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PE3IOME

Cunnpom Ilpanepa-Bumum siBisieTcst Haubosnee pacnpoCTpaHEeHHBIM T€HETHYECKUM 3a0o0Iie-
BaHUEM, BBI3BIBAIOLINM KH3HEYTPOXKAIOIIEE O’KUPEHNE B JETCKOM BO3pacTe, B OCHOBE I1aTo-
reHe3a KOTOPOro JISKUT TUIoTajJaMudeckas AUCHYHKIUS. DTH OETH UMEIOT PUCK Pa3BUTHS
MOJTHOTO CIIEKTpa HapyLIeHUH CHa, BKIIIOYas allHO? BO CHe. B crarbe mpuBoanTCs cepust Ha-
OrofeHuii neteit pasHoro Bo3pacta ¢ cHHApoMoM [lpanepa-Buiim 1 pasHbIMU BUIAMH Hapy-
LIEHUH JBIXaHUS BO CHE, OMMCAHBI BO3MOKHOCTH KOPPEKIIMH U UX OTPaHUYEHUS.

KuroueBble ciioBa: Hapyuienus asixanust Bo cue, HUBJI, cunnpowm [Ipagepa-Bumau, COAC.
Jlns yumuposanusi: bopooun A.B., Ckoouna A.U., Toouesa A.M. u Op. Hapywenus Ovixanus

60 cne y demeli ¢ cunopomom IIpadepa-Bunnu. Poccutickuii scypHan nepcoHatu3upo8antol
meouyunvt. 2024;4(3):215-227. DOI: 10.18705/2782-3806-2024-4-3-215-227. EDN: KYUATR
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ABSTRACT

Prader-Willi syndrome is the most common genetic disease causing life-threatening obesity in
childhood, the pathogenesis of which is based on hypothalamic dysfunction. These children
are at risk for developing a full range of sleep disorders, including sleep-related breathing
disorders. The article presents a series of observations of children of different ages with Prad-
er-Willi syndrome and various types of sleep breathing disorders, describes the possibilities of
correction and their limitations.

Key words: NPPV, OSA, Prader-Willi syndrome, sleep-disordered breathing.
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Cnncok coxpamenuii: A" — uHIekc anHos-
runonnod, HWBJI — HeuHBa3uBHAs BEHTUIISALIUS
nerkux, [IJIKB — monoxuTenbHOe JaBlIeHUE B KOH-
e Beitoxa, COAC — cuHIpOM OOCTPYKTHBHOTO af-
HOY-THITONHOY BOo cHe, APAP — Automatic Positive
Airway Pressure, CPAP — Constant Positive Airway
Pressure, REM — Rapid eye movement.

BBEAEHUE

Hetn c¢ cunapomom Ilpanepa-Bunnu crankuba-
I0TCS C MHOKECTBOM IIPOOJIEM CO 3I0pPOBBEM, BKIIIO-
yasg HapymeHus cHa. OHH HMEIOT PHUCK pPa3BUTHUSA
IIOJIHOTO CIEKTpa HapyLIEHUH CHA, BKJIIOYas HOYHOE
alHO3 M TMIIONHO?, HAPKOJICIICHIO U THIIEPCOMHHIO,
XPOHUYECKYI0 OCECCOHHHMIy M CBS3aHHBIE CO CHOM
JIBUTaTeNbHBIE pacCTPONCTBA, TAKHE KaK MEPUOIHYE-
CKO€ HapyIIeHHE ABMKEHNSI KOHEYHOCTEH U CHHAPOM
OecrokOHHBIX HOT. [Ipy OTCYyTCTBUY JIeUeHUS OTH Ha-
PYILICHUS CHAa MOTYT IPUBECTH K CEPbE3HBIM MOCTEI-
CTBUSM JUISI 3J0POBbs, BKJIIoYasi yXyZAlIeHue oouie-
ro KayecTBa >KM3HM, CHI)KEHHE HEHPOKOIHUTHBHBIX
(yHKUIMH, OTpULATENIbHOE BIUSHHUE HA CEPACUHO-
COCYAHCTYIO CUCTEMY.

Cungpom Ilpanepa-Bunnm sBasercs Hambomee
pacmnpocTpaHeHHBIM TI'€HETHYECKUM 3a00JicBaHUEM,
BBI3BIBAIOIINM KU3HEYTPOKAIOIIEe OKUPEHHUE B JET-
ckoM Bospacte [1]. PacpocTpaHeHHOCTE KOJIeOIeTCs
or 1 Ha 8000 mo 1 ma 30 000. Majnpyuku U AEBOUYKH
CTpa/aloT B paBHOM CTENEHH, U MIPEJICTABIIEHBI BCE IT-
HHUYECKHE TPy [2].

Cunapom Ilpanepa-Bumm Bo3HHKAeT W3-3a OIIH-
0OK I'eHOMHOIO MMIIPMHTHHIA, & UMEHHO H3-3a Ha-
pYIIEHUs SKCIPECCHM YHACIEIOBaHHBIX OT OTIA
WMIIPUHTHPOBAHHBIX T'€HOB yYacTKa XpPOMOCOMBI
15ql1-q13. Jemeuust paiiona 15qll-ql3 xpomocomsl
OTIIOBCKOTO MTPOUCXOKICHUS JIEKHUT B ocHOBE ~ 60 %
cily4aeB CHHApoMa. MaTepuHCKas OZHOPOIUTENbCKas
JUCOMHUS TI0 XpoMocoMe 15, mpu KOTopoil o0e Komuu
XpOMOCOMBI 15 HacleAyrTCs OT MaTepu, OOBSICHS-
et ~ 35 % crmyuaeB. MuKpoaenenuu U UMY TaIllun
B 00J1aCTH LIEHTPAa UMIIPUHTHHIA COCTABISIOT 110 5 %
cnyuaeB [1]. MccnenoBanue craTyca METUIMPOBAHUS
JHK sBnsieTcsi OCHOBOIMOMATAIOIINM CKPUHUHTOBBIM
TECTOM IIPU TUArHOCTHKE OOJIe3HEH WMIIPUHTHHTA U,
B YaCTHOCTH, IOMOI'a€T YyCTAHOBUTh AMATHO3 CUHAPO-
Ma [Ipanepa-Bunnu B ~ 99 % ciyuaes [3]. Ilpu nmomo-
KUTEIBHOM pe3yJibTare Aajee MOXKeT ObITh MPUMEHEH
XPOMOCOMHBII MHUKPOMATpPUUHBIN aHaln3, KOTOPbIA
Ja€T BO3MOXHOCTh OIPENENUTh U YTOUHUTH I'C€HETHU-
4Jeckuil montun 3aboseBanus. OnpenesneHue reHeTu-
YeCKOro MOJITHIIA T03BOJISIET 3apaHee JIaTh pEKOMEHIa-
LIUH CEMBSIM OTHOCUTEJIBHO BO3MOYKHBIX KOPpeIsLui
TeHOTHUIIA ¥ (PEHOTHUIIA U PUCKA PEIUANBA.

MHorue u3 TUIUYHBIX O0COOCHHOCTEH CHHApOMA
[Ipanepa-Bunnu MoryT ObITh OOBSICHEHBI HapyIICHU-
eM pa3BUTHS B (QYyHKIWH TUMoTanamyca. [ mmoTama-
MYC KOHTPOJIUPYET SHAOKPUHHYIO U METa0OIUIECKY IO
(byHKIMM, PEryJsiUIi0 amnmeTuTa, IMOIUNH U TOBe-
JICHUSI U CBSI3aH C BEr€TaTUBHOW HEPBHOM CHUCTEMOIA.
Kpome toro, rumorutasus rumodusa HabI0aIach
y 63—74 % nanueHToB ¢ cuHgpoMoM lIpanepa-Bumm
[4]. ®usnueckre 0COOEHHOCTH MAIIUCHTOB BKIIOYAIOT
y3KUH OU(POHTANIBHBIN JHAMETpP, MHHIAJICBUJIHBIC
riia3a, MaJIeHbKHH POT M MOJ00POJOK, OOIIYIO THIIO-
TOHHIO, MaJICHbKHE TEHUTAINNA ¥ MaJleHbKHe KHUCTH/
crynuu. Cunapom [panepa-Bunnu — cinoxHoe 3a60-
JIeBaHUE, MOpa)karolllee MHOTHUE CHUCTEMBI OpraHu3Ma.
Tak, y HOBOPOXJIEHHBIX HETEW TsKesiash TMIOTOHUSA
W BSAJIOCTh COCaHUS C BBITEKAIOUIUMHU TpobiieMaMu
B KOPMJIEHUW TPHUBOIAT K HapYIIEHUIO POCTa W 3a-
JIEP’KKE B ICUXOMOTOPHOM pa3BUTHH. B 1omIKOIBHOM
BO3pacTe MHTEJIEKTyallbHblE HapyILIEHUs, 3aJepikKKa
pocta U (opMHpOBaHUE OKHUPEHUS CTAHOBATCA BCE
Oornee oueBMAHBIMA. [IOBBINIIEHNE aNTIETUTA U THIIEP-
(harust B CTPYKType Kaynod BBIXOIAT Ha TIEPBOE Me-
cTo B Bo3pacTe 5—8 iser. Jlpyrue sHIAOKPUHOIATHUU
BKJIIOYAIOT THIIOTHPEO03, LIEHTPATbHBIA TUIIOrOHAU3M
1 HETOCTATOYHOCTh HAJAMOUYETHUKOB (penko). Oprore-
JMUYEeCKHe TPOOIEMBI BKIIFOUAIOT CKOJIMO3 M HHU3KYIO
MUHEPAITbHYIO IUIOTHOCTh KOCTHOM TKaHU. DMOIHO-
HaJbHAs JTAOMIBHOCTB, IMOBEACHYECKHE HAPYLICHHUS
¥ KOMITYJICUBHBIE PacCTpOHCTBA — TIICHUXHATpHYe-
CKHe TIPOo0IeMBl, HaOIromaeMbIe pu cuuaapome [Ipasme-
pa-Bumnu. Ilatuentsl ¢ cunapomom [panepa-Buinu
U TSIKEJBIM OKHUPEHUEM IMOJIBEP>KEHBI MOBBIIIICHHOMY
PUCKY MHOTHUX METaOOJUYECKHUX HapyIICHUH, BKIIO-
4as caXapHbId nuabet 2 TUIa, TUCIUITHACMUIO, CTea-
TO3 TICYEHH, TUTIEPTOHUYECKYIO OOJIC3Hb.

VYV nereii ¢ cunnpomom llpanepa-Bumiau BbIsBIIs-
eTCs Psii pa3NUYHBIX HAPYIICHUN JTBIXaHUS, aCCOLUU-
poBaHHBIX co cHOM. OCOOEHHOCTH, MpepacIoiarar-
e ATUX IeTeH K Xpamy U CHHAPOMY 00CTPYKTHBHOTO
anrHod BO cHe (COAC), BKIIFOYAIOT OKMPEHUE, Y30CTh
BEPXHUX JBIXaTCIBHBIX IMyTeH W MHUKPOTHATHIO, HU3-
KWW TOHYC BEpXHUX JBIXaTeIbHBIX MyTeH W claboCTh
JIBIXaTeIbHBIX MBIIII], CBA3aHHBIE C TeHEPaTH30BaHHON
runotoHueit [5]. Bce 3T 0COOEHHOCTH CITOCOOCTBY-
0T YBEJIMUYEHHUIO PACIpOCTPAHEHHOCTH allHOd BO CHE
no 80 %, mo cpaHenuto ¢ 1-3 % cpenu HaceneHus
B 11esioM [ 6, 7]. B moronHenue kK MHOTO(aKTOPHOM 3TH-
omorun COAC y meteit ¢ cuaapomom IIpanepa-Bur-
T, KaK TPaBUJIo, Jale HaOlloaeTCsl COMyTCTBYIOMIAs
runoBeHTIIIANMS [8]. Takke HEOOXOAMMO IOMHHTH
0 BO3MOJKHOM JIETOUHOM TUTIEPTSH3UH Ha (JOHE CUHJIPO-
Mma [Ipanepa-Bunn n 3nauntensnoro COAC [9, 10].

Jleuerne COAC B 3TOH MOMYJSIINHN OIKHO OBITH
WHIMBUTyaTbHBIM B 3aBUCHMOCTH OT TSDKECTH, OCO-
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OCHHOCTEH COCTOSHUS TAalWeHTa W TPeaoYTeHUH
cembu. HenaBuuil metaananus [11] mokaszan, yto ane-
HOTOH3UJIJIOOKTOMUS NMPUBOJUT K CHUKEHHUIO MHJEK-
ca arrHod-runonHod (UAT') Ha 7/4ac, mpu 3TOM HOYTH
Yy JABYX TpETeH JeTell CHUXKAETCS KaTeropusl TSKECTH
COAC, HO TOoNbKO 0KOJIO 20 % HOCTHUTAIOT MOJHOI'O
paspemenusi. MoryT OBITh paccMOTpPEHBl OPTOTHA-
THYECKHE BapHAHTHl BMEIIATEILCTB B 3aBUCHMOCTH
OT aHATOMUH TMAIHEHTAa, BKJII0Yast 0CTEOTOMHIO 110 Jle-
(hopTy, TTIOCCIKTOMUIO UITH OPTOIOHTHYECKOE JICUCHUE
[12, 13]. IloMmuMO XHMpPYpruyYeCKOro BMEIIATENbCTBA,
MOXET OBbITh 3(PPEKTUBHBIM HCIIOJIIb30BAHUE HEMHBA-
3WBHOT'O TIOJIOKUTEIIBHOTO JABJICHUS B JIbIXaTEIbHBIX
nytsx (CPAP-tepamus), omHako IPUBEPKEHHOCTH
K 9TOMY BHJly T€pPAlluU OCTACTCS MPOOIEMOM ISt MHO-
rux geteil ¢ cunapomoM llpanepa-Bunmau u tpedyer
BBICOKOM CTENEeHU KOMIIJIAeHTHOCTU CeMbH. 3aHATHUS
nedeOHON (U3KYIBTYPOIl M TTPABHIIBHOE TTUTAHUE /TS
ONITHMAJIPHOTO KOHTPOIISI Beca SBIISIOTCS BCIIOMOTa-
TeabHbIM MeToaoM yedeHuss COAC, X0oTs1, O4eBHIHO,
TakK)ke MPEJCTaBIAIOT cO00H CIOXHYIO 3a7a4y B JaH-
HOH MOMYJIANNY ManueHToB. [leTsam ¢ ierkoit hopmoit
COAC MoxeT OBITh TIOJIC3Ha MEITMKAMEHTO3HAS Tepa-
MWl UHTPAHA3AJIBHBIMU CTEPOMJIAMH W/WUIU WHTUOH-
TopaMu JeikorpueHoB [14]. Jlpyrue BapuaHThl aab-
IOBAHTHOT'O JIEUEHUs, KOTOPBIE CIEAYEeT pacCMOTPETh
JUTSL OTZIETBHBIX MAIMEHTOB, BKIIOYAIOT MO3UIIHOHHY IO
Tepanuio ¥ MUO(yHKIIHOHATHHYTO TEPAIHUIO.
LentpanbHoe artHO3 Bo cHe (L[A) Takxke 4acTo BCTpe-
yaercss y gereil ¢ cunnpomom Ilpanepa-Bumum. Otor
MaTTepH 0COOEHHO XapaKTepeH ISl MIIaICHIIEB, U IMHA-
MHYECKHE UCCIIEIOBAHUS MTOKA3aJIH, YTO OH MOXKET JTHO0
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paspeumthes, aubo mpeodpazoBarecs B COAC, mubo
COXPaHSTHCS CO BpEMEHEM, 110 Mepe B3pOCIICHHUS peOeH-

a [15]. AerxarenbHenid marrepr Yeitna-Ctokca Takke
BO3MOYKEH Kak ocoOwri montun LA [16]. L1A, Habmo-
JaeMele y netelt ¢ cunapomoM Ilpanepa-Bunmm, moryt
OBITh MpOosIBIIEHHEM 001IeH AUCHYHKINU KOHTPOJISI BEH-
THJISIIIAY TP 3TOM 3a0oseBanuu. [Ipenpinynme uccie-
JIOBAHWS TIPOJEMOHCTPUPOBAIIH, UTO Y JIFOMEH C CHHIPO-
moM [Ipanepa-Buimi MoryT HaOmOnaTbCsi aHOMaTbHBIC
BEHTWJISIMOHHBIC PEAaKUMK HA THIIOKCHIO (OTCYTCTBHUE
WIN CHIKEHHE PEaKLUH), TUIIEPOKCHUIO (TIOBBIIIEHHBIN
BEHTWISIIIMOHHBINA OTBET) M THIIEPKAITHHUIO (OTCYTCTBUE
WM CHIDKeHHe peaknun) [17—-19]. Beiio mokaszaHo, 94To
y muazenneB ¢ LA u cunapomom [panepa-Bummm ad-
(EeKTUBHOH SIBIISICTCS TEpamus OMOJTHUTEIBHBIM KHC-
nopomoM [20, 21]. Y nereit Oosiee crapiiero Bo3pacra
mpu 1A w/mmm mpobiaemMax ¢ KOHTPOJEM BEHTHIISIIIHU
TOJIaYH JIOTIOJTHUTEIIFHOTO KUCIIOPO/Ia HE BCETa MOYKET
OBITH TOCTaTOYHO, U MOTYT HOTpeOoBaThcs Oojee mpo-
JBHHYTBIC PEKMMbI HEMHBA3UBHON BEHTUIISILINHN JIETKUX
C pEe3epPBHOM YaCTOTOM.

KJIMMHWYECKUI CNYYAN 1

Manpuuk 16 net ¢ nuaruozom: cuugapom llpane-
pa-Bummm (0TCyTCTBHE HEITHUIMPOBAHHOTO aJlIEeIIsI
npomoTopHO# 00iacTu reHa SNRPN 15 xpomocomer).
B ctpykType cunapoMa: MOpOMIHOE OKUPEHHUE, THITO-
TOHAIOTPOMHBIN TMIIOTOHAIN3M, HU3KOPOCIOCTh. Bec
94,0 xr, poct 144,5 cm (2,15 SDS no tabnuiie s jie-
Tel ¢ curapoMoM llpanep), mHACKC Macchl Tema 45,0
(+4,5 SDS).

YacTtoTa nyneca

WAAPOD B INYTY

070000

Puc. 1. N'paduK HOYHOM NYNbCOKCUMETPUM NaLmeHTa 1

Figure 1. Graph of night pulse oximetry of patient 1

218

toma | o3 | 2023



NEOVNATPNA | PEDIATRICS .II

PexomeHmanuu 1O TUTAaHUIO CTapaeTcst COOIto-
JaTh, MPUOAaBKU MAacCChl Tejla B MOCJIEIHNE HECKOJIBKO
JIET B LIEJIOM CTaOHIIbHBIE.

W3 anamHe3a M3BECTHO, YTO PaHEE AHU30]I0B ITOCTO-
SHHOTO Xpalia 10 Ho4yaM He OTMEYEHO: SITU30INIECKH
POICTBEHHUKH 3aMedalid Xpal BO BpeMs pecriupaTop-
HBIX MHPEKIHI PU 3aTPYTHEHUN HOCOBOT'O JIbIXaHHUSI.
3a 4 Hejenu 10 TOCTIUTAJIM3AIUH T10CIIE TIEPEHECEHHO-
T'0 PECIIUPATOPHOTO 3a00IEBAHMS TTOSBUIICS BBIPAYKEH-
HBIH TOCTOSTHHBIHN Xpall, STTU30/IbI 0CTAHOBOK JABIXaHUS
BO CHe, M30bITOUYHAs AHEBHAsI COHJIMBOCTH. [IpoBonu-
11 o0cieioBaHKe 10 MECTY JKUTENbCTBA: 110 JaHHBIM
JNAPUHTOCKONTUU — THIEPTPOQHS TIOTOYHBIX MHH/IA-
JIMH 2 CTENEHN.

B kadecTBe 1mepBOro AMarHOCTUYECKOTO 3Tara mpo-
BE€/IeH CKPUHUHIOBBIA HOUHOW MYJIbCOKCUMETPHYECKUH
MOHUTOPHUHT B TeueHue 3 Houelt (puc. 1). Cpenusis ca-
typanus coctasuna 81,4 %. Munexc aecaryparmmii 13,6
B yac. MunumaneHas carypauusa 57 %. Bpems Huxe

89 % cocrasmusier 73,7 % Bpemenu cHa. Takum obOpa-
30M, O JJAHHBIM HOYHOH MYyJbCOKCUMETPUU HMEJCS
BBIPAKEHHBII CUHJIPOM HOYHOM T'MITOKCEMUMU.

ITaneHTy mnpoBelleH KapAuOpecnupaTopHbIA MO-
HUTOPHHT /1JI1 yTOUHEHUS THIIA U TSXKECTH Hapy IICHUH
JBIXaHUS BO CHE (pHC. 2). BhIABICHBI MHOKECTBEHHBIC
3MU30/bI OOCTPYKTHMBHOTO aIHO? JUIUTEIbHOCTHIO
0 55 CeKyHJ, OaHHBIE pEeClupaTOpHBbIE COOBITHA
COIIPOBOKJAJINCh  BBIPQXKEHHBIMHU  [I€CATYPALUSIMHU
10 54 %, HapyLIeHUsIMH PUTMa B BHJIE 3IM30/10B Opa-
JUKapIuH, CHHOATPHAIBLHON OJIOKa (bl 2 CTETEHH, A1~
30/I0B TMpejacepaHoi ouremununu ¢ adeppamuein QRS
komIiekca. Muaekc amaod-rumnonaod (MAI) cocra-
BuI 80 3MM30/10B B 4ac, YTO COOTBETCTBYET CHHAPO-
My OOCTPYKTHBHOTO AaIlTHO3-THIIOIHOD CHAa TSDKEJIOH
crenenu. [lo manHbIM razoBoro coctaBa kposu pCO2
He TpeBbIman 47 MM pT. CT.

C yd4eToM CTENeHHU TSHKECTH ABbIXaTENIbHBIX pac-
CTPOUCTB OBLJIO MPUHATO PELICHHE O CTapTe PECIu-
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10024
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Puc. 2. PparMeHT KapauopecnMpaTopHOro MOHUTOpPUPOBaHUA CHa nauyueHTa 1.

Anunsopabl ANIUTENbHbIX O6CTPYKTVIBHbIX anH

03 (oTcyTCcTBME AbIXaTeJIbHOro NOTOKa

no KaHany cnuporpamMmmMmbl U HaJin4dne gbixXxaTesibHbIX ABUXEHNN BO BpeMAa pecnupaTopHbIX

CO6bITUI NO KaHaly peonHEBMOrpaMMmbl)

* rlpVIMe‘-IaHVIe: MNHeBMO. — nHEBMOrpamMmmMa, oueHunBarwLlwaa OBNHEHNE pr,D,HOI?I KINETKW; CI'II/IpO. —
cnnporpamMmmMa, oueHmBarLian ObIXaTesbHbIN MOTOK.

Figure 2. Fragment of cardiorespiratory monitoring of patient’s sleep 1. Episodes

of prolonged obstructive apnea (absence of

respiratory flow through the spirogram

channel and presence of respiratory movements during respiratory events through the

reopneumogram channel)

* Note: Pneumo. — a pneumogram evaluating the movement of the chest; Spiro. — a spirogram that

evaluates the respiratory flow.
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pPaTOpPHOH MONJEPKKHU B BUJEC HEMHBA3UBHOW BEHTH-
nsaunu gerkux (HHUBJI). B xauectBe ctapra BeIOpan
pexum APAP ¢ MUHHUMAlIbHBIM MOJOKHUTEIBHBIM
naBieHueM Ha KoHIe Bermoxa (IIJIKB) 6 cm Ba. cT.,
MaKCUMaJbHBIM — 12 cM BA. cT. B mepBble CyTKH
BpeMs cHa Ha HUBJI 2 waca 59 munyT (cneren pe-
MEIIOK C MacKH, CAMOCTOSITEIbHO HE CMOT HAJETh),
95 mepuentuns [IJIKB — 12 cm Ba. ct. Cpensss
catypanus Bo Bpemss HUBJI cocrasmna 93 %, UAT
9, 4To sABIsETCS CYOONTHMAaJbHBIM IIOKa3aTeleM.
Cpasy mocie CHATHSI MacKd MOKa3aTelu caTypaluu
OBLTM aHAJIOTUYHBI CHY 0€3 MacKu (BbIpa)KeHHast HOU-
Hasl THIIOKCEMUs Ha (POHE PECTTUPATOPHBIX COOBITHIA).
B cBsi3u ¢ HEyIOBIETBOPUTEIbHBIMH MapaMeTPaMH

BEHTUJISILIMM, A TaKXKe I ONpPEIC/ICHUS ONTHUMAalb-
HOTO TEpaneBTHYECKOr'0 JaBJIEHUS MPOBEACHA HOU-
Hasi TOJUCOMHOrpadusi C THTpalued MapaMeTpoB
HUBIJI. B xome HOYHOTO OOCIEHOBaHUS MIPU TUTPA-
LMK: HayaJlbHOE JaBJCHHE HA BBIJOXE 5 CM BA. CT.,
Ha (oHe 3acbinaHus, yriyOJeHus CHa — TOSBICHUE
OOCTPYKTHUBHBIX PEeCIUpPaTOpHbIX coObITHi. IIpoBo-
nmiock moctenenHoe yBenmdenue I1/IKB mo 12 cm
BJ. CT. U151 KyIIMPOBAHUSI PECIIUPATOPHBIX COOBITHII.
C ydeToM noTpeOHOCTH B MOBBIILICHUH JABICHUS 15
YCTPaHEHUs PECHUPATOPHBIX COOBITHH MPOU3BEICH
nepexo/l Ha IBYXyPOBHEBYIO BEHTHIISAIIUIO B PEKUME
cnontanHoi BeHTmwisiuun (BIPAP S). IIpu yctanoske
nasineHus Broxa [PAP 18 cM pT. CT. BBISIBIEHBI 31TU30-
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Puc. 3. ®parMeHT HOYHOI NosiIMCOMHorpadnyecKom sannmcu Bo BpeMs TUTpaLmm
napaMeTpoB HEMHBA3MBHOW BEHTUNALUN. ANN304 NEPUOANYECKOIO AbiXaHUA
(koMnNneKcHoe LeHTpanbHOEe anHO3 BO CHe)

* MpumeyaHune: C4M1 — kaHan anekTpoaHuedanorpadun; ECG — kaHan IKI; Snore! — kaHan oueHKN
xpana (MnkpodoH); Pressure Snore — KaHan oLeHKK Xpana (gaTyMK NoToka); Pressure — KaHan OLLEHKM
DaBrieHnA No AaTunKy MoToka; Thorax — KaHan oLeHKN ObixaTelbHbIX ABMXeHNA; Pressure flow — kaHan
OLEHKN NoToKa; SP02 — KaHan oueHKN caTypauum; Pulse — oLleHKa 4acToTbl CEPAEYHbIX COKPALLEHWIA;
Pleth. — kpnBasa nneTnamMorpammbl; Pos. — KprBana NonoXxXeHUsa Tena; Pex — Kpueasa gaBrneHns Ha BblLoOXe
Mo OaHHbIM JaT4yuKa NnoToKa.

Figure 3. Fragment of a nocturnal polysomnographic recording during titration of
noninvasive ventilation parameters. An episode of periodic breathing (complex central
sleep apnea)

* Note: C4M1 is the electroencephalography channel; ECG is the ECG channel; Snore! — snoring
assessment channel (microphone); Pressure Snore — snoring assessment channel (flow sensor);
Pressure — pressure assessment channel by flow sensor; Thorax — respiratory movement assessment
channel; Pressure flow — flow assessment channel; SpO2 — saturation assessment channel; Pulse —
heart rate assessment; Pleth. — plethysmogram curve; Pos. — body position curve; Pex — exhalation
pressure curve according to flow sensor data.
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Puc. 4. l'padMK HOYHOM NYSIbCOKCUMETPUUN HA HEMHBaA3UBHOW BEHTUNALUMN

Figure 4. Graph of night pulse oximetry on noninvasive ventilation

JIbI IEPHOIMYECKOTO ABIXaHUS B BUJIC YEPEAY FOIIUXCSI
LIEHTPaJbHBIX aImHO? ¢ Aecarypamueit 10 92 % (pwuc.
3). JlaHHbBIC pecIUpPaTOPHBIE MPOSBICHUS PACIICHEHEI
KaK KOMIIJIEKCHOE IIEHTpaJbHOE allHOD BO BPEMS CHa
(KaK OTBET Ha BBICOKOE JaBJICHUE), IPOU3BEACHO CHU-
skeHue 3HadeHus [PAP.

K «koHIly TepameBTHUeCKOi HOYHM MOAOOpaH
Hanboyiee ONTHMAIbHBIH W KOM(MOPTHBIH pPeXUM
BIPAP S (cnonrannsiit): EPAP 11 mMm pr. cr., [PAP
15 MM pt. ct. [Ipu mocnenyromemM KOHTpOJE Ha IO-
JOOpPaHHOM peXHUMe CpeiHsis caTypalus YAOBIET-
BoputenbHas, 97 %. DNU30I0B ecaTypalnnyd HE OT-
Mevasoch (puc. 4). Ilo maHHBIM CTaTUCTUKH PabOTHI
anmnapara HUBJI, MUAT" menee 5 B uac, BpeMs HCIOJIb-
30BaHUs OoJice 6 4acoB B JieHb. B KiIMHUYECKOH Kap-
THHE OTMEYaeTCs MOJOXKHUTEIbHAS TUHAMHUKA — OT-
CYTCTBHE SIHU30/I0B BBIPAKEHHOTO Xpama B HOYHOH
Meprol, YIydIlleHWe KadecTBa CHA, HMCUE3HOBEHHE
JHEBHOW coHNMMBOCTH. OTMEUaeTcsl BBICOKHH KOMILIa-
€HC K Tepamuy M >KeJaHHe TMalMeHTa HCIOIb30BaTh
ammapar BO BpeMs cHa. Takum oOpa3om, B XOjie IH-
ArHOCTUYECKUX W TEepPaleBTUYECKUX MPOIENyp ycTa-
HOBJICHO, YTO Y NAIIMEHTa PECIUPATOPHBIC HAPY LICHHUSI
COOTBETCTBYIOT CHHAPOMY OOCTPYKTHBHOTO aIrHO?

cHa Tsixenoi creneHu (MAT 102), naHHBIX 32 CHHIAPOM
THUTIOBEHTHJISIIIUN HE TIOJTYYEHO. YCTaHOBIIEHHBIH ypo-
BEHb BEHTWJISIINH JIJI5 TOTO MAIlUeHTa Ha TAHHBIH MO-
MEHT ONTHMAJICH.

C y4eToM HalTuus CBSI3H C THIIEPTPOdUe aIeHOTOH-
3WULIPHON TKaHW MAIMEHTY MOKa3aHa aJIeHOUI0TOMHUSL/
skroMus ¢ 1enbio aedeHus COAC. Crnemyer OTMETHTbD,
gt0 ¢ yaeToM Tsokectd COAC, 0CHOBHOTO 3a001€BaHMs,
OXHMPEHHUsI, BbICOKa BeposATHOCTH octaroyHoro COAC
rocsie orneparyy, OJHAKO JAaHHOE BMELIATebCTBO MO-
ket cHusuTh TshkecTh COAC, a Takike HeoOXOomumoe
TeparneBTHUECKoe JaBJeHne. B MeXrocnuranbHBIN Tie-
pHOI MALMEHTY MpPOBEACHA aJCHOTOH3MIUIOTOMUS, OH
npoaoipKaeT ucnois3osars HMBJI Bo Bpemst cHa.

KJIMHWUYECKWNIA CITYYAI 2

Hesouka 10 met. Bec 82,0 xr (12,97 SD, +2,14
SD mo mkane Ilpanep-Bunnu); poct 134 cm (-2,3SD,
+0,08SD no mkane [Ipagep-Bumnm); okpyHOCTb Ta-
auu 110 cM; mHACKC Macch Tena 45,1 (+5,1SD, >+3SD
no wkane [Ipanep-Bunnm). B cTpykrype cungpoma:
MOpOUHOE OXHUPEHHUE, yMEpeHHasi TPUBEHTPUKYIIO-
IUJIATAlNS B CTPYKTYpe TOCTTHUIOKCUYECKHUX Hapy-
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Ta6nuua 1. JMHaMuKa pecnpaTopHbIX NOKa3aTesen NaLueHTKN 2 BO CHe, NO AaHHbIM
KapauopecnnpaTopHOro MOHMTOpPUPOBaHUA, NOJIMCOMHOrpaduy4ecKoro o6cnenoBaHun

Table 1. Dynamics of respiratory parameters of patient 2 in sleep, according to
cardiorespiratory monitoring, polysomnographic

BospacT Nupekc
. KnuHuueckasn
Ha MOMEHT NAI | pecaty- | XapakTtep 06CTPYKTUBHbIX COGbITUNA KapTUHa
o6cnepoBaHunA pauuin
6 net 3 2 LLeHTPaNbHbIN 1 OBCTPYKTUBHbIN anob HeT
KOMMOHEHT
7 net 8 8 OBCTPYKTUBHbBIE U LLEHTPAasIbHblEe 3MN30AVNYECKNN Xpan
HapyLweHus;
npeobnagaHne runonHo3
8 net 7 6 0BCTPYKTUBHbIE COBLITUA Xpan BO CHe
(NpenMyLw,ecTBEHHO rMMNOMHO3) +
LeHTpanbHoe (anHo3);
3MN30A4bl NEPUOLANYECKOrO AbIXaHUS;
npepgnonaraemana REM accoumnauua
9 net 32 22 06CTPYKTUBHbIE (FMMOMHO3) + BblpPaXXeHHbIN Xpan
LLeHTpasibHble CObbITUS; BO CHE€; NoBbllLEHHAA
rMMNOBEHTUNALNA BO CHE OHEBHasA COHMNBOCTb
10 net 0 1 nccneposaHne Ha HBJI }anob HeT

I'paduk UCC, unciaa HapyIIeHHi IbIXaHHA, 9HCIA JecaTypAlHi, BeTHIHHBI CATYPAIIHH
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Puc. 5. N'paduK KapguopecnmpaTopHOro MOHUTOPUPOBAHUA BO CHE NaLMeHTKU 2
B Bo3pacTte 8 net. OTMe4aloTCcAa pecnupaTopHble CO6bITUA B MOMEHT MaKCMasibHOM
Aucnepcumn putma (npepnonaraemoiii REM coH)

* MMpumedaHua: YCC — vyacToTa cepheyHbiX COKpalWeHW; amnH. — anHo3; rmn. — TrUNOMHO3;
MWH. OKCU. — MUHMMaJsIbHas caTypauus.

Figure 5. Schedule of cardiorespiratory sleep monitoring of patient 2 at the age
of 8 years. Respiratory events are noted at the moment of maximum rhythm dispersion
(presumed REM sleep)

* Notes: HR — heart rate; apn. — apnea, hypopnea; min. oxy — minimum saturation.
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[ICHUH, MHTEIIEKTYaJIbHO-MHECTHYECKOE CHIKEHUE,
HapylLIeHHEe MOBEIECHUs, HEHPOTreHHBIM MOYEBOM ITy-
3bIPb, CyOKJIIMHUYECKUI THIIOTUPEO3, THIIEPMETPOIIHU-
YEeCKHI aCTUTMATU3M, aHTHOIIATHS CETYATKH.
Cungpom Ilpangepa-Bunnm  mmarHOCTHpPOBAaH
B Bo3pacte 4 neT. B nuHaMuke B KIMHUYECKON Kap-
THHE OTMEYaJIOCh HapacTaHHE MHTCHCUBHOCTH Xpa-
ma, B Bo3pacTte 9 1eT — MOsBIEHUE TH30/I0B MOBBI-
meHHoN connmBocTH. C Bo3pacTta 6 JIET €KEromHO
MIPOBOJIAIIOCH KapIUOPECIIHPATOPHOE MOHHUTOPHUPO-
BaHMe cHa (Tabn. 1). B Bo3zpacTe 6 neT ObLIM BBISB-
JIEHbl OOCTPYKTHUBHBIE pECHUPATOPHBIE COOBITHS,
cootBeTcTBytomue COAC merkoir crenmenu. Otme-
yeHo Hapactanue MAT, unjuexkca gecarypaiuii npe-
MMYIIECTBEHHO 3a CYET OOCTPYKTHUBHBIX COOBITHIA
10 COAC Tsxenol cTeneHu, NpucoeaIuHUIACh TUTIO-
BeHTUIsANMA. KpoMe TOro, orMedanaoch HapacTaHHe
MPEICTABICHHOCTH [EHTPAIBHBIX PECHUPATOPHBIX
coOpIThii. JlaHHBIE HapyIIeHWS IBIXaHWUS HaOIo0-
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Jnanvck npeumyniectBeHHO B REM cHe (puc. 5, 6).
NmMenuck u3MeHEHUs B MaKpOAPXUTEKTOHUKE CHA —
yMeHbleHHOe KoitndecTBO REM cha (20 % ot o0riie-
r'o BPEMEHU CHA), a TAaK)Ke YBEIUYEHHOE KOJINYECTBO
MUKPOIPOOY)ICHUH (MHIEKC BEreTaTUBHBIX MUKPO-
npoOy>KaeHuH 28 B yac mpu HOpMeE A0 25 B yac)

C y4eToMm oTpHIIaTeNbHOW AMHAMUKH PECTIUPATOP-
HBIX IOKa3areyel, runoBeHTuasuuu Bo cHe, COAC
TSYKEJION CTETIEHHU allMEHTKE PEKOMEHI0BaHO UCTIONb-
3oBanue HMBJI Bo cHe. B Xone rocmranu3anuu mo-
J0OpaHbl ONTHMAJIBHBIE MapaMeTpbl PECHUPATOPHOM
noanepxkku. [Ipu monmucoMHOrpauIeckoM KOHTPOJIE
HAT wmenee 1 B wac, cpemHee 3HAYCHHE cCaTypallud
96 %, cpennee 3Hauenue pCO2 45 mm pT. cT. B nuna-
MHUKE THITHOI'PaMMBbl OTMEYaeTcs HapacTaHUE Mpea-
craBieHHocth REM cHa (npeacraBienHocts REM
cHa 28 %), yMEHbILIEHHE KOJIMYeCTBA MHKPOIPOOYIK-
JeHni (MHAeKC 4 B 9ac). B MexXrocmuTaabHBIN TIEPHO.
OTMEYAJICSI IEPEPHIB B TEPANNH, CBA3aHHBIH C 3a1CPiK-
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Puc. 6. [laHHble noniIMCOMHOrpadu4ecKoro uccsenoBaHusa NauueHTKn 2 B Bo3pacTe 8 ner
* Mpumeyarue: Npodunb cHa — runHorpamMmma Bo cHe, C34 — cpegHee 3Ha4YeHne 4acToTbl OCHOBHOIO
putma no 33I, SPO2 — rpaduk catypauun, Y — yactoTa AbixaHua, HCC — yacToTa cepaeyHbIX COKpa-

LWEHNA.

Figure 6. Data from a polysomnographic study of patient 2 at the age of 8 years
* Note: The sleep profile is a hypnogram in a dream, UHF is the average value of the basic rhythm
frequency according to the EEG, SPO2 is the saturation graph, BH is the respiratory rate, HR is the heart

rate.
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Puc. 7. lJaHHble nosiMCOMHOorpadmn4ecKoro nccnegoBaH1A NauMeHTKu 2

Ha PoHe npoBepeHna HABJI

Figure 7. Data from the polysomnographic examination of patient 2

on the background of a ventilator

Kol nonydenus annapara HBJI u MacouHoro unrep-
¢etica. [Ipr B0O300HOBIEHUH TEpaNiuu — HETATHBU3M
K HWCHOJB30BaHUIO ammapara. [lo gaHHBIM paboThI
HUBJI, kpaline HU3KHUI KOMIIJIAEHC — CPEJIHEE BPEM S
WCTOJIb30BaHMU alnapara MeHee 1 yaca B CyTKH.

B Xone MOBTOPHOH TrOCHUTANIM3ALMU BBISIBICHBI
po0JIeMBbI ¢ KOMITJIAGHCOM TEPAITHH, TTPOBEICHA MPO-
Leaypa MOBTOPHOW JECEHCUTH3ALMM K MaCOYHOMY
unTepdeiicy, anmapaty. Takke BEITIOITHEHA KOPPEKIIHSI
MapaMeTpoB BEHTWJISIIUU B CBS3M C HU3KHM JIbIXa-
TEIIBHBIM 00beMOM. B X0/1¢ KOHTPOTBEHON TTOJTMCOMHO-
rpaguu JOCTUTHYTHI ONTHUMAaJbHBIE PECIHPATOPHBIC
nokasarenu (puc. 7). 3a Bpems peObIBaHUS B CTAIlM-
OHape JIOCTUTHYT ONTHMAaJIbHBINA KOMILIAEHC HCIIOJb-
30BaHUS aIlNapaTa: CPEIHEE BPEMsI UCIIOIb30BAHUS —
8 4yacoB B CyTKH.

Takum 00pa3oM, B X0€ JJIUTEIBHOTO HAOTIONCHHS
3a MalMeHTKON 0TMeYaIoCch HapacTaHHe MPeICTaBIeH-
HOCTHU HapyILUEHUN JbIXaHus BO cHE. MIMencs cmelan-
HBI{ XapakTep HApYyLICHUH, XapaKTEPU3YIOLIUXCS KaK
O0OCTPYKTHUBHBIMH, TaK ¥ LIEHTPAIbHBIMH COOBITHUSMH.
OTMedeHa Koppemslus pecnupaTOpHBIX MOoKa3aTesen
BO CHE C KJIMHUYECKOM KapTUHOU. B x01e MHMIMAIMK
HUBIJI nienu KoppeKkiMu HapyIIeHUH JbIXaHUsl BO CHE
JOCTUTHYTHI, OTHAKO UMEJUCH CIOKHOCTHU C MPUBEP-
KEHHOCTBIO K TEpaluu, 4YTO 3aTPYAHSET OLEHKY 3-
(exTa TaHHOTO TeparneBTUYECKOro BO3ACHCTBHSL.

KIMHWYECKUIA CNYYAI 3

Manpuuk 17 net. Bec 150,0 kr; poct 147 cm (-1,76
SDS mo mkane mus petret ¢ curapomom Ilpane-
pa-Bumnu; mo mkane BO3 -3,89 SDS); unmeke Maccel
tena 69,4 (>+3 SDS no mkase s 1eTel ¢ CHHIPOMOM
[Ipanepa-Bunnu; no mkane BO3 +8,47 SDS).

Juarno3 ycranosyieH B Bozpacte 5 neT. C 3 ner —
M30BITOYHBIE TIPUOABKM Macchl Tena. B Hacrosiee
BpeMS B CTPYKType CHHApPOMa UMEET MECTO MOpOH/I-
HOE OKMpEHHUe ¢ OyJIMMUEeH, IBYCTOPOHHUN KPUTITOP-
xu3M (onepupoBan B 2010, 2006 rT. — opXxonekcus),
TUTIOTOHAIOTPOITHBIN TUTIOrOHAIN3M, HU3KOPOCIOCTh,
muonatus HemuddepenmupoBannas (opma ¢ yme-
PEHHO BBIPKEHHBIM BSUIBIM TETpanape3oM, Jierkas
YMCTBEHHAsl OTCTaJlOCTh, CEHCOMOTOpHAs aJayius
CpPEIHEN CTENEHH BBIPaXXKEHHOCTH, qu3apTpus. Takxke
B MeTabOJIMYEeCKOM CTaTyce BBISIBJICHBI HapyIICHUE
TOJIEPAHTHOCTHA K YTJIEBO/IaM, HHCYIMHOPE3UCTEHT-
HOCTh, HEAJKOTOJbHAS JKUpPOBas OOJIE3Hb IIEYCHH,
aprepuanpHas runeprensus Il crenenu. [loBbimenue
apTepuanbHOro naBieHus Habmonaercs ¢ 11 ner. Te-
pamnuio mosmy4aeT HeperynspHo. Ilo maHHBIM OTOmNA-
PUHTOJIOTHYECKOTO OCMOTpa — TUNepTpodust HeOHbBIX
munganui II crenenu.

C 10 neT oTMedanuch KJIMHUYECKHE MPOSBICHUS
HapyIlIEHUH IbIXaHHUs BO cHE. [Io JaHHBIM MOJIMCOM-
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Horpadudeckoro uccnenoanusi: COAC kpaifHe Tsxke-
no# crenienu (MAI 55 B wac). CHHIPOM BBIpa)keHHOMH
HOYHOM runokceMuu. B KkadecTBe pecnupaTOpHOU
MOJJICPKKH  HCIOJIB30BaJiaCh KHUCIOPOIHAs Macka
¢ HU3KOU A(h(PEKTUBHOCTHIO.

B Hacrosimimii MOMEHT OTMeuaeTcs BbIpa)keHHas
JTHEBHAs! COHJIMBOCTH, HOYHOM Xparl, 31305l 3aJI€PK-
KU JpIXaHus BO cHe. CIIUT B MONYCHASYEeM TIOJI0KEHUH
B CBS3M CO CHMIKCHHMEM CaTypallid B HOUYHOE BpeMsl.
[lo naHHBIM MyJIBCOKCUMETPUHU BO BPEMs CHA — 3IIU-
3oabl gecarypauun 10 30 %, cpemHss carypauus
Bo cHe 77 %. B OoapcrBoBanmu carypaunus 94 %.
[lo naHHBIM aHaNM3a ra30BOr0 COCTaBa KAMMILISIPHON
KpoBH Bo cHe rurnepkanaus ¢ pCO2 63 MM pT. cT. Tak-
KE OTMEUYCHA yMEPEHHAs TMICPKANIHUS B COCTOSIHUM
oonpctBoBanus. [To TaHHBIM OLEHKH (YHKIIMH BHEII-
HEero JbIXaHWS MMEIOTCS 3HAYMMOE CHIDKEHHE KU3-
HEHHON eMKOCTH JIeTKuX (54 % OT JOMKHBIX 3HAYe-
HUH), PECTPUKTUBHBIN ATTEPH HApPYLICHUS AbIXaHUS
(Ha hoHE MOPOHUIHOTO OKUPEHUS).

C yueToM sIpKo BBIpPaKEHHOM KIMHUYECKOM KapTH-
Hbl HAPYUICHWH JIBIXaHWs BO CHE IMPHHSITO pELICHHE
o HememiienHoM ctapre HMBJI Bo Bpems cHa. B kaue-
CTBE HadaJbHOIO MHTepdeiica BbIOpaHa POTOHOCOBAS
macka. Craprosbiii pexxum BIPAP AutoST c neneBsl-

Sp02

100

MU 3HaueHusIME 00bema 460 M. B xome moxbopa Te-
panuu BbISIBUICS BbIpakeHHbIN HeratususMm k HUBIL
Nwmenack jg0KHasg accouuais pa3BUTHA PECIHPATOp-
HBIX COOBITHH (aITHO?) C WCITOJIB30BaHUEM Mackw. J{is
YAyYIIEHUs] KOMILIaeHca OB HCIONIb30BaHbl METO/IBI
JECCHCUTH3ALUU K 000PYIOBaHMIO: BpEMEHHBIN mepe-
Bon Ha APAP, nanee nepexon Ha AutoST ¢ mocremneH-
HBIM yBenmueHueM PS, mponsBenena cMeHa MacoO4HOTO
uHTep(eiica Ha HOCOBYIO MacKy. /locTUTHYTO yBenH-
YeHHEe KOMIUIaeHca 70 4—5 JacoB BPEMEHHU Ha Macke,
OJTHAKO COXpaHsieTcsd HHU3Kas NpPEeACTaBICHHOCTh CHa
¢ Mackoi. B cBsI3u ¢ 3TUM ITpOBECHUE TTOJIMCOMHOIpa-
(uuecKoro uccie0BaHus BO CHE 3aTPYIHEHO.

Ilo maHHBIM NYJIBCOKCHMETPHYECKOIO MOHHUTO-
punra Bo Bpems cua 6e3 HMBJI ormeuanach Beipa-
skeHHas rumnokcemus ¢ Sp0O2 45-55 % c raxukapau-
et 117-120 ymapoB B MunyTy. Ilpn ucnons3oBanun
HUBJI 3Hauenus cartypanuu gocturim 92-95 %,
YCC — 85 ymapoB B mMuHyTy (puc. 8), pCO2 —
57 MM PT. CT. (OTHOCHUTENIBHO MOJOXKHUTEIbHAs JUHA-
MHKa). B knumHUYecKoil kKapTHHE — HE3HAUYMUTEIbHOE
CHIDKEHNE JHEBHOW COHIIMBOCTH.

Takum 00pa3oM, y mauueHTa UMEIOTCSl BhIPaXKEH-
HbIE MPOSIBIEHUS HApyIIEHUs AbIXaHUS BO CHE: CHH-
JIpOM OOCTPYKTHBHOI'O arHOd CHa, CHHJIPOM HOYHOM

EIR|

VAAPOB B MUHYTY
=

25.06.23 -

26.06.23-

Puc. 8. N'paduK NnynbCOKCUMETPUM BO BPEMA CHa Y NauMeHTa 3

Figure 8. Graph of pulse oximetry during sleep in patient 3
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TUTIOBEHTHIISIIIMN CMEIIAaHHOTO Xapakrepa (IposiB-
JICHUS CHHJPOMa OOCTPYKTHBHON THIOBEHTHUIISIIHH
Ha ¢one Tskenoro COAC, cuHapoMa OXUPEHUS-TH-
TTOBEHTHJISIIIAN, & TAKXKE HE UCKIIOUCHA IIEHTpaTbHAs
TUMOBEHTWJISIIUSA B CTPYKTYypEe T'€HETHYECKOTO CHUH-
npoma). B xome rocrnuranmzanuu Oblia WHUITUHUPO-
Bana HUBJI, onHako oTmeuasacs HU3KHH KOMIIJIACHC
CO CTOPOHEI MAIMEHTA, YTO MPEIMSITCTBOBAJIO aJIbHEH-
e HacTPOMKe MmapaMeTpoB, OleHKE dPHEKTUBHOCTH
Tepanuu. OTMeUaeTcss 4YaCTUYHOE SJIMMHUHUPOBAHUE
pECTUPATOPHBIX COOBITHI BO CHE, ITOJIOKUTEIbHAS JTU-
HaMHKa B BUJE HOPMaJIHM3alNHU 3HAUCHUN caTypaluu,
YMEHBIIICHUS TIPEICTABICHHOCTH JTHEBHOW COHJIHNBO-
CTH, YMEHBIIIEHUS CTETIEHU TUIEPKATHUM 110 JAHHBIM
ra3oBOr0 COCTaBa KPOBH, YMEHBILICHUS MacChl Tea.

3AKJTIOHEHUNE

[IpuBeneHHbIe KIWHUYECKHE HAOIIOACHUS JIEMOH-
CTPUPYIOT MHOTOOOpa3ue HApyIICHWH JBIXaHHS BO
cHe y aetell ¢ cunapomoM Ilpanepa-Bunny, B ToM unc-
Jie BO3MOXKHOE UX COUETaHUE Y OJTHOTO MaIueHTa. Bui-
PaXEHHOCTH HapyIIeHWH HapacTalia ¢ BO3PACTOM U BO
BCEX CydYasiX JOCTUIJIA TSKEJIOW U KpailHe TsKeIou
CTENCHH, TOTPEOOBAB PECHMUPATOPHON MOIJACPKKH.
[TpuBepKEHHOCTh PECIUPATOPHON MOAECPIKKE TPeOy-
€T TOCTAaTOYHOU CTETICHN OCO3HAHHOCTH M MOXKET OBITh
CHU’KEHA y alUeHTOB ¢ cu"apoMoM llpanepa-Buniu
B CBSI3M C MX MHTEJUIEKTYaJbHBIMU OCOOEHHOCTSIMH.
Bce cnernuanucTel, oka3bpIBAIONIME MOMOIIL MAIUCH-
TaM JaHHOW TPYIMIbI, JOJDKHBI OBITH OCBEIOMJICHBI
0 BBICOKOM DHCKE pean3alliy HapyIICeHUH JIbIXaHHS
BO CHE ¥ HEOOXOJUMOCTH ITPOBEIEHU ST CIIETTU(PIISCKIX
WCCIICJIOBAHUM CHA, B TOM YHCJIEe KaITHOTpa(huIecKoro
MOHUTOpUPOBaHMs. Hannuue cMemanHoro xapakrepa
HapyIICHUH IbIXaHUs (OOCTPYKTUBHBIA M IEHTPAJb-
HBI) OrpaHUYMBAET UCIIOJIIH30BAHUE OHOYPOBHEBOU
BEHTWJISIIUHM B TOJIb3Y ABYyXypoBHeBoi (Bipap S\T).
[TepcucTtupyiomias runokcemMus, HapyIeHUE apXUTEK-
TOHUKHU CHA YCyTyONSIOT KOTHUTHUBHBIN, HHTEIICK-
TYaJlbHBIA NePHUITUT, META0OIHIECKUE, CEPACTHO-CO-
CYIUCTBIC TIPOSIBIICHUS CHUHIpPOMA, a WX YCTpaHEHHE
CYHIECTBEHHO YIyullaeT Kak JaHHbIC IOKa3aTelu,
TaK M Ka4eCTBO KU3HU NaUEHTOB U ux cemel. Hema-
JIOBQXXHBIM SIBIISICTCSI M JOCTHKCHHUE ONTHUMAIBHOTO
KOMIIJIaeHCa K TEpaIruy, 9TO TpeOyeT MHIANBUIYab-
HOTO TIOXOJIa, TIPOBEICHUS MOBEICHYECKUX METOJOB
Tepanuu ¢ MPUBJICUCHUEM K MYJIbTUAUCIUIIIUHAPHON
KOMaH/Ie TICUXO0JIOTa.
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