2.

ITamuent Ne 4, manbuuk. CMA 1 tuma, 2 Konuu re-
Ha SMNZ2. B paHHeM HeoHaTaJIbHOM TIepHOJie OTMeYanach
JKeNTyxa, B CBSI3U C liepeOpajibHON MIlleMUeil U CUHAPO-
MOM yrHeTeHUs 10 10 mHs XXU3HM HAXODWJICS Ha CTallM-
OHApHOM JIeUeHUH. B paHHEM MOTOPHOM pa3BUTHUU yIeP-
>XaHWE TOJIOBBI B BEPTUKAJBbHOM IIOJIOKEHHUU B 2 Mec,
B 3 MeC OTMEYEeHO CHIKCHME aKTUBHBIX NBUKECHUI (TIe-
pecTan nepXaTbh TOJO0BY, TPYIIIIMPOBATHCS, OIIOpa Ha HO-
TM OTCYTCTBOBasa), 3arono3peHa CMA. B 3 mec nnarHos
MMOATBEPXKIEH MOJICKYISIPHO-TEHETUYECKUM  METOIIOM.
B 6 Mec niepeHéc ocTpyI0 BHEOOIBHUYHYIO BEPXHEIOJIEBYIO
nHeBMoHUI0. M3-3a HapacTtanus JIH HauaTo ucroib3oBa-
nue HUBJI Bo Bpemst cHa 10 16 u/cyT. B cBsi3u ¢ TSKE-
JI0ii 0eJIKOBO-3HEPreTUUYECKO HEAOCTATOUHOCThIO ObLIT
MmepeBenéH Ha IHWTAHWE 4Yepe3 Ha30TracTpajbHBIM 30HI.
B 9 Mec HauaTo maToreHeTHMYECKOE JICUSHUE TIPEIapaToM
HycuHepceH. B 1 rog 3 Mec B rmoceBe MOKPOTHI BhIIEJIEHA
P, aeruginosa B tutpe 10° KOE/Mi BHe KIMHMKO-1a60pa-
TOPHBIX U PEHTICHOJIOTUICCKUX ITPU3HAKOB aKTUBHOCTHU
BocnaysieHusl. [IpoBommiach IIPOJIOHTUPOBAHHASI WMHTA-
JISIUMOHHAS Tepanusl KOJIMCTUMETaTOM HaTpHsI B Coue-
TaHUW C WHTAISIASIMA WUIIPATpoIs OpoMuma Ha ¢oHe
nposeneuust HUBJI no 16 4/cyr. KoHcunnymom Bpauei
0 MECTY XXUTEILCTBA JICUCHNE HYyCUHEPCEHOM OBLIO ITPH-
3HaHO HEe3(PdEKTUBHBIM, MOCIE 6-i1 MHBEKLIUK TEPATNs
HYCHHEPCEHOM ObUTa MpeKpallleHa, U B IBYXJIETHEM BO3-
pacTte peOEHOK ObUT MepeBeféH Ha JIeYeHUE IMpernapaToM
pucouruiaM. B nuHamMuKe coxpaHsiiach 3aepiKKa IICHXO0-
pPEYEeBOTO Pa3BUTHUSL M OTCYTCTBOBAJM HOBBIE MOTOPHBIE
HaBBIKU. JIBIKEHMST B BEpXHUX KOHEYHOCTSIX OBLIN Orpa-
HUYEHBI 10 MUHUMAJBHBIX B KUCTSIX PYK M JIOKTEBBIX CY-
CTaBax, B HOTaXx — OTPaHUYeHBl MUHUMAJbHBIMU TBUXKE-
HUSMU JTOABIKKY. OTIpenesyInch KOHTPAKTYPhI B BEPXHUX
1 HIKHUX KOHEUYHOCTSIX.

C y4€ToM XpOHMYECKON MHMEKINM HUXKHHUX IbIXa-
TeJbHBIX yTeit P. aeruginosa Ha (hoHE CTAOUIIBHOTO COMa-
THUYECKOTO COCTOSTHUSI M OTCYTCTBHUSI MapKEpPOB CHCTEM-
HOTO BOCHAJICHMSI KOHCHJIMYMOM Bpadeil OBLIO IIPHMHSI-
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OpwurvHanbHasa cTatbA

TO pellleHne 0 BO3MOXHOCTH BBecTu Iipenapatr ['3T OA
10 XKM3HEHHBIM IMOKa3aHUsAM. 3a 1 Hell 1o Havajia JIeYeHUS
B TEpaImio ObLI BBEIECH KOJMCTUMETAT HATPHUS MHTAJISILIN -
oHHO. B Bo3pacte 2 roma 3 mec pe6€nky npoBeneHa I'3T
OA. OueHka I10 ABUTaTeIbHBIM IIKaJIaM Teped MHQy3uei
cocTaBuia 12/64 6aios no mkane CHOP INTEND, 1/26
6am1 mo mkane HINE-2. Mcnons3oBanace HWUBJI Bo Bpe-
Ms cHa g0 14—16 u/cyt. [IuTaHue MOJHOCTHIO IOJIyYall
yepe3 Ha30racTpajabHBIN 30HI. 3a 1 Hex 10 MHQY3UM pUC-
nuruiaM oeu1 oTMeHEH. MHDY3uio OA niepeHec yaoBIeTBO-
PUTEIbHO, HAa 3-M CYTKM OTHOKPATHO OTMEUYaJOCh MOBBI-
LIEeHKEe TeMIepaTypbl Teja 10 38,6°C 6e3 JOMOIHUTETIbHbBIX
xkanob. Pe6énok momydyan tepanuio 'KC cormacHo uH-
crpykumu K OA — 1 MI/KT B cyTKU per os. Ha 1-ii Henene
nocne nHopy3un OA BIIepBbie OBLJIO OTMEUEHO MOBBIIIE-
Hue ypoBHs TpaHcamuHaz: ACT — mo 143 EN/n, AJIT —
1o 98 EJI/n, 9To He MOTpeOOBaIO MOBHIIIEHHUS T03BI TOP-
MOHOB. B TeyeHue 1-ro mecsia Ha ¢oHe JIeUeHUST OTMe-
Jyajach TMOJIOXUTEIbHAST TUHAMUKA B HEBPOJIOTUYECKOM
cTaryce, B peuM MOSIBIUIMCH OTICIbHBIE CJIOTH «Ia», «HET»,
YBEJIMUMIICS 00bEM IBMKEHUM B pyKaX, cTajl 00Jiee BBIHOC-
JIUB TIPY BePTUKAIWU3ALMHY, MOSIBIIACH MAUMUKA Ha JIMIIC.
Ha 5-ii Henene nocie nonydeHust OA BBISIBJIEHO 3HAYUMOE
MoBBIIIeHUE TpaHcaMuHa3 B KpoBu: AJIT — mo 718 EJI/n
(mopma < 40 E[d/n1), ACT — mo 1283 EJI/n (HOpMa
< 40 Ed/a), ITT — nmo 386 EN/n (vopma < 87 EJl/7n),
JIAT — mo 673 EA/n (Hopma < 295 EJI/n), obuiero 6m-
nupyouHa — g0 26,1 mmonb/n (Hopma < 21 MMOJb/J),
MOSIBIJIACH KEJITYITHOCTh KOXHBIX ITOKPOBOB, BSIJIOCTD,
CHIDKEHME aflleTUTa, B CBSI3U C YeM ObljIa peKOMEHIOBaHa
9KCTPEHHAs TOCIUTAIM3AIINS B CTAIlMOHAD W IIPOBEICHO
yBeamyeHue 10361 ' KC mo 2 Mr/KT B CyTKU.

I[Ipyn mocryruieHUW B OTHCIEHUWE OTMEUYaJuCh CHM-
JKEHUE amlleTUTa, BSUIOCTh, IPU OCMOTPE XKEJITYIITHOCTh
KOXHBIX TIOKPOBOB 1 CKJIEP, TACTO3HOCTh JIUIIA Y TYJIOBH-
11a, ONBIIITKA W BIAXKHBIC XPUITHI HAI BCEH TTOBEPXHOCTHIO
JIETKNX Ha (oHe ociabiieHHoro npixaHus. 1o pesynbra-
TaM KJIMHHMKO-1a00paTOPHOTO U PEHTTEHOJOTMYECKOTO
o0cyieoBaHUN JMAarHOCTUPOBAHO OOOCTPEHUE XPOHU-
YeCcKOro OpoHXHMTa Ha (poHEe XPOHMYECKOTO HOCHUTEIb-
ctBa P aeruginosa 1 MHULIMMPOBAaHA KOMOWHUPOBaHHAS
(cucreMHass M WHTAISIIMOHHAS) AHTUCWMHETHOMHAs Te-
pamusi ¢ y4€TOM paHee BBISIBICHHOW YYBCTBUTEIHHO-
ctu. B Ouoxumuyeckux aHaaM3ax KpOBU IPU IOCTY-
IUICHUX OTMEYAJIOCh YBEJIMYCHUE YPOBHS IEYEHOUHBIX
depmenToB: AJIT — mo 1322 EJl/n (Hopma < 40 EIl/n),
ACT — mo 1983 EN/n (wopma < 40 Ed/m), ITT —
oo 585 EJ/n (wopma < 61 El/x), JIAI' — mo 667 EN/n
(HopMma < 295 E[l/m), obmero omumupyomna — mo 101,0
MMOJIb/T (HopMa < 21 MMOJIB/JT) ¢ TIpeodIafaHueM IIpsi-
Mo dpakuu (OUIUPYyOUH CBSI3aHHBIN — 59,7 MMOJIb/IT
(HopMa < 7 MMOJb/IT), OMIMPYOUH cBOOOMHBIN — 41,4
MMOJb/1 (HopMa < 20 MMOJIb/JT); CHIDKCHUE YPOBHSI ajlb-
OymuHa no 26 r/n (Hopma 38—45,9 r/n) 6e3 3HAYUMOIO
M3MEHEHUs YPOBHS XoJileCTeprHa — 6 MMOJIb/1 (HOp-
ma < 5,8 MMoJIb/) U TIIOKO3BI — 4,8 MMOJIb/II (HOpMa
< 5,6). 3HAYUMMBIX 2JICKTPOJMTHBIX HAPYIIEHUIX HE OT-
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MeJajoch: Kaauii — 3,2 MMoJib/n1 (HopMa 3,7 MMOJIb/IT)
0e3 TIPU3HAKOB TMIIOKAJTUEMUH Ha 3JIEKTPOKApINOrpaM-
Me. B obiieM aHanmse KpoBM JIeMKOLUTHL 7,66 X 10°/n
C HE3HAYUTEIbHBIM CIBUTOM (DOPMYIIBI BJIEBO: HEHTPO-
bunsr — 72% (abcomoTHOE KOaM4yecTBO 5,54 X 10°/1),
KOJIMYECTBO 3pUTpouToB — 5,17 X 102/n (Hopma 3,9—
5,5 % 10'2/1), remoriio6uH — 135 r/n (Hopma 110—140r1/1),
TpoMGouuThl 341 X 10°/1 (Hopma 154 - 442 X 10°/11), C-pe-
aKTUBHBIN 0e10K — 3,2 M1/ (HopMa < 5), TPOKaJIbIINTO-
HuH — 1,37 ar/min (Hopma < 0,05). I1pu ipoBeaeHNN yiIb-
TPa3BYKOBOT'O MCCJICAOBAHMSI OPTAaHOB OPIOIITHON MOJIOCTH
BBISIBJICHBI TermaToMmeraius, nuddy3Hble U3MEHEHUS TIe-
YeHH, YBEJIWYEHHE KOJUYECTBA JMM(OY3JIOB B BOPOTax
TIeYeHU, YTOJIIIIEHUE CTEHKH XKEJTYHOTO ITy3bIPS, KUIKOCTh
B JIOXXE XKETYHOIO ITy3bIpsl, YBEIMUCHUE M PEAKTUBHBIC
W3MEHEHUS MOIKEITYIOYHON KeIe3bl, YBEINICHUE 00bE-
Ma TOoYEK, YTOJIIEHUE MapeHXUMbl MovyeK. PeOEHOK ObLI
IMPOKOHCYJIFTUPOBAH TEIIaTOJIOTOM, YCTAHOBJICH THArHO3:
JICKApCTBCHHO-UHIYIIMPOBAHHOE IIOpaXXeHHe IeYCHU
cMenraHHoro tuna. [Ipy 3ToM MMeI0 MeCTO TTOBBIIICHUE
ypoBH# IgG, 4TO CBUAETENBCTBOBAIO O TMIIEPUMMYHHOM
peakiny W yrpo3e pa3BUTHUS overlap-cuHapoMa (ayToMM-
MYHHBIM Te€NaTUT + ayTOMMMYHHBIN CKJIEPO3UPYIOIINA
XOJIAHTUT) M 00YCJIOBIMBAJIO HEOOXOANMOCTH ITPOBEIACHMS
Tepalnuu IIOKOKOPTUKOCTEPOUIaMU. YPOBEHb OOILEro
0eJIKa TTOBBIIIEHHBIM He ObUI, M UCCICIOBAaHUS Ha HAJIM-
Yye MeY€HOUYHBIX ayTOAHTUTEN JAJIN OTPUIIATSIILHBINA pe-
3yJIbTaT, YTO, OMHAKO, HE MCKIIOYAJIO CepOHETaTUBHBIN
ayTOMMMYHHBIU TeTIaTHUT.

MHunumupoBaHa IyJIbC-Teparnus METUIPETHU30JI0-
HoMm (MHH) B mo3e 20 mr/Kr B cyTKu 3 nH:, nanee 10 Mr/Kr
B CYTKM 2 OHS BHYTPMBEHHO C BBIPAXXCHHON ITOJIOXKMU-
TeJIbHOW AWHAMUKONM CO CTOPOHBI (DEPMEHTOB IEYEHU
C JajJbHEWIMM IepeBOJOM Ha MepopaibHbIA IPUEM
B 103€ 2 MT/KT B CYTKH I10 TpenHu3oioHy. Co 2-ro gHs
MHOY3UM METUIIPETHU30JI0HA OTMeJaJach pe3Kasl 3a-
IepKKa MOUYH, TpeOyIoIIast peryaspHOro UCIIOJIb30BaHUS
IUYPETUKOB, YBEIUYMINCh OTEKM CO CTOPOHBI ITOIKOX-
HO-XMPOBOM KJIETYATKU M BHYTPEHHUX OPTaHOB (MOI-
TBEPXICHO TAHHBIMHU YJIHTPa3BYKOBOTO MCCICIOBAHMUS
1 KOMITBIOTEPHOI ToMorpaduu opraHOB IPYTHOM KIIET-
KM), HA 3TOM (pOHE OTMEYaJUCh DJIEKTPOJIUTHBIE Hapy-
meHus (CHUXXEHHWE YPOBHSI KaJlus MaKCUMMaJbHO 10 2,7
MMOJIb/JT), OCJIOK B CYTOYHOM MOY€ OBLI B HOpME. YUHU-
THIBasI BRIPAXXEHHBIE TTepudepruuecKre OTEKU, OJIUTYPHIO
U JaHHbIe J1a0opaTOpPHOIo 00CIeI0BaHMS, TIPEAIION0XKE-
HO OCTpO€ TTOYEYHOE IOBPEXICHNE MPEePEeHATbLHOTO Xa-
pakTepa, CBSI3aHHOE C HapylleHWeM (QYHKIIUHM TTeYCHU.
OmHako HeIb3sT OBLIO MOJHOCTHIO MCKIIIOYUTh CeNTHYe-
CKHUU 1 TOKCUYECKUI T€HE3 OCTPOroO MOYEYHOTO ITOBPEXK-
neHusi. ['emaTosorom Oblia UCKJIIOUEHA TPOMOOTHUYECKAS
MuKkpoaHrnonatusi. CocTossHNE TPOMOJIKAIO YXYAIIATh-
Cs, COXpaHSJIach XEJITYITHOCTh KOXHBIX ITOKPOBOB,
oTt€uHoCTh. [leu€HOYHAsI HEAOCTATOYHOCTh COIMPOBOXKIA-
Jlach BhIpaxkeHHOM Koarynonarueii. Ha 7-e cyTku pa3Bu-
Jach aHeMusl (KOJMYECTBO 3pUTpouuToB 3,51 X 10'%/1x,
ypoBeHb reMoroonHa 90 r/i), Ha 8-¢ CYyTKM OTMedeHa

Original investigations

L.O. BADALYAN NEUROLOGICAL JOURNAL (Nevrologicheskiy zhurnal imeni L.O. Badalyana). 2024; 5(3): 128-146



HEBPOJIOTMYECKUI XKYPHAIT nmenu 11.0. BAOATIAHA. 2024; 5(3): 128-146

https://doi.org/10.46563/2686-8997-2024-5-3-128-146

TpoMmOoLuToneHust 122 X 10°/1, mMOSIBUIKCH MeTeXUajlb-
HBIE TTOJIKOXHBIE KPOBOM3MUSIHUS. C LIEIbI0 KOPPEKIIUN
CHCTEMHBIX HApyIICHWH IMAlMEHT TOJIyYaJl MAacCUBHYIO
aHTUOAKTEepHATbHYI0O BHYTPUBEHHYIO Tepamnuio, WHOY-
3UM TUTA3MBbI, 3PUTPOLIMTAPHYIO MAacCy, aHTUTPOMOMWH-3
ISl TpoPMIaKTUKA TPOMOOTHMYECKUX U TPOMOO3IMOO-
JIMYECKUX OCJIOXHEHMH, YPCOME30KCUXOJIEBYIO KICIIOTY,
ButamuHbl D, K, A u E, nankpeatuH. B teueHue Hene-
JIM TIPOBOAMJIOCH ITApEHTEpaIbHOE TTMTaHUE, ITOCJIE Yero
10 Mepe YIIYUIIeHHSI COCTOSTHUSI BO30OHOBICHO 30HI0BOE
sHTepanbHoe mutanue. Ha ¢one repanuu 'KC pepmen-
Thl IEYEHU U YPOBEHb OMJIMPYOMHA TIOCTEIIEHHO HOpMa-
JIN30BAJINCh, (PYHKIIMS TMOYEK BOCCTAHOBMJIACH, MHYPE3
BepHYyJics B HOpMY (puc. 1). Uepe3 3 Hem cocTosiHUE pe-
0€HKa CTaOMIM3UPOBANIOCH, KYITMPOBAJIUCh OTEKU U KeJI-
TYITHOCTB, ITOSIBUJICS aIllIETUT, HOPMAJIMU30BaJIMCh ITOKa-
3aTenu KoaryjorpaMmbl. [lalimeHT BoinucaH yepes 5 Hen
IJIST JaTbHEHIIEeTO JICUSHUS TI0 MECTY XXUTEIbCTBA.

Yepe3 2 Mec mokasareau TpaHCAaMWHA3 HE IIPEBbI-
A YPOBHS TPEX BEPXHUX IPAHUI] HOPMBI, IIPOIOIKEH
npuém 'KC B TedeHUMe roma ¢ MOCTEIEHHBIM CHIKCHM-
eM. B nuHamuke yepe3 6 Mec MO JAHHBIM YJIBTPa3BYyKO-
BOTO MCCJIEIOBAHUS COXPAHSUIMCH TelmaToMeraius, Tud-
(y3HBIE M3MEHEHMSI MApeHXWMBbI TIEYCHM, YBEJIWYCHHE
JKETYHOTO ITY3BIPS M TTOYEK ¢ U3MEHEHUSIMM ITapEeHXUMBI.
JlaboparopHble moka3aTenau (YypoBeHb TpaHCaMHWHa3, Ou-
JMpyOWHA, IPOTPOMOMHA, OOIIMIT aHAIN3 MO4YM) — 0e3
oTkiIoHeHUi. B 2 roma 10 Mec peGEHKY ITpoBeneHa TacTpo-
CTOMUSI, TIMTAHWE OCYIIIECTBIISIOCH TTOJTHOCTBIO Yepe3 ra-
cTpocToMy. B mmHamMuKe B MOTOPHOM Pa3BUTUU KPYITHBIX
MOTOPHBIX HAaBBIKOB peO0EHKOM He mpruodpetreHo. OneHKa
10 IBUTATEIbHBIM IIKamaMm yepe3 1 rox mocine I'3T cocra-
Buia o mkane CHOP INTEND 17/64 6annoB (yBenuue-
HHe Ha 5 6aJUIoB 3a rof), yepe3 2 roga — 19 6aioB (yBesn-
yeHue Ha 2 6ajuta 3a 2-ii ron), a o mkaine HINE-2 — 1/26
6asu1 yepes roa 1 6e3 AMHAMUKHM 4epes3 2 roma. JuHamuka
10 MOTOPHBIM IIIKaJIaM IIpeACTaBIcHa Ha pucC. 2.

Yepes 1,5 roma mocne I'3T peb€HOK TiepeHec TH-
KEIIYIO MMaparpuIlmo3Hyl0 IMTHEBMOHMIO C MaAcHUEM ca-
typauuu 10 70% u mOTpeGHOCTBIO B KPYIJIOCYTOYHOI
HWBIJI ¢ poranueit kucinopona B TedeHUe 3 Hem, MOCie
KOTOPOII B HEBPOJOTMYECKOM CTaTyCce OTMEUYAeTCs YCH-
JICHWE MBIIICYHOM TUIIOTOHWH, CHIDKEHHUE IBUTATEIIbHOM
AKTUBHOCTH, COXpPaHSCTCS BBIpAaKCHHAsT 3adepKKa TICH-
XOPEUeBOTO Pa3BUTHUS, TU3APTPHUsS (B peUr — OTACIbHBIC
cioru). KopmieHue peOGEHKA ITOJTHOCTHIO IIPOBOAMUT-
cs1 yepes3 ractpoctomy. Bec u poct pebGeéHKa B Ipeneiax
HopMmbl. [Iporpeccupyer ckoino3. B KOHTPOJBHBIX TI0-
ceBaX MOKPOTHI COXPaHSIETCS MEePCUCTUPYIOIINIA POCT
P. aeruginosa B Tutpe 10 X 107 KOE/Min. Pe6éHoxk 10-
JIydaeT MTOBTOPHBIMM KypCcaMU UHTAISILIMOHHYIO TePaInio
KOJIMCTUMETATOM HaTpusl. Y HEro coxpaHsieTcs Mmorpeo-
Hoctb B HUBJI mo 16 u/cyt. 1o gaHHBIM yJIbTpa3ByKO-
BOTO HMCCJIEMOBAaHUS TIeYeHU, dyepe3 2 Troga M3MEHCHUM
pa3MepoB M CTPYKTYPHI IIeYeHN HE BBIJIOBJICHO, CHHTETH -
yeckas (YHKIIMS TIe4eHU B HOpMe, YPOBEHb (DEPMEHTOB
TeYeHN — B TIpeaesax peepeHCHBIX 3HAUCHU .
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ITament Ne 5, manpunk. CMA I tuna, 2 Konum re-
Ha SMN2. JleGior 3aboneBaHus ¢ 1-ro Mecsua >XU3HU:
c1ab0CTh B HOTaX, He yaepxkKuBaj rosoy. Iuarnoz CMA
ycTaHOBJIeH B 2 Mec. B cBs3u ¢ passutneM JIH c¢ 3 mec
pebeéHok Haxonwics Ha MBJI yepe3 TpaxeocToMy, KOpM-
JICHUE OCYIIECTBJISZIOCh Yepe3 Ha30TracTpajbHBIM 30HI.
C 3,5 mec oH TIoTy4yaj maToreHeTUYECKYI0 Teparuio Ipe-
ImapaToM PUCIUILIAMOM, Ha (DOHE KOTOPOIl COCTOSTHUE pe-
0€HKa cTabMIM3MpPOBAIOCh, U B Bo3pacTe 1 roga oH ObLI
aKcTtyoupoBaH U mnepeBeaéH Ha HUMBJI ¢ mocteneHHBIM
CHIDKEHMEM BpeMeHU BeHTwsiiuu 1o 10—12 u/cyt. PenT-
TeHOJIOTUYECKU UTUTEIBHO COXPaHSIIMCh IIPU3HAKK CYO-
TOTAJIBHOTO aTejieKTasa JieBoro Jiérkoro. IIpu Mukpoono-
JIOTUIECKOM MOHUTOPHHTE C 1-T0 roma Xu3HU B TTOCEBaX
MOKpPOTHI oTMedajcs poct S. marcescens (10°-° KOE), P
aeruginosa (1057 KOE), P. mirabilis (10°-*KOE), B noceBax
moun — K. pneumonie (10°-° KOE). IMocite KoMOUHMPO-
BaHHOI MapeHTepaJbHON aHTUMUKPOOHOI Tepanuu B Te-
yeHre 1 Mec moirydaa MHTAISIIUN ¢ KOJMCTUMETAaTOM Ha-
TPUS B COYETAHUU C MHTASIUSIMU UIIPATPOIIMs OpoMuIa
1 OyJIeCOHUA.

B 6,5 mec Ha (poHe CTaOMIIBHOIO COMaTHYECKOTO COCTO-
STHUS MTAIleHTa M OTCYTCTBHSI MapKEPOB CUCTEMHOTO BOC-
MMaJICHUs] KOHCUJIMYMOM Bpadell ObLIO TIPUHSTO pellleHue
BBectu npernapat ['3T OA no XU3HeHHBIM ITOKa3aHUSIM Ha
¢oHe uHranguuonHoro antuobuotuka. Ilepen I'3T oneH-
ka no ikaie CHOP INTEND cocraBuna 31/64 6asia,
no wkaine HINE-2 —2/26 6amia. Undysuio I'3T OA nepe-
HEC yIOBJIETBOPUTENbHO. Prucnumniam ObLI OTMEHEH mepe]
BBeneHueM ['3T 3a 14 nHeit. Ha 2-e cyTku nociie uHy3nu
OA otmeyancs cyodeopunurer B TeueHue 24 4. Ha 8-it
Hemesjie IIocie WMHAMY3NMM OTMEYAIoch pe3Koe HapacTa-
Hue ¢epmeHToB TneueHu: AJIT — no 1520,3 EO/n (Hopma
<45 Ed/n), ACT — no 1403,9 EJl/n (Hopma < 40 EJI/n)
MIpU HOPMAaJIbHOM YpOBHE OMJIMPYOMHA, 0€3 KIMHUYECKUX
nposiBaeHnit mopaxkenuss nedenu. [TT — 144,2 EJI/n
(Hopma < 61 EJI/m). YuuTbiBasi BBICOKHII PUCK MH(MEK-
LIMOHHBIX OCJIO)KHEHUI CO CTOPOHBI OpPOHXOJETOYHOM
CHCTEMBI, OBLJIO PEIICHO BO3IEPXKAThCS OT IPOBEACHUS
nynbe-Tepanuu 'KC, Ho m03a mpeAHM30I10HA ObLJIa TTOBBI-
IIIeHa 10 2 MI/KT B CYTKH per 0s. Yepe3 2 Hel TTPOU30IILIO
cHmkeHue ypoBHS AJIT mo 205 E/n u ACT no 122 EJI1 /7,
YTO TIO3BOJIMJIO HAYaTh CHIKCHHWE CYTOYHOM MO3BI TIpei-
HuszonoHa. CamouyBcTBUe pebGEHKa He cTpamano. [op-
MOHaJIbHasl Tepamusl MOJHOCTbIO OTMEHeHa uyepe3 6 Mec
mocie monyaeHust I'3T (puc. 1). B 2,5 roma nmpoBeneHa ra-
ctpocToMusi. Pe6EHOK Xopolllo rpubasJsieT B Bece, B Teue-
Hue 1-ro roma mociie I'3T peabunuraliOHHBIE MEPOTTPU-
SITUS He TIpoBOAWINCH. [Ipy 3TOM OTMEJaInCh 3aaepXKKa
TICUXOPEYEeBOTO Pa3BUTHSI, B MOTOPHOM pPa3BUTUU — BBI-
paxkeHHas1 TIpubaBKa CUJIbI B pyKaX, peOEHOK CTal KpaT-
KOBPEMEHHO YAECPXUBATh TOJIOBY B BEPTUKAIHLHOM IT0JIO-
>KEHUU, CAMOCTOSITEJIbHO aKTMBHO TIEPeBOPAYMBATHCS Ha
00K, yBeJIMYUJICSI 00BEM ABUKEHUIT B Horax. [Ipu olieHke
IT0 MOTOPHBIM IIIKaJIaM OTMEUaJIach IMOJIOXKUTEIbHAS M-
Hamuka: no mkajie CHOP INTEND — 41/64 6amna (+10
6aioB), no iikaae HINE-2 — 4/26 6GawioB (+2 Gamia
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3a rom), a uepes 2 roma — 44/64 (+3) u 6/26 6amnos (+2)
COOTBETCTBEHHO. JIMHaAMMKA 110 MOTOPHBIM ILIKAJIaM IIpe-
craBjeHa Ha puc. 2. [TauMeHT MPOOOJIKAET HYXKIAThCS
B HUBJI Ha Bpemst cHa no 8—10 4/cyT, CHU3MIACh MOTPeO-
HOCTb B CaHALIMM [ObIXaTeJbHBIX IyTEd C IOMOILbIO OT-
KanutiBaTtens. 3a BpeMs HabIoeHUS OPOHXUTOB U TTHEB-
MOHUI HE OTMEYAJIOCh, IIPU ITPOBEICHUN MUKPOOHOJIOT -
YeCKOro MOHMUTOPUMHIA aclupara U3 AbIXaTeJIbHbIX MyTei
B TeueHue 2 et nociae I'3T oTcyTcTBYeT pocT maToreHHO
MUKPOQIIOPHI.

O6cyxpaeHune

B crarbe npencraBieHsl 5 KMHUYecKUX ciaydaeB CMA
I tTumma ¢ JIH 2 cTeneHun M OTITOIIEHHBIM PECITMPATOPHBIM
aHaMHe30M (peUUIUBUPYIOIIE OOCTPYKTMBHBIE OpPOHXU-
TbI, MHOKECTBEHHBIC aTeJIEKTAa3bl M ITHEBMOHMU TSIKEIOTO
TeyeHus ¢ rocruranusanusimu B OPUT, BoigeneHue B 10-
ceBax MOKpPOTHI P aeruginosa) B codeTaHnU ¢ IAUCGharuei.
OCoOEHHOCTBIO ONMMCAHHBIX TMALIMEHTOB ObLTa CMEHA paHee
nojy4aemoii (y 3 — HycuHepceH, y 2 — pUCIUTUIAM ) TTaTore-
Hetnueckoit Tepanuu Ha ['3T OA, HanpumMep, 13-3a TEXHU-
YEeCKUX CJIOXKHOCTEH BBEIEHUSI HYCMHEPCEHA B CBSI3U C TIPO-
TPECCUPOBAHMEM CKOJIMO3a, HEOOXOTUMOCTH MCIOJIb30Ba-
HUST HapKO3a [UISI MHTPATEKAJIBHOTO BBEACHUS, OTCYTCTBUS
YAydIIeHus: (GYHKIUK TJIOTAaHMS VI OTCYTCTBUSI TMHAMUKU
B MOTOPHBIX HaBBIKaX ITPH JICdCHUU 00OMMM TIperrapaTaMu.
Takast cMeHa Tepanmuy IOTIOJHUTENIEHO YBEIMYMBAJIA PH-
CKM CHUCTEMHBIX BOCHIAJIUTEIIbHBIX PEaKIINi M CeTUISCKIX
OCJIOXXHEHUI Ha (hOHE Tepanuy CUCTEMHBIMHU CTepOMIaMU
B MIMMYHOCYIIPECCUBHBIX J03aX, HEOOXOMMMOM TIPH IIPOBe-
neanu 3T OA. CrienyeT OTMETUTD, YTO Ha TIOJTydaeMoit ma-
TOTCHETUYECKON Tepary HYCMHEPCEHOM M PUCIUTIIIAMOM
y neteii He ObLTO 3adukcupoBaHo HAL.

YuuteiBasi, UTO B HAcCToOsIee BpeMsl He pa3padboTaHbl
KJIMHUYECKHUE PEKOMEHIALIMU U MAJIO ONbITA MO MpPUMeE-
Henuo I'3T y maumenToB ¢ CMA, NMEIOIINX XPOHUYE-
ckywo IH B couetaHuu ¢ nepcucTupyolieil pecrmuparop-
HOI nH(eKIuel, B ToM uucie P aeruginosa, n3d0paHHbIC
HaMU MOAXOIbI K TEPANIMUA XPOHUYECKOM PECITUPATOPHOM
WHQEKIIMA CTPOMJIMCh Ha OIBITe BENeHUS OOJbHBIX
C MYKOBHMCLIMIO30M M BKJTIOYAJIM YXOII 32 PeCIIPAaTOPHBIM
TPaKTOM, IIPOBEACHHME OSTHOTPOITHON aHTHOAKTEPHaIb-
HOH Tepaluu B COYETAHUM C WHTAISLMOHHOM TepaIlnei.
IIpu 3TOM KauecTBO yxoma 3a peCIMpaTOPHBIM TPAKTOM
06obHOTO pebéHKa (perynsipHas AbIXaTeJlbHasl TMMHACTH-
Ka ¢ UCMHOJb30BaHMEM Melllka AMOY, 3BaKyallusl CeKpeTa
C MMOMOIIIbIO OTKanumBaresst, ipumeHeHue HWUBJI) u He-
YKOCHUTEIBHOE COOJIIOIEHNE TUTUEHNISCKUX MEPOIIPHSI-
it (cMeHa (GUJIBTPOB, IIJIAHTOB, MACOK U T. I.) TpeOOBaIN
0Cc000ro BHUMAaHMSI.

Wcxonst u3 mojiydeHHbIX pe3ybTaTOB 0aKTePUOJIOTH -
YeCKOro 00C/IeqoBaHus, BCEM MAallMeHTaM 10 MHUIIMALINT
I'3T OA mpoBoamiach 3THOTPONHAST aHTUOAKTEpUAb-
Hasl Tepamus C YYETOM BBISBICHHON YYBCTBUTEIBHOCTHU
B COYETAHUU C UHTAISILIUOHHOU MTPOTUBOBOCITAIUTEIbHOM
n GpoHxonuTHUeckoi Tepanueil (taba. 1). ITo Mepe mo-
CTIDKCHUS KIIMHUKO-1a00paTOPHON PEMHMCCUM TTPOBOIM-
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nock BBeaeHue I'3T OA Ha doHe Tepanmuy CUCTEMHBIMU
CcTeponaaMu B 103€¢ 1 MI/KT B CYTKU (COTJIACHO MHCTPYK-
LIMY K TIperapary) B COYETAaHUU ¢ MHTAJSIIMOHHOW aHTH-
CHHETHOMHOI aHTMOAKTepHaIbHOM Teparnueil (4 mamueH-
Ta MONyYaau KOJUCTUMETAT HaTpus, | mamueHT — Tobpa-
MUIIMH). BeiOpaHHast TakTHKa MO3BOJIMJIA IIPEIOTBPATUTD
y BCeX HAIIMX MAlIMEHTOB aKTUBAIINIO XPOHUYECKOI OPOH-
xoyiéroyHoil nHpexkunu. [Mocneayronmii 1abopaTopHbIi
MOHUTOPHHT B TeUCHUE 2 JICT ITOATBEPAMII COXPAHSTFOIITNIA-
cs pocT P aeruginosa, 4to notpebOBAJIO MPOMOIKEHUS
HCTIOJIb30BaHUSI MHTASIIMOHHBIX aHTHOMOTUKOB (KOJIM-
CTUMETAT HATPHs/TOOPAMUIIMH), TIPU 3TOM 3paauKallnio
yIaJ0Ch JOCTUTHYTH TOJIBKO B 1 ciydae. Takxke ObLIO OT-
MEUYEHO yYMEHbIIEeHUE BhIpaKeHHOCTU XpoHuueckou JIH
Ha (poHEe MaTOreHeTUIECKOM TepaIiii, CHIDKCHIE YaCTOTHI
00OCTPEHMI U TSKECTU PECIUPATOPHBIX MH(MEKILINIA, MU~
HUMM3AIsI KOJJMYECTBA YaCOB MOTPEOHOCTH B UCIIOIb30-
Banun HUBJI (kpome mammenTa No 4, KOTOpBI ocTaéTCs
3aBucuM ot HUBJI oo 16 4/cyT), a TakxKe yaydileHUe HY-
TPUTUBHOTO CTaTyca, YaCTUIHOE BOCCTAHOBJIICHUE (DYHK-
LIMU TA0TaHus (B 2 ciiydasix) 1 HOpMaJibHbIE TToKa3aTeu
(br3MIECKOTo pa3BUTHS Y BCEX NCTEH.

Yto kacaercs HS, To, mo maHHBIM JMTEpaTyphl,
yBenuuenne HS m ux Tskects mpu mpoBeneHuun 3T
B OOJIBIIICH CTEIIEHU 3aBUCAT OT BO3pacTa 1 Beca IalueH-
ta [20, 30]. B mpencraBiaeHHOM HAMKU KOTOpPTE MALIMEHTOB
rocne nposeneHus ['3T y Bcex ormeuanucy HS pasHoit
crenieHn BeIpaxkeHHocTH. OcHoBHble H ykaszaHbl B Ta-
6:1. 2. B cutyaumu TSKENOTo TOKCUUYECKOTO ITOPaskeHUS T1e-
yeHU B 1 cnydae morpeboBanuch rocrutaau3amnus B OPUT,
npoBeneHue Iryabc-tepanmuu [KC (B mose 20 mr/kr
2 mast u 10 Mr/Kr 3 mHS), JedeHre pa3BUBIICHCS KOary-
JIOTIATHH, TIepEIMBAHUSI SPUTPOMACCHl M ITUIa3MbI, Mac-
CHBHasl aHTHOAKTepUaIbHAS TePAITs ISl JICUCHUSI COITYT-
CTBYIOLLEH MHEBMOHUU. B 2 1pyrux ciyyasx MoBbILEHUA
TpaHcaMMUHa3 6osiee 4YeM B 5 pa3 6e3 KIMHUYECKUX Ipo-
SIBJICHUII TIOTPe0OBaJIOCh ITOBBIIICHUE O3Bl IPETHU30-
JioHa 10 2 mr/kr B cytku. Ha done I'3T OA BBISIBISINCH
takue HS, kak nupekcus y 5 (100%) nereii, caabocTb —
y 1(20%), Tominora — y 1 (20%), psora —y 2 (40%), cHu-
xeHue anretuta — y 1 (20%), 6osb B xuBoTe — y 1 (20%);
nosbiieHue AJIT u ACT GoJjiee ueM B 5 paz — y 4 (80%),
U3 HUX Y 2 IeTeil — MOBbBIIIEHNE YPOBHS (DepMEHTOB OoJiee
yeM B 30 pa3; moseimeHue ['TT, moTpeboBaBIIee ITUTENb-
HOI Tepanunu ypcoae30KCHUX0JIEBOI KHUCIIOTOM, Y 2 IeTeii;
TPaH3UTOPHBIM MOHOLIUTO3 Y BCEX AeTeil; TPOMOOLIUTOIIE-
HUA y 3 AeTeli; MoBbIIeHUE OMIMPyOrHA — TOJBKO Y 1 pe-
OEHKA C TSKEJIBIM TOKCUYECKUM TTOPaKeHUEM MeYeHU.

B pesynbrare mpu olieHKE COCTOSIHUS IeTeil B TUHA-
Muke 1o 1 ociie I'3T He moaydeHo OTYETIMBBIX IIPEUMY-
IIECTB B MIPOTPECCUM MOTOPHBIX HABBIKOB ITOCJE CMEHBI
naToreHeTU4YecKoi repanuu. Yetbipe pebEHKAa HA MOMEHT
npoBeneHust I'3T He mMenu HaBBIKA CAMOCTOSITEIIBHOTO
cuneHust, 1 peGEHOK MOT yIep:KMBaTh MOJOXEHUE CUIS
06e3 MoJepXXKU B TeUeHUE HECKOJbKUX ceKyHI. B nuHa-
MUKE HU OIVH PeOEHOK He TIPUOOPEN HOBBIX KPYITHBIX MO-
TOPHBIX HABBIKOB 1 HE M3MEHMJ CBOU (hYHKIIMOHAIBHBIN
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cratyc. [lomoxurenbHasi TMHAMUKA CO CTOPOHBI IBHUTA-
TeJIbHBIX (DYHKIIMI OTMEUYaJach B OCHOBHOM B BUIIE YBEJIM -
YyeHus1 00bEMa IBUXKEHUI B pyKax, CIIOCOOHOCTU YIEPKU-
BaTh IIPEAMETHI B KUCTSIX PYK B 2 cayqasix u3 5,y 1 pe6€Hka
3HAYMMO YBEJIUYUJIICA OOBEM NBUXKEHUS B HOrax. Y BCEX
nmereit uepe3 rop mocie nposeaeHus 3T Obuta momyde-
Ha TIOJIOXWTENIbHAS NMHAMHWKA II0 MOTOPHBIM IIIKajam
(puc. 2). OgHako B Te4eHHUE HAOIIONECHUS COXPAHSUINCH
CUMMTOMBI nuccaruu, TPyIHOCTU C XeBaHUEM, 3aepxkKKa
rcuxopeueBoro pa3putus. Tonbko y 1 pedbéHka Ha ¢oHe
YaCTUYHO BOCCTAHOBJIICHHOM (DYHKIIUM TJIOTAHUS B M-
HaMUKe K BO3pacTy 4 JIeT IMOSIBIJINCH YJIeHOpPa3IeIbHbIC
3BYKHM (peOEHOK MOXKET IMPOU3HECTH HECKOJIBKO KOPOTKMX
CJIOB), Y BCEX IeTei OTMeYaeTCsI BRIpaXkKeHHAsT TU3apTPHS.
HecmoTpst Ha mOCTUTHYTHIN 3(PPEeKT OT Tepanuu, Tpe-
OyeTcsl OoJjiee THIATEAbHOE M IJIMTEIbLHOE HAOJIomeHUe
3a BceMM maumeHTaMu mocie TpoBeaeHust ['3T OA mis
OLICHKU YPOBHSI (DM3MYECKOTO pPa3BUTHS, HBIXaTEeJIbHOM
1 TJIOTaTeIbHOM (DYHKIIMH, ITPUOOPETEHUS HOBBIX MOTOP-
HBIX HABBIKOB, a TAKXKE BO3MOXHBIX OTCpOoUYeHHBIX H.

3aknoueHne

[TaToreneTnueckas Tepanus 41l TSKEIBIX TALIMEHTOB
¢ CMA I tuna c¢ tsk€noit JIH MoxeT coxpaHUTb XU3Hb,
VIYYIIATh ABIXaTeJIbHYIO (DYHKIINIO, CHU3UTh PUCKU pe-
CITUPATOPHBIX COOBITUH, YIYUIINTh (PYHKIIUIO TJIOTAHMUS.
OmHako He Bcerna ymaéTcs J0OUThCS 3HAYMMBIX TTOJIOXKM -
TEJbHBIX PE3YJIBTATOB CO CTOPOHBI MBIIICYHON CHUCTEMBI
U TPUOOPETEHUs HOBBIX KPYITHBIX MOTOPHBIX HAaBBIKOB,
0COOEHHO TMPU OBICTPO MPOTPECCUPYIOITNX TIKETBIX (POP-
Max CMA 1 mo3gHO HavyaToM JiedeHUH. Tepamnus momKHa
OCYIIECTBIISTHCS KaK MOXKHO PaHbIIIE, 10 TIOSIBIICHUS TIep-
BBIX KJIMHUYECKUX CHUMIITOMOB 3a0osieBaHus. [1puHuMast
pellleHne 0 MPUMEHEHUH TOTO MJIM MHOTO BUA ITaTOTeHE-
Tnaeckoro jJedyeHuss CMA, B KaXXIOM KOHKPETHOM CJTy4yae
CJIemyeT YIUTHIBATh COOTHOIIIEHUE PUCK/TIONb3a C YIYETOM
KOMOPOMIHOM IAaTOJIOTUH, B TOM YHCJIE CO CTOPOHBI PECITH -
pAaTOPHOM CHUCTEMBI, UHAWBUIYAJIBHOU TEPEHOCUMOCTU
U 6e30IMacHOCTHU Tepanuu. B yacTHoCTH, nepen mpuMeHe-
HueMm ['3T OA Heo6Xx0aMMO MPOBOAUTD TIIATEIHLHBIN aHa-
JIN3 COIYTCTBYIOIIEH MATOJIOTMH BBUIY BBICOKOTO pHCKa
aKTHBAIlUM XPOHMIECKUX 0YaroB MHGMEKIINN, YeTO MOXKHO
n30eXaTh IPU IPYTUX BUNAX MATOTEHETUYECKOW Teparuu.
[IpencraBneHHbIE KIIMHUIECKHUE CAyIan IeMOHCTPUPYIOT,
yto npuMmeHeHne 3T OA y Tsekénbix mauueHToB ¢ CMA
I Tna ¢ BEICOKMM pUCKOM MHMEKIIMOHHBIX OCIOKHEHWI
MIPUHIMITHAIBHO BO3MOXHO M OTHOCHUTEJIBHO 0€30ITacHO
IIPpY COOTIONECHUN OIpPENeIEHHBIX MPABUJI IIPU TTOATOTOB-
ke K I'3T u eé nposeaeHun. [Ipu 3TOM, Kak MoKa3bIBaeT
HaIll ONBIT, CMEHA Tepalluy He MPUHOCUT HOBBIX 3HAUM-
MBIX M3MEHEHMI M 3a4acTylO0 ITOABEPraeT MOIOJTHUTEIb-
HBIM PYCKaM IMalleHTa IIpY MHUILIMALIMY IPYTOM Teparumu,
kak B ciaydae I'3T OA c obs3aTeabHOI COITyTCTBYIOLLIEH
CUCTEMHOI TOpMOHAaJIbHOM Tepamnueil. PalmoHanibHOCTD
CMEHBI ITaTOTCHETUYECKUX IIPEIapaToB IIPU TSKEIBIX
dopmax CMA B pa3BEPHYTOI CTaIuU C OMHOTO BUAA Tepa-
MUU Ha IPYTOM OCTAETCSI COMHUTEIBLHOM.
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