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AHHOTauUuA

Kudbockonnos — ato KombuHMpoBaHHasa aedopmaLums NO3BOHOUYHUKA, KOTOpPas NPMBOAUT K YMeHblueHU0 obbema «paboTato-
Ll.l,eﬁ» Nero4yHom TKaHu ¢ pa3BuTnEM aaneonﬂpHon rmnoBeHTUNALUN U rMNOKCHUYECKOM BAa3OKOHCTPUKUUU Nerov4HbixX ap‘repmﬁ.
ﬂ,aHHbIe U3MeHeHUA B HeboNbLLIOM npoueHTe cnyvyaes Bbi3blBAlOT NoOBbIWLEHWE OaBNEeHUA B neroyHomn apTepun n nero4yHoro
cocyaucToro conpotmueneHua. MNatoreHes neroyHon runepteHsun (/M) npu Kudbockonmose nmeet cxoactso ¢ /Il Ha ¢poHe 06-
CTPYKTUBHOIO anHO3 CHa UM TMNOBEHTUAALMKN HA GOHe oXKMpeHus. MNaumneHTol ¢ yke cdopmmnpoBaHHon JIT TeopeTUyeckn mo-
ryt 6bITb KaHAMAATaMWN Ha CTaHAAPTHYO NaToreHeTn4yecCcKyro Tepanunio npenapatamn, oAHaKO AO0Ka3aTeNbCTB 3¢¢EKTMBHOCTVI
AaHHOro ne4yeHnA B HaCToAllee BpeMA HET.

Kniouesble cnosa: KMPOCKOINO3, NErOYHas TMNEPTEH3UA, a/IbBEONSPHAA TMMOBEHTUAALMSA, MHIMBUTOP PpocdoamacTepasbl
5-ro TMNa, XpoOHMYeCKan cepAevHas He0CTaTOYHOCTb.

KOHGAMKT nHTepecos: aBTOPbI 3aABNAKOT 06 OTCYTCTBMM KOHPIMKTA UHTEPECOB.

Mpo3payHocTb pUHAHCOBOM HUKTO U3 aBTOPOB HE MMeeT PUHAHCOBOM 3aMHTEPECOBAHHOCTU B MPeACTaBAEHHbIX MaTepuanax uam
beATeNbHOCTU: meTozax.
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Abstract

Kyphoscoliosis is a combined spinal deformation, which leads to a decrease in the volume of ‘working’ lung tissue with the
development of alveolar hypoventilation and hypoxic vasoconstriction of the pulmonary arteries. These changes in a small
percentage of cases lead to increases in pulmonary artery pressure and pulmonary vascular resistance. The pathogenesis of
pulmonary hypertension in kyphoscoliosis shows resemblance to pulmonary hypertension in the setting of obstructive sleep
apnea or hypoventilation in the presence of obesity. Patients with already present pulmonary hypertension may theoretically
be candidates for standard pathogenetic therapy, but there is currently no evidence of the effectiveness of this treatment.
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BsepgeHue

Kndockonnos — ato BpoxaeHHaa uam npuobpeteHHas
KOMbUHMpoBaHHaA Aedopmaumsa MO3BOHOYHMKA, nNpes-
cTaBasowWwan cobol couyeTaHne ckomnosa (bokoBow M3rnb) u
Kndo3sa (13rub B nepeaHesagHeM HanpaBaeHUN). BbipaxkeH-
HasA fAedopmaLma NO3BOHOYHMKA NPU KMPOCKOMNO3E Bbi3bl-
BaeT yMeHblueHne 0b6bema «paboTatowen» Nero4Hom TKaHu,
pa3BuTME aIbBEONAPHOM FTMNOBEHTUAALMM, KOTOPAS, B CBOIO
ouyepeab, NPUBOAUT K TMMOKCUYECKOW BAa3OKOHCTPUKLMK Ne-
FOYHbIX apTEPUIN C NOCAEAYIOLMM YCTONYMBBIM MOBbILEHU-
eMm [aBNeH1A B 1EFOYHOM apTepun U N1eroYHOro COCyANCTOro
conpoTusaeHus. CornacHo AeNCTBYIOLMM PEKOMEHAALUAM,
neroyHas runepteHsus (/1IN npu KMPockoamnose oTHOCUTCA K
rpynne Il (JIT BcneacTBMe MaToNOMMKU NErKUX U/UAU TUMOK-
cun) [1].

M3BecTHO, YTo passuThe JII pe3Ko yxyALwaeT NpPorHo3 y
naumeHToB ¢ Kudockonmosom [2]. UcTnHHaa pacnpoctpa-
HEeHHOCTb 3aboneBaHnA HenssecTHa. M0 JaHHbIM AETCKOro
peructpa JIl, n3 357 nauMeHTOB TONbKO Yy 2 UMeNca guarHos
Kndockonnosa [3]. B aHanorMyHom perucrpe y B3pocC/aoro
HaceneHua HU y ogHoro 13 1 344 nauneHTos ¢ /Il He Habto-
Aanocb gaHHoro Buaa aebopmaumm No3BoHOYHMKa [4].

MaToreHes JII npu Kndockonmose nmeet cxogcrso ¢ /I
Ha ¢oHe 06CTPYKTMBHOIO anHO3 CHa WAW TMNOBEHTUAALUM
Ha GOoHe OXKMpeHua, B CBA3M C YeM 6a30BOW KoHUenuuel B
neyernumn JII ABNAETCA yMeHbLUEHME Harpy3Ku Ha annapat
BHELHEro AbIXaHWA MoCpeacTBOM NPOBEAEHUA HEWHBA-
3MBHOWM BEHTUAALMK nerkux [5]. MaumeHTbl ¢ yxe chopmu-
poBaHHOM JII TeopeTU4eckn MOryT ObiTb KaHAMAATaMM Ha
CTaHAAPTHYIO NATOreHEeTUYECKYH Tepanuio npenapaTamu,
HanpaBNEHHbIMU HA CHUXKEHWE AaB/AeHUA B JIEFOYHON apTe-
pun. loKkasatenbcTB 3GGEKTUBHOCTU IeUEHNA C UCMONBb30BA-
HWEM NaToreHeTUYeCcKoM Tepanumn Nero4Hon apTepuanbHoOm
runepteHsun (JTIAT-cneunduyeckoin Tepannmn) B OTHOLLEHUU
NporHosa nauneHToB ¢ Knudockoamosom u JIl B HacTosAwee
BPEMSA He CYLLEeCTBYeT, BBUAY Yero AaHHbI BONPOC OCTaeTcA
AnckyTabenbHbIM. MpyK 3TOM NaumMeHTam ¢ Takumu 3abone-
BaHWAMM NIETKUX, KaK XpOHUYECKan 0bCTpyKTUBHaA 60n1e3Hb
NErknx, a TaKXe C MHTepCcTUUManbHbIMU 3aboneBaHUAMMU
NErknx He pekomeHayeTcsa HasHavyeHue JIAT-cneumouyeckomn
Tepanuu B CBA3M C BOSMOXHbIM YBEIMYEHMEM KPOBOTOKA B
yyacTKax C NJOXoN BeHTWAAUMEN, YTO B uTore ycyrybnser
MMEIOLLLYIOCA TUMOKCUIO U yXyALaeT TeyeHne 3abonesaHuA
[1]. CywecTBylOT AaHHbIE, YTO NPU KUDOCKONMO3€E COXPaHA-

eTCs OTHOCUTENIbHO HOPMaJ/lbHas CTPYKTYpPa IEFOYHOMN TKaHU
C MUHMMA/IbHBIM BEHTUNALMOHHO-NepPdY3NOHHbIM aAunchba-
NaHcom [6]. B ogHo 13 paboT onncaH ycnewHbii 3-1eTHU
onbIT NpUMeHeHns uHrMbutopos docdoanactepasbl 5-ro
TWUNA Y HEMHBA3UBHOW UCKYCCTBEHHOM BEHTUNALMEN NETKUX
(MBN) y naumeHTa c Kudockonmosom [5].

B HacToALLel cTaTbe Mbl XOTUM MOKa3aTb, C KAKUMU TPpyA-
HOCTAMM MPULLNOCH BCTPETUTLCA NPU IEYEHUM MaALMEHTKM
C TAXKeNbIM KNPOoCKonmMo3om, Bbicokon /I n ganeko 3awean-
el XpoHMYECKOW cepAevyHon HeaoCTaTouyHOCTbI0. Ha npo-
CTopax MeAMUMHCKMX PECYPCOB KOMMYECTBO 3apyberKHbIX U
OoTeyecTBeHHbIX Ny6AMKauuMii No AaHHON TeMaTUKE MOMKHO
CYecTb MO NanbLam, He roBopsa yxKe o6 OTCYTCTBUM pPyKO-
BOACTB NO NIEYEHUNIO CTONb pPeaKoi naTonoruun. Bece aTo yKa-
3blBaeT Ha HEOBXOANMMOCTb NYBANKALMMN TAKOTO POAA KIUHU-
YEeCKMX Cy4aeB.

MauwneHTKa /1., 39 net. B anpene 2017 r. 6bina rocnuTanu-
3MpoBaHa B HaunoHanbHbIA MeaULMHCKUIA UccienoBaTtesib-
CKUW LEeHTp Kapamonorm MUHUCTEPCTBA 340aBOOXPaHEHUSA
Poccuiickoit depgepaumm (HMUL kapgmonoruu) c *kanobamm
Ha YyBCTBO HEXBAaTKW BO34yXa MPU MUHMMaNbHOW pusnye-
CKOW Harpyske, obuiyto cnabocTb, OTEKU roneHen u crton,
yBe/IMYEHME KUBOTa B 06beme, yyallleHHoe cepaluebueHue.

Anamnesis morbi

B AHBape 2017 r. noc/e TAXKENOM OCTPOM pecnnpaTopHoOm
BUPYCHOW MHPeKkuun (OPBU) naumeHTKa BnepBble OTMETU-
Nla NOAB/NIEHME OTEYHOCTU HUMKHUX KOHEYHOCTEM, OAbILIKY
YMEpPEHHON MHTEHCMBHOCTU Npu GU3MYECKUX Harpyskax. B
CBA3N C NPOrPeccUpyroLUM yXyaleHUeM COCTOAHUA Heoa-
HOKPATHO BbI3blBasia CKOPYID MEOMULMHCKYIO MOMOLLb, e
BHYTPMBEHHO BBOAMACA dypocemus, c xopolmm sddeKkTom,
KOTOPbIN COXPAHANCA B TEYEHWE HECKONbKUX AHEW, nocne
Yero OTEKU W oAbllKa HapacTanu BHOBb. B mapte 2017 r.
nauMeHTka obpatnaacb 3a MeAULMHCKON NOMOLLLIO B MO-
JIMKAVHUKY NO MECTY XKMTeNbCTBa: NO AAHHbIM 3XOKapAmo-
rpadum (IxoKrl) obpauwano Ha cebss BHUMaHME NOBbILWEHNE
CUCTONMYECKOTO [aBNeHus B erovyHol aptepun (CAMA) po
75 MM pT. cT. YpoBeHb [-aumepa 6bin B Nnpeaenax Hopmasib-
HbIX 3Ha4YeHuW. Mo pe3ynbTaTam yNbTPA3BYKOBOrO AynaeKc-
HOTO CKAaHMPOBAHWA BEH HUXKHUX KOHEYHOCTEN, NPU3HAKOB
Tpomb603a BbIfiBAEHO He bblno. MNpoBeaeHa MynbTUCIMPANb-
HaA KOMMblOTEpPHaa Tomorpadua-aHrmonynbmoHorpadma
(MCKT-aHrnonynbmoHorpadus), AaHHbIX 3a Tpomboambo-
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JIUI0 NeroYHon apTepum He nosydyeHo. HasHayeHa cumnTo-
MaTuyeckasa Tepanus.

C anpena 2017 r. naumeHTKa OTMeTMAa pe3Koe yxyalle-
HUEe COCTOAHWA, HapacTaHWe NPU3HAKOB AbIXaTeAbHOW WU
cepAeyHon HefoCTaTOUYHOCTH, B CBA3M C Yem bblna rocnuta-
nsmpoBaHa B ctaunoHap Mocksbl. Mpun nposeaeHnmn IxoKr
BblABNAeHO nosbliweHne CAJTA o 90 mm pT. CT.; NO AaHHbIM
YNbTPa3BYKOBOIO MCCAeA0BaHUA OPIOWHOW MOAOCTU: MpU-
3HaKu acumta (okono 400 MA KMAKOCTU); NPU NYJbCOKCU-
metpum: Spa0, = 62-67%. YuutbiBas oTcyTcTBME 3ddeKTa
OT NPOBOAMMOM CUMNTOMATUYECKON TEPANNU U COXPAHEHNE
ABNEHUI CepAeYHON HeAOCTAaTOMHOCTW, MauMeHTKa 6bina
nepesegeHa B HMMWL, Kapauonormm pna onpegeneHua
OanbHellwen TaKTUKM niedyeHnA. Ha MomeHT nocTynsieHuA
npuHMmana: ueabpaguH—7,5mr 2 pasa B AeHb, pypocemuma—
40—-80 Mr yTpOM C y4eTOM BblpaXKEHHOCTN OTEKOB, BEPOLLMNK-
pPOH — 50 mr yTpom.

Anamnesis vitae

BblparkeHHbI KNPOCKONMO3, CO cNoB boNbHOM, ABNAETCA
CcnefcTBMEM POAOBOM TPABMbI, U €r0 BbIPaXKeHHOCTb C BO3-
pacTom He MeHANacb. B GpM3MyecKo akTUBHOCTM OrpaHuye-
Ha. B 2012 r. 66110 onepaTMBHOE pogopaspelleHmne, B Mno-
cneonepaunmoHHOM nepuoae Haxogunacb Ha MBJ1. OgHako B
CBA3W C HEONTUMA/bHbBIM pexknmom MBJI, a TakKe nmeroLm-
MWCA aHAaTOMMYECKMMU OCOBEHHOCTAMK Mepepacnpegene-
HUA BO3AYLIHbIX MAcC Ha GOHE UCKPUBNEHUA NMO3BOHOYHU-
Ka pa3BWJICA MHEBMOTOPAKC, MPOBOAUIOCH APEHMPOBaHME
nnespanbHON NONoCTU. BbinucaHa gomoit 6e3 npusHakos
AblxaTenbHol HepgoctaTodHocTn. C 2015 r. yactble OPBW,
OTWUTbI, MHEBMOHWMU.

JaHHble d)U3UKOﬂbHOZO uccnedosaHus npu nocmynaeHuu

Poct 142 cm, Bec 36,4 Kr. MHaeKc maccbl Tena 18 Kkr/m?.
MoAKOXKHO-KMPOBOW CNOM Pa3BUT KpaiHe cnabo, KaxeKcus.
Temnepatypa Tena 35,8 °C. KoxKHble NOKpoBbl 61eaHble, Bbi-
pa)KeHHbIW LMaHO3 HOCOTyBHOro Tpeyro/ibHUKa, BepXHUe
N HNXXHUE KOHEYHOCTU UMaHOTUYHbI, XON04Hble Ha OLWynb.
Catypaumsa apTepuanbHON KPOBM MpU MY/JbCOKCUMETPUN B
npeaenax 60—65%. BbipaxeHHbI KMPOCKOANO3 C BOBAEYE-
HMeM BCex OTAE/10B NO3BOHOYHMKA. HanpsKeHHble cumme-
TPUYHbIE OTEKM CTOM, roneHel, beaep.

B nerkux npu ayckynbtaumm AblXxaHWe KecTkoe, cnpasa
B HUMKHUX OTAENaxX AbIXaHWe He BbICNYLINBAETCSA, B CPELHUX
oTAenax cnpasa M cnesa ocnabneHo. Xpunos Het. YactoTta
AbIXxaTeNbHbIX ABMKeHni (Y44) — 28 B MUHYTY.

BepxyLeyHbli TONYOK Pas3nuToN, Nokanusyetca B obna-
CT1 5-ro mexxpebepbsa MO CPELHEKNOYNYHON TMHUN. Kpome
MUTPAAbHOM NO3MLMM, ayCKyNbTaLMA CepaLa B CTaHAAPTHbIX
TOYKax 3aTpygHeHa. B mutpanbHoM nosvumu 1- u 2-i1 TOHbI
paBHbI, TOHbI ICHbIE, LUYMbl He BbIC/yLIMBAOTCA. ApTEepuanb-
Hoe faBneHue (ALl), U3MepeHHoe B NONOMKEHWUU CMAA CpPaBa
100/60 mm pT. cT., cnesa 90/60 mm pT. CT., 4acTOTa CEPAEUHbIX
cokpalueHmin (4CC) 110 ya./muH. XnBOT yBennyeH B pasme-
pax, NPU3HaKM acuMTa, NpU NanbnaumMm Markuin, 6esbones-
HEHHbIW BO BCcex oTaenax. MeyeHb NanbnmpyeTcs U3-nog, Kpas
pebepHoi ayru, BbICTynas Ha 2 cMm. Kpait neyeHun naoTHbIN U1
poBHbI. CeneseHKa He NasbnupyeTcs.

Pe3ynbTaTbhl KOMMNEKCHOTO KAMHUKO-UHCTPYMEHTAIbHO-
ro obcnefoBaHus npeactaBneHbl B Tabavuax 1, 2 n Ha pu-
CYHKax 1-3.

Tabnuua 1. O6wWuMit aHaNNU3 KPOBU
Table 1. Complete blood cell count

NeikoumnTbl, x10°/n
Leukocytes, x10%/L
Heitpodunbl, Tbic./MKn
Neutrophils, thous./uL
Helttpodunsl, %
Neutrophils, %

6,8 (N:4,8-10,8)
4,9 (N:1,9-8,0)

71,7 (N:40,0-74,0)

NumdouuTbl, %

Lymphocytes, % 17,9 (N:19,0-48,0)

JiumouuTsl, ThiC./MKA

1,2 (N:0,9-5,2
Lymphocytes, thous./uL 2 (N:0,9-5,2)
MoHouuTbl, % 9,20 (N:3,
Monocytes, % 40-12,00)

MOHOUMTbI, TbIC./MKA 0,63 (N:0,20-1,00)

Monocytes, thous./uL

Jo3nHopunbl, %

Eosinophils, % 0,80 (N:0,00-7,00)

303MHOGWABLI, ThIC./MKA )
Eosinophils, thous./uL 0,05 (N:0,00-0,80)
Basodunbl, % N AN
Basophiles,% 0,40 (N:0,00-1,50)
Basodunbl, Tbic./MKA .
Basophiles, thous./uL 0,03 (N:0,00-0,20)
Sputpouutsl, x10'2/n
Erythrocytes, x10%/L
lemorno6uH, r/an 12,28

Hemoglobin, g/d, % (N:12,00-16,00)

5,85 (N:4,20-5,40)

lematokpuTt, % . -
Hematocrit, % 45,4 (N:37,0-47,0)
CpeaHuin 06bem apuTpoumTa, O 77,6 (N:81,0-99,0)
Mean corpuscular volume, fL

CpepHee copepiKaHue I'eMOF{105VIHa, nr 21,0 (N:27,0-31,0)
Mean corpuscular hemoglobin, pg

CpefHAf KOHL, Temorn. B 3puTpoL., r/an

Mean corpuscular hemoglobin 27 (N:33-37)
concentration, g/dL

Koad. aHm3oTponum sputpountos, % 19,0
Erythrocyte anisotropy coefficient, % (N:11,5-14,5)

TpombouuTsl, 10°/n 205 (N:130-400)

Platelets, x 10°/L
CpeaHuit o6bem Tpombounta, da

Mean platelet volume, fL 8,6 (N:7,2-11,1)

Mpumeyanmne: N — Hopma.
Note: N —norm.

Tabnauua 2. BUOXMMUYECKUIA aHANW3 KPOBM

Table 2. Blood chemistry

AnbbymuH, r/n
Albumin, g/L
ANT, Ea./n
ALT, U/L

ACT, Ea./n
AST, U/L

NAar, Ea./a
LDH, U/L

36,7 (N:34,0-48,0)
90,0 (N:3,0-40,0)
30,0 (N:3,0-29,0)
399,0  (N:218,0-435,0)

LlenoyHan pocdaTtasa, Ea./n

Alkaline phosphatase, U/L 105,0 (N:80,0-430,0)
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OKoH4aHue Tabn. 2
End of table 2

ANnbbYMUH, r/n

Albumin, g/L 36,7 (N:34,0-48,0)
BuAnpy6buH obLmnii, MKMonb/n 1

Total bilirubin, pmol/L 16,4 (N:1,7-20,5)
[NoKo3a, MMONb/N _

Glucose, mmol/L 4,30 (N:3,50-5,80)
*eneso, MKMonb/n 47 (N:71-26.6)
Iron, umol/L

Kanuit, mmonb/n .
Potassium, mmol/L 52 (N:3,5-5,3)
Xqop, tamone/ 96,4 (N:98,0-108,0)

Chloride, mmol/L

Hatpuit, mmonb/n

Sodium, mmol/L 140,0  (N:138,0-153,0)

06wwmin 6enok, r/n

Total protein, g/L 66,1 (N:64,0-83,0)
ITT,Ea./n .
GGT, U/L 40,0 (N:6,0-45,0)
KpeaTuHuH, MKMOob/A 56,0 .
Creatinine, umol/L (N:44,0-106,0)
C peakTuBHbIi 6e10K, mr/n 2,80 .
C-reactive protein, mg/L (N:0,00-5,00)
OnpeaeneHne BONHaHOYHOTO aHTU- 31,4
KoarynaHTa: LA 1 (CKpMHWUHTOBbIN) (oTpuua-
N:31,0-44

Lupus anticoagulant: LA 1 (screen- TE/IbHO) (N:31,0-44,0)
ing) (negative)
D-avmep, MKr/mn .
D-dimer, pg/mL 0,49 (N:0,00-0,50)
CKOpOCTb OCEAaHNA 3PUTPOLLUTOB,
MM/Y .
Erythrocyte sedimentation rate, 20 (N:0,0-20,0)
mm/h
BNP, nr/mn .
BNP, pg/mL 1270,7 (N:0,0-100,0)
MpoTpombuHoBOE Bpems, ¢ 12,5 .
Prothrombin time, s (N:5,0-15,0)
ME)K,D,VI-.L HOPMa/M308. OTHOWeHHe 101 (N:0,75-1,15)
International normalized ratio

0
MpoTtpombuH no Keuky, % 97,9 (N:70,0-150,0)

Quick’s value, %

MpumeuaHune: N — Hopma.
Note: N —norm.

MposeaeHune IxoKl 6bla10 KpaliHe 3aTPyAHEHO U3-3a Je-
bopmauum rpyaHom KNeTku (KMdockonmotTuyeckoe cepaue).
Bbinv BbIAABNEHbI Cneayloline M3MeHeHUA: CnegoBoe KO-
YecTBO MAKOCTM B NMpoekuun npasoro npeacepaus (MN)
W npaBoro kenygouka (MXK). Aunataums npasBbiX OTAEN0B
cepAua C NpM3HaKamu BbICOKOTO AaB/lieHMA B NpPaBbiX Ka-
mepax cepaua (MM =23 cm?, nepegHesaaHunin pasmep MK
=4,7 (6a3.) cm; BbiHOCALWMIA TpaKT MXK = 3,3 cm; ToNWwMHa
nepeaHeit cteHku MK = 0,45 cm). PacwmpeHune neroyHom
apTepun n ee Beteei. Boicokas JIAT: CAJIA =90 mm pT. CT.;
MIACTK = 67 MM pT. CT. (HeAoOLEeHKa U3-3a TPYAHOCTU U3Me-
peHusa TPUKyCcnuganbHol peryprutaumm — TP), cp.A/1A =53
MM pPT. CT., AaBNEHWe 3aKJIMHMUBAHWUA NEFOYHOM apTepumn no
TKAQaHEBOMY MMOKapAuMasbHOMY JOMMNJIEpPOBCKOMY UcCne-
fosaHuto (A3/1A no TM[) =8 mm pT. cT. CHUXKEHME CUCTO-
nuyeckoi ¢yHKumm MK (TAPSE=1,4 cm; N=1,7 cm). He-

[0CTaTOYHOCTb K/lanaHa /nerodyHort aptepuun (/1K) 1-i cT,,
TpUKycnuaanbHoro knanaHa (TK) 1-2-i cT. BTopu4HO OTKpbI-
TOe OBa/IbHOE OKHO co cbpocom cnpasa Haneso (d~0,4 cm).
CnepoBoe KO/MIMYECTBO XUAKOCTU B MNOMOCTU MNepuKapaa.
HukHaa nonaa seHa (HMB) 3HauMTenbHO pacwunpeHa, Kos-
nabupoBaHue ee CyLLEeCTBEHHO CHUXEHO (OTMeYaeTca U3BU-
TOCTb KOHTYpa HIMB — gedopmauus). Onpeaennetca ceoboa-
Has XUAKOCTb B BPIOLLIHOM NONOCTU — aCLMT.

L ey it e s ) SN, B A
119 90 s O S Y [ Y
| nane e et =kt J
| ST S
11T g Tt s ) (e (O - Y
IR O O 1 A O Y Y WY GO
Jlwe '.[ |_... JE-' |I -1:. ol -_.|I - "I| o e
! = 20 : =i 2
1! % BN £ _

.Il.:.. e e e |

| I
Puc. 1. dneKTpoKapamorpamma. PUTM CUHYCOBBIN, TaXMKapAua
YCC 112 ya./muH. OTKNOHEHMeE aneKTpuueckoi ocu cepaua (30C)
Bnpaso. MiameHeHVe npeacepAHOro KOMMOHEHTa C NPU3HakaMmu
P-pulmonale. Mpu3HaKku U3MeHeHUA MUOKapaa BCeACTBUE TUnep-
Tpodum npasoro Kenygoudka (M)

Fig. 1. Electrocardiogram. Sinus rhythm, tachycardia heart rate 112
beats per minute. Change in atrial component with signs of P-pul-
monale. Right ventricular hypertrophy

v

Puc. 2. PeHTreHorpadua opraHoB rpyaHoW KAeTku. BoipaxkeHHas
AedopmaLma rpyaHOW KAETKM 3a CHET CKONMO3a, Kudosa.
YMepeHHO BblpaxKeHHbI MHEBMOCK/IEPO03 B BUAUMbIX OTAeNaxX
nerkux. CyauTb o cepaue, aopTe, AMadparme, CUHycax He
NpeACcTaBNAETCA BO3MOMKHbIM

Fig. 2. Chest X-ray. Severe deformity of the chest due to scoliosis
and kyphosis. Moderate pneumosclerosis in the visible regions of
the lungs. Evaluation of the heart, aorta, diaphragm, and sinuses
was impossible

Y4nTbIBaA MNosyyYeHHble AaHHble, MauueHTKe Obln Bbl-
cTaBieH AmarHos: Kudockonnmotuyeckas 6onesHb cepaua.
Kndockonnotnyeckana anbBeonapHas MNOBEHTUAAULMA.
[bixaTenbHana HeaoCTaToMHOCTb 3-1 cTeneHu. Boicokan JIT.
dyHKUMoHanbHbIM Knacc IV (BO3). OTHocuTenbHasa Hepo-
ctatoyHocTb TK 2-ii ctenenun, JIK — 1-i cTteneHun. BropuyHo
OTKPbITOE OBa/IbHOE OKHO, CO cOpocom crnpasa Haneso. Cu-
HYyCOBaA TaxmKapama. XpoHu4ecKan cepaeyHan HeJoCTaTou-
HOCTb 2b cTtaguu.
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Puc. 3. CnupomeTpuma c KoMmnbloTepHo 06paboTKoM AaHHbIX. Pe3Koe CHUMEHME XU3HEHHOW eMKoCTM nerkux (MEJ). Mokasatenn npoxoanmo-
CTU OpbIXaTeNbHbIX NyTeW B Npeaenax Bo3pacTHoM Hopmbl. MakcumanbHasa KEJ Booxa 22,8%, HapyweHue annapata BeHTUAALUN NO PeCTPUK-

TUBHOMY TUMNY

Fig. 3. Spirometry with computer processing of data. A sharp decrease in lung capacity. Airway patency within the age norm. Maximum lung

capacity of 22.8%, restrictive type of ventilatory impairment.

YunTtbiBaa npuHagnexHoctb K Il rpynne 1T, npambix no-
KasaHW Ans KaTeTepusaumu NpaBblX OTAENOB cepAaua He
6b110, 04HAKO HEOOBXOAMMOCTb MHBA3UBHOMO AMArHOCTUYe-
CKOro BMeLLATeNbCTBA Y AaHHOW 60/nbHOM obcyKaanach B
CBA3M C TPYAHOCTAMM OLEHKM TAKecTM JII Nnpu npoBeaeHUM
IxoKT. Tem He meHee MMetoLWwMnecs aHaTOMUYecKne ocober-
HOCTU U TAMECTb COCTOAHWUA MAUMEHTKU HE MO3BOAUM Bbl-
NONHUTb 30HAMPOBAHME NpaBbIX Kamep cepaua. NauneHTKe
6blna MHMUMMpoBaHa JIAT-cneuyduyeckana Tepanua: CUn-
AeHadun B fgose 5 mr 3 pasa B CyTKM, TaKKe NpoBoAMAach
anypeTtnyeckan Tepanusa ¢ypocemmngom — 60 mr B/B, cnu-
poHonaktoHoM — 50 mr. C Lenblo NpeofoneHnsa pe3ncTeHT-
HOCTW, Y4WUTbIBas ANUTENbHbIM aHaMHe3 MpuMema BbICOKMX
803 dypocemmia B AOMALIHUX YCOBUSAX, K AUYPETUYECKOM
Tepanuu 6bin1 gobaBneH aueTtasonamug, (125 mr 3 pasa B
AeHb). Ans yBeNnMYeHns OHKOTUYECKOTO AaB/IEHUA OCYLLECT-
BNAnacbk MHeysmna 20%-ro anbbymuHa B obbeme 50 mn. Ha
¢doHe npoBoaMMmoON Tepanuu: auypes 6e3 npesblleHUs, oTe-
KM Ha HUXKHUX KOHEYHOCTAX M 06BEM KMBOTA Ha NpeXHeM
ypoBHe. Ha 4-e cyTku npebbiBaHWA NALUEHTKN B OTAENEHUMU
OTMeYeHa TeHAEHUMA MafeHuAa caTypauuu apTepuanbHOM
Kposu ¢ 65 go 50%. bonbHaa nepeBeaeHa B NanaTy MHTEH-
CMBHOrO HabntogeHwa, coctosHWe cTabunbHoe. Ha doHe
nHcydpdNALMM  yBNAKHEHHOFO KMUCI0POAA CO CKOPOCTbIO
2 n/MuH — Spa0, Ha yposHe 100%. Ha aTom ¢doHe naymeHTKa
nepecTasa oTBevyaTb Ha BONPOCHI, YPOBEHb CO3HAHWUA — CO-
nop, peakLumsa 3paykoB Ha CBET MPUCYTCTBYET, CUMMETPUY-
Haf, peakums Ha 6onb coxpaHeHa. [na pelweHna Bonpoca o
Heobxoamnmoctn UBJ1 naumeHTKa bblna nepeseseHa B 610K
MHTEHCMBHOW Tepanuu (BUT).

Pe3ynbTaTbl ra30BOro aHaM3a apTepuasbHOM KPOBU NpU
nepesoge 8 BUT: pH 7,201, P (CO,) 107,3 mm pr. cT., P (O,) 33
MM pT. cT., Spa (O,) 46%, Hb 15,6 r/n, Ht 46, Na 126 mmonb/n,
K 3,6 mmonb/n.

B cBA3M C ABNEHMAMM MeTaboanYecKoro aunao3a Hava-
Ta MHPY3NA rIMAPOKapboHaTa HAaTPUA, KUCN0POA, OTK/IOYEH,
cungeHadun n amakapb Takke oTmeHeHbl. Ha ¢oHe nposo-
AVMOW Tepanuu cocTosaHWe CTabuansnpoBanocb M yepes
10 MMH BEePHYNOCH K NPeXKHEMY YPOBHI0. B ganbHelwem na-
LUMEHTKE NPOBOAMIACh HEMHBA3UBHAA BEHTUAALMA NETKUX C
XOPOLWMM 3P PeKTOM.

O6cyxaeHue

BpoxAeHHbIN KNPOCKoNMO3 ¢ Taxenon agebopmaumen
rPyAHOM KNAETKU NPUBEN K CTOMKOMY HapyLUEHUO BEHTUAA-
LMW NEerknx, NPeMMyLLECTBEHHO MO PECTPUKTUBHOMY TUNY
(cMHAapom PuronetTo). B pesynbrate HapylweHUs AblxaTesb-
HOM YHKLUMU pa3BMAACh TAXKENAA U OAUTE/IbHAA TUMOKce-
MWM, KOTOpas, B CBOK o4vepeab, MHAYLMpPOBana CTOMKUI
Ba30CMa3M M NOBPEXAEHNE COCYANCTOM CTEHKM apTEPUON U
KanWANApoB Nerkmx. YKazaHHble U3MEHEHUA BbI3BaNIM CyLLe-
CTBEHHOE MNOBbILLIEHWUE COMPOTUBNEHUA COCYAOB /IETKUX WU,
Kak cneactsue, JII. MNpumeHenune JIAl-cneundumyeckmx npe-
napaToB (B paccmaTpuMBaemom c/yyae — cungeHaduna) Ha
$OHEe CNOXKHbIX HapyLUEHWI BEHTUAALUN NEFKUX NPUBENO K
ycunenuto nepdy3nm B NAOX0 BEHTUAMPYEMBIX aNbBEONAX,
HapaCTaHWUIO TMNEepKanHUK 1 runokcemmn. Ncnonb3osaHne
Ha AaHHOM ¢oHe mHcydnauum 100%-ro Knucnopoga Nvwb
ycyrybuno cutyaumio, Tak Kak YMEHbLWWIO TOHYC Ablxa-
TENbHOrO LEHTPa U CHU3UNO MHTEHCUMBHOCTb COBCTBEHHOTO
AblxaHuA. B 6onblIMHCTBE CNyYyaeB B OpraHM3me y naumeH-
TOB C A/IMTENIbHON TMNOKCEMUEN Pa3BMBAKOTCA MEXAaHU3MbI
afanTaumMm M KOMMeHcauun runokcemumn. BeposaTtHee Bcero,
MHTEHCMBHaA NoJaya KWUCNopoda Bbi3Basia Pe3Koe MoBbl-
WeHMe NapunanbHOro AaBleHUA KMCAOPOAa B KPOBM, UYTO
M ABMNOCb NPUYNHON AEKOMMEHCALUMN COCTOAHMA NALNEHT-
Ku. MpumeHeHWe aLeTasonamuia B KayecTse npenapara,
NO3BO/IAOLLENO NPEOAONeTb PE3UCTEHTHOCTb K AUypeTuye-
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CKOW Tepanuu, B 4aHHOM caydae He 6bl10 ycnewHbiM. Aue-
Tasonamuz Kak 610KaTop KapboaHrMapasbl NOYeEK, NOBbLICUB
3KCKpeumto ruapokapboHaToB, NPUBEN K Pa3BuTHIO meTabo-
JIMYECKOro auma03a, YTo B AaHHOM CUMTYaL MK yCyrybuno yke
UMeoLWMiics ancbanaHc KMCAOTHO-LLENOYHOMO PaBHOBECKS,
HO He MOMOI/I0 NPEeOoA0NETb PE3UCTEHTHOCTb K ANYPETUKAM.
Y naumeHTOB 6€3 BbIPa)KEHHOW AblXaTe/NbHOW NaToNOrMu
aueTasonamug, cnocobcTByeT noaaepKaHuio HOPManbHOro
YPOBHA HACbILLEHNA KPOBU KUCNOPOAOM U AaKe NPUMEHS-
eTcA ANA NeYeHna LeHTPaNbHOro anHos cHa. BoamokHo, y
AAHHOM MauUMEeHTKM npenapaT yCuAna MMelWnincs Abixa-
Te/IbHbIN aunAa03, NPU 3STOM CTUMYAALMA AbIXaTeNbHOTO LieH-
Tpa He NpuBea K PocTy caTypaLMm KPOBU B CBA3U C UCXOAHO
HapyLWeHHbIM BEHTUAALUMOHHO-NEPdY3MOHHBIM COOTHOLLE-
HUeMm.
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