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Pesome

11.03.20 BcemupHoii opraHu3anyeii 31paBooxXpaHeH st 00bsiBIeHa NaHaeMusi KopoHaBupycHoit nHbekuuu (KM) — COVID-19. Esporneiickum
obuiectBoM 1o mykoBuctnaody (MB) (European Cystic Fibrosis Society — ECFS) pa3zpaborana nporpamma Habmonenust ECFS-COVID-19 nns
cbopa nHpopMmaruu 06 ocobeHHocTsX TeueHus: COVID-19 y 6oapHbix MB. K uccnenoBanunio ECFS npucoeamHWINCh U poccuiickue eHTPbI
MB. Co6op nHdopmaumu ECFS ocyiiecTBisiics TOJIbKO Yyepe3 HallMoHaIbHbIe perucTpbl. HalmoHanbHbli peructp 60abHbIX MB Poccuiickoii
Denepanuu cymectsyer ¢ 2011 1., ero nanHble BxonsaT B EBpomneiickuit peructp. Llembio viccaenoBaHus SIBUICS aHAINU3 PACIIPOCTPAHEHHOCTH
u teyeHuss COVID-19 y B3pocibix naumeHtoB ¢ MB B Cankr-IletepOypre u JleHunrpaiackoit obsactu (JIO). Marepuaibl ¥ MeTOBbI.
IIpoaHaaM3upoOBaHbl JaHHBIE B3POCIBIX 00JbHBIX MB (1 = 10: 4 )XeHIIMHBI, 6 MyX4KMH; Bo3pacT — 21—43 roma) npoxwusaoumx B Cankr-Ilerep-
oypre u JlenuHrpaackoit oonactu, B epuon ¢ 11.03.20 mo 24.12.20 nepenecuux COVID-19. Ha nHauano uccienoBanus B CaHkr-IletepOypre
u JIeHHHTpaaCKOM 00JACTH MPOXKMUBAIU 56 B3poCibiX 60abHBIX MB. Bee malmeHThl HAXOOMIKMCh HA TUCTAHIIMOHHOM (10 TeedoHy) Habone-
HUW, TIPU BBISIBIEHUU CUMIITOMOB OCTPOU PEeCTIMPATOpPHOI BUPYCHOU MHGMEKINMY U 0OOCTPEHUM 3a00JIeBaHUsI MPOBOIIIOCH MCCIeIOBaHUE
HazodapuHreaabHoro Mazka Ha SARS-CoV-2 MeTo1oM nojiMMepa3Hoi LEMHOM peakiiMu, IMCTAaHLIMOHHO Ha3Havyallach Teparus, pu HaIuuuu
MOKa3aHWil — cralMoHapHoe JeueHue. Pesyabrarbl. C MosMcerMeHTapHOM MTHEBMOHMEHM TOCIUTATUM3UPOBaHbl 2 00JbHBIX (1 MyxkunMHa 32 jeT
u 1 xeHiuHa 31 rona) ¢ MB cMeliaHHOM (hopMBbI TSKEJIOro TeUEHUs, OCTaIbHbIE 8 TTAIIMEHTOB JICUMJINCh aMOyaTopHo. Tojbko y 1 amOyaTop-
HOro 60J1bHOTO 43 JIeT OTMEUYEeHbBI BhIpaXXeHHbIe KinHuyeckue nposipieHuss COVID-19, cocTosiHue pacLieHeHO KaK CpeaHeil CTeneHu TSKeCTH,
ocTaJIbHbIe aMOyJIaTOpHbIe OOJIbHBIE TIepeHEeCTIU O0JIE3Hb TI0 TUITY OCTPOTO PECTIMPATOPHOTO 3a00JIeBaHUST JIETKOU CTEMeHU. Y BceX MallMeHTOB
TIPOBE/ICHO JICUEHUE C MOJIOXKUTETbHOM IMHAMUKOM. 3a epuo HabmoaeHUst ymepsiu 3 601bHbIX M B (2 My>XuuH, 1 XeHIIMHA), TPUYUHOM cMep-
TU SIBUJIOCH TIPOTPECCUPOBAHME AbIXaTeIbHONW HEIOCTATOUHOCTHU, MPU ITOM PEHTTEHOJIOTUUECKUX U HEOAHOKPATHBIX JaOOPATOPHBIX TaHHBIX,
noaTBepxaamiux Hopylo KU, He noaydeno. Ha 24.12.20 xuBsl 53 B3pocibix 001bHBIX MB. 3akmouyenne. 3aboneBaemocth COVID-19 cpenn
B3pocibix 60bHBIX M B, npoxusatomiux B Cankt-Iletepoypre u JleHunrpanckoii obaactu, coctaBuna 17,85 % — MeHblie, yeM B 001Leil MoMy-
nammn. B penkux ciydasix 6oJie3Hb TpoTekana B Tsokenoit dhopme. Otmeuaercst Takke d()GhEKTUBHOCTD JIEUCHUS B aMOYJIATOPHBIX YCIIOBUSIX
M OTCYTCTBUE CMepTebHBIX McxonoB oT COVID-19.
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Abstract

March 11, 2020 WHO has declared the COVID-19 coronavirus pandemic. The European Society for Cystic Fibrosis (ECFS) has developed the ECFS-
COVID-19 surveillance program to collect information on the characteristics of COVID-19 in patients with cystic fibrosis (CF). CF centers in the
Russian Federation also joined the ECFS study. The ECFS collected information only through national Registers. In our country, the national register
of CF patients has existed since 2011, its data is included in the European Register. To analyze the prevalence and course of COVID-19 in adult CF
patients in Saint-Petersburg and the Leningrad region. Methods. From 11.03.20 to 24.12.20, 10 cases of adult CF patients (4 women, 6 men) with
COVID-19 were analyzed in Saint-Petersburg and the Leningrad region. At the beginning of the study, 56 adult CF patients lived in Saint-Petersburg
and Leningrad Region. All patients were monitored remotely by telephone, in case of ARVI symptoms, disease exacerbation, a PCR smear was
performed on SARS-CoV-2, therapy was prescribed remotely, and inpatient treatment was prescribed if indicated. Results. COVID-19 was diagnosed
in 10 adult CF patients aged 21 to 43 years. Two patients (32-year-old male and 31-year-old female with severe mixed cystic fibrosis form) were
hospitalized with polysegmental pneumonia. 8 people were treated on an outpatient basis. Only 1 outpatient patient aged 43 years had pronounced
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clinical manifestations of COVID-19, the condition was regarded as moderate, the remaining outpatient patients suffered from a mild ARI disease. All
patients were treated with positive dynamics. During the period of this follow — up, 3 CF patients (2 men, 1 woman) died, the death cause was the
respiratory failure progression. Clinical and radiological, repeated laboratory data for COVID-19 were not obtained. At the point of December 24, 2020
53 adult CF patients are alive. Conclusion. According to our data, the incidence of COVID-19 among adult CF patients in Saint-Petersburg and the
Leningrad Region was 17.85%, which is a lower indicator than in the general population. The disease was rarely severe, and effective treatment was

noted in outpatient settings. There were no deaths from COVID-19.
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KpynHeiimmii mo yucaeHHocTy HaceneHust CeBepo-3a-
MagHbIA dhenepaibHbIil OKpYT cocTaBisieT 9,8 % Bcero
HaceneHus Poccuiickoit denepaiinm, n3 KOTOPHIX OKOJIO
83 % mpoxXKMBalOT B TOPOJAX, OKOJIO MOJOBUHbBI XKUBYT
B JlennHrpanackoii oonactu u Cankr-IlerepOypre. INamu-
eHTBbI ¢ MyKoBucLMI030M (MB) crapiue 18 yiet, mpoxxuna-
fomme B CaHkT-IletepOypre u JIeHMHTpanaCcKoit 061acTu,
HabOmonatoTcst B 2 neHTpax MB Caunkr-IlerepOypra.

C konua ¢epains 2020 r. B Cankr-IlerepOypre u Jle-
HUHTPAACKOW 00JIacCTU Havyajaach perucTpalus ciydyaen
3a00J1eBaHMST HOBOIT KOpoHaBHpycHOI mHpekmeit (KI)
COVID-19 y nacenenust. OmHOBpeMEHHO B CaMbIe KOPOT-
KH€ CpOKHM BHEIpeHa HOoBasi CUCTeMa OKa3aHUsl amOyia-
TOPHOW M CTallMOHAPHOW MOMOIIM MalleHTaM C HOBOM
KHW. MHorue ctaiimoHapbl ObLIU Mepenpo@uaInpoBaHbl
B MH(MDEKIIMOHHBIC AT CTICIUATN3UPOBAHHON TTOMOIIN
601bHBIM COVID-19, 5T0 KOCHYJIOCH U MYJbMOHOJIO-
TMYECKUX OTAEJNIeHUI B cocTaBe OOJbHUIL U LIEHTPOB
MB (Cankr-ITeTepOyprckoe rocymapcTBeHHOE OIOMXKET-
HOE y4pexXIeHUE 3ApaBooxpaHeHus «l'oponckass MHO-
ronpoguabHas 6oabHuLIa Ne 2» u KnuHuKa MHTEpCTU-
LIMaJbHBIX U opdaHHbIX 3a0oeBaHuii DenepabHOTO
TOCYIapCTBEHHOTO OIOMIKETHOTO 00pa30BaTEIbHOTO Y-
pexaeHus Beiciiero oopaszoBanus «Ilepsbrit Cankr-Ile-
TepOyprcKuii rocyqapCcTBEHHBIM MEIUIIMHCKUI YHUBEP-
cuteT uMeHu akagemuka WM.I1.ITaBnoBa» MuHucTepcTBa
3npaBooxpaHeHns Poccuiickoit @eneparum). B cooTBeT-
ctBuu ¢ [Tocranosnennem Ipasurensctsa PO ot 03.04.20
No 432 B uensix obecrnedyeHust 6€30MacHOCTY MaleHTOB
BPEMEHHO MTPUOCTAHOBJICHBI TUIAHOBBIE MEPOTIPUSITUS —
TOCTIMTAIN3alNsI, aMOyIaTOPHBIC BU3UTHI M TUCITAHCE-
pu3aluu, a B cooTBeTcTBUU ¢ [Ipukazom MuHucrepcTBa
3npaBooxpaHeHus: Poccuiickoit @eaeparmu ot 19.03.20
No 198H pyKoBOACTBY MEIUIIMHCKMX OPraHU3alINil peKO-
MEHIIOBAaHO PACCMOTPETh BO3MOXKHOCTB IIEPeHOCa CPOKOB
OKa3aHU TIAHOBOW MEAWIIMHCKONM TTOMOIIY B CTAllMO-
HapHbIX ycroBusix. s nentpoB MB B Cankr-IletepOyp-
re 9TO 03HavyasIo MpeKpalleHue CTallMOHAPHOW MOMOIIU
U IMCITAHCEPHOTO HAOIIONCHUS B CIIeIINATN3UPOBAHHBIX
LIEHTpaX, KOTOPBIE HaUYaIu paboTaTh KaK MH(MPEKITMOHHbBIC
cTalMoHapbl. MeAUIIMHCKUM U MalMeHTCKUM COOO0IIIe-
crBamu MB Cankr-IleTepOypra npeaoxXeHbl CXeMbl
PpaboTHI B HOBBIX YCIIOBUSIX, TP KOTOPBIX YIUTHIBAIUCH
MUHMMU3A1KSI OUHOTO O0lIeHUsI 00JIbHOIO 1 Bpaya, ak-
LIEHT AeJiajics Ha Teie(hOHHBIX KOHCYIbTALIUSIX U TUCTaH-
LIMOHHOM HaOJIIOJIEHUY C UCTOJIb30BAHUEM COBPEMEHHBIX
OHJIalH-TexHoJIoruiA. [I71s1 mauueHToB padoTan nHpopMa-
LIMOHHBIN caliT, OpraHU30BaHHbIK baroTBOpUTEIbHBIM
donaoM «OCTpoBa», pa3bICHIJIUCH PUCK UHPULIUPO-

BaHUsI, 0COOEHHOCTU KinMHU4Yeckoro teuyeHuss KM y ma-
ueHToB ¢ MB. Bo3pocia akTyaabHOCTh TPUMEHEHUSI
CTallMOHAP-3aMeIIAOIINX TeXHOJIOTHIA.

[lepBOHAYAILHO TIPEATIONATANIOCH TSIKEI0e TCUSHUE
COVID-19 Ha ¢done MB. OnHako 1Mo maHHBIM Aajb-
HEWIIMX KCClleloBaHUM YyCTaHOBJIEHO, UTO 3a00JieBaHue
BCTpevaeTcs cpenu manreHToB ¢ MB peske, ueM mipu apy-
TUX XPOHUYECKMX OOJIE3HSIX JIETKMX M Yallle TTPOTeKaeT
B Jierkoii (popme [1].

TTopaxxeHue OpoHxoJierouHo cucteMsl mpu MB xa-
paKTepU3yeTCsT OOCTPYKIIMEH NbIXaTeIbHBIX ITyTE, XPO-
HUYECKON OaKTepuabHOI MH(EKIIME 1 BOCTIaJIeHUEM.
Benymumu kieTkamMu BOCIAJIMTENBLHOTO TIpoliecca Mpu
MB saBnsiioTcst HeUTpOodUIbl, UHMUABTPALKS] KOTOPBIMU
IBIXaTeJIBHBIX MyTEH IIPUBOIUT K TTOBPEKICHUIO JISTOYHOM
TKaHU 1 OOCTPYKTUBHBIM U3MEHEHUSIM. LlnTOKMHOBOE
BOCHajJeHUEe TaKxKe XapaKTepHo st 6onbHbIX M B [2]. Ta-
KM obpazom, 1t MB, kak u jiist COVID-19, xapakTtepHo
HEeNTpoDMIBHOE ¥ INTOKMHOBOE BOCIIAJICHUE, KOTOPHIMU
OIIpeeIISIeTCSI CTETICHD TSDKECTH TTOPAXKEHYSI TbIXaTeTbHO-
ro TpaKTa U COCYIUCTOM cucTeMsl [3].

«IMTOKMHOBBII IITOPM» TUATHOCTUPYETCST TIPY OBICT-
POM yXyIIeHUN (PYHKIIUH JISTKMX B COYeTAaHUM C HapacTa-
oMK KoHeHTpanusamu C-peaktuBHoro oenka (CPB)
¥ (peppUTHHA, a TAKXKE LIUTOIEHUEN (TpoMOOLIMTONIEHUE
U numdorneHueil), koaryjgonatueid (HU3kue 3Ha4YeHUS
YHCcIia TPOMOOLIMTOB U YPOBHS (DMOPUHOTEHA, TTOBBITIICH-
Hoe conepkaHue D-mumepa), mpu3HaKaMu MMOBPEXKICHMS
TeyeHU (MOBbIIIEHUE aKTUBHOCTU JIAKTaTACTUAPOTeHa3bl
¥ aMuHOTpaHcdepas). st TMKBUIALUY BHEKJIETOUHBIX
«JIOBYILIEK», pacuierjeHus BHeksierouHoit JIHK, B 601b-
IIIOM KOJTMYECTBE COMEPIKAIIICICS B BI3KOM OpOHXUAIBHOM
cekpete, mpu MB TpaguiiMOHHO YCIIEHIHO UCTTOIb3YeTCsI
nopHa3za anbda. B HacTosiiee Bpems paccMaTpuBaeTCs
BO3MOXKHOCTh IIPUMEHEHUS TIperrapaTa JopHa3a ajabda
B KOMIUTIeKcHO# Tepartun COVID-19 [4].

Llenrlo uccnenoBaHus SIBUJICSI aHAJIM3 PacIpocTpa-
HeHHocTU U TeueHust COVID-19 y B3pociibIx MallieHTOB
¢ MB B Cankr-IleTepOypre u JIeHUHTpaacKoit 001acTH.

Matepuanbl U MeToAbI

Ha navano uccinenoBanust B Cankr-IletepOypre u Jle-
HUHTPAACKOM 00JIACTH MIPOXKUBAIN 56 B3POCIIBIX OOJIBHBIX
MB, ¢ xotopsimu B niepuon 11.03.20 o 24.12.20 Bpaun
PETYIISIPHO CBSI3BIBAIVCH IIJIST CBOEBPEMEHHOTO BBISIBJICHUS
u nedeHus odoctpenniit MB, COVID-19, moHutopuHra
3aboneBaeMocTH 1 ieueHuss. KM COVID-19 BrisiBneHa
u noarBepxaeHa y 10 601bHbIX MB (4 XeHIMHBI, 6 MyX-
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4yiH; Bo3pacT — 21—43 roga) mo pe3yjabTraTaM UcCaea0Ba-
HUs HazodapuHreanbHoro maska Ha SARS-CoV-2 meto-
oM noiuMepasHoii uenHoi peakuyu (ITLIP) B peasibHOM
BPEMEHMU.

Kpumepusamu éxarouenus B UCCAEIOBaHUE SIBJISIUCH
MTOATBEPKACHHBIN TrarHo3 M B, MOJI0KUTETEHBIN pe3yiib-
tat [TLP (BergBnenne PHK xoponasupyca SARS-CoV-2
B Ha3zo(aprHTrealbHOM Ma3Ke) WJIM UMMYHO(MEPMEHTHOTO
BBISIBJIEHUSI UMMYHOTJI00yIMHOB Ki1acca G K KOpOHaBU-
pycy SARS-CoV-2. Kpumepuem uckarouenus iBUIOCH OT-
CYTCTBHE KOMILIEKCa KIIMHUKO-T1a00paTOPHBIX JaHHBIX,
noaTeepxaaoimx Haanane COVID-19.

¥V 2 u3 10 60o1pHbIX M B ¢ BeisiBneHHo#t KM 3a6o5eBa-
HHE OCJIOKHUIIOCH BHEOOTbHUYHOM IBYCTOPOHHEH ITHEB-

MOHUEN 1 MPOTEKANO B TSKeNo (popme. Y 3TUX OOJIbHBIX
MPOBEACHO CTALIMOHAPHOE JIUEHUE C MOJIOXUTEIbHBIM
apdekToM. B nerkoit opme nepeHecnn nH@EKINIo § mma-
LIMEHTOB, KOTOPBIC JICUMINCH aMOYyJIaTOPHO, HO TaKKe
C MOJOXUTEbHBIM 3(dekToM. [1pu olieHKe HYTPUTUB-
Horo ctatyca y | 3a0osieBllell MauueHTKHU ¢ Ae(ULUTOM
Macchl Tena (uHaekc macenl testa (MMT) — 15,62 kr / m?)
oTMedeHo Tskenoe TeueHue COVID-19, npu kotopom
NoTpedoBaIoCh CTallMOHAPHOE JieueHue. Y 2-T0 rocrnuTa-
JmsupoBaHHoro naureHTa MMT ObL1 B peaeaax HOpMbl
(18,56 xr / M?). HecMOTps Ha IIPOIOJIKAIOLIYIOCS TTaH-
JIeMUI0, y 00JbHBIX MB 11pu TsikeJioM 000CTpeHUU CO-
XpaHsIeTCs MOTPEOHOCTh B MPOBEAECHUU CTALIMOHAPHBIX
KypCOB JIeUeHUS.

Tabauua 1

Xapaxmepucmuka 63pocavix 601bHbIX nayuenmos ¢ mykogucuudozom u COVID-19 (n = 10)

Table 1

Characteristics of adult cystic fibrosis patients with and COVID-19 (n = 10)
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Okonuyanue TabJ. 1. Havyaso cM. Ha cTp. 191
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caxapHbiit auabet; MRSA (Methicillin-resistant Staphylococcus aureus) — METULMANMHPEUCTEHTHbIR S. aureus; ABI - aHTubakTepuansHble npenapatbl; BIPAP (Biphasic Positive Airway
Pressure) — pexum AByX(hasHoro MonoxTeNsHOTo faBneHys B AbixatenbHbix nytsx; CPAP (Constant Positive Airway Pressure) — pexum ckyCCTBEHHOI BEHTUNSLMM NErkix NOCTOSHHBIM MOMOXV-

TeMNbHbIM JaBNEHNeM.
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Puc. 1. PacnipenesnieHre naupeHTOB 1O rpyIinam
Figure 1. Patients distribution by groups

3a BpeMs HaOJIIOIEHUS B CBSI3U C TSKEJIBIM 000CTpe-
HYEeM OCHOBHOTO 3a00JieBaHMs U MpOrpeccupyloiiei
JIBIXaTeJIbHOI HET0CTaTOYHOCTHIO YMEPJIU 3 TTallueHTa
¢ MB cMetianHo# hopMbl TsiKesnoro TeyeHus. KiimHuko-
PEHTreHOJIOTUYeCKast KapTUHA U JJaO0opaTOpHbIe MTaHHbBIE
MmauueHToB He cooTBeTcTBOBaIM KW, pesynbTaThl MUHU-
MyM 2 TecToB Ha SARS-CoV-2, BbINMOJHEHHBIX METOJOM
[P, 6pun oTpunaTeapbHBIMU, TaHHBIX 32 COVID-19
HE ITOJTyYEHO.

CornacHo pe3yibTaTaM MeTaaHaIM3a cliyyaeB 0eCCUMII-
toMHoro TeueHust COVID-19 y 6onbHbIXx M B, 3ahukcu-
poBaHHBIX B Mupe (n = 506), OOJBLUIMHCTBO MALIMEHTOB
cocraBuiu netu (33,8 %) u n1oau MOJIOAOTO BO3pacTta
(30,9 %) [5]. Mo mannbeiM EBporieiickoro oo11iecTBa o mMy-

koBucuunosy (European Cystic Fibrosis Society — ECFS)
Ha 20.01.20, 6eccumnromHoe Teuenue KM COVID-19
BoIsiBIeHO Y 80 (19,4 %) maumentoB ¢ MB. Bo3moxHo,
3TO CBSI3aHO C MPENMYIIECTBEHHO MOJIOIBIM BO3PAaCTOM
0oabHBIX. TakuM 00pa3zoM, MOXHO TIPEANOJOXUTD,
HO He YTBEPXKAaTh, UTO Y HEKOTOPBIX MALIMEHTOB (1 = 43)
COVID-19 mor npotekatb 6eccumnToMHO. OgHako dak-
TUYECKU (COTJIACHO COOCTBEHHBIM JaHHBIM) PacIIpoCTpa-
HeHHocTh HOBol KU cpeau B3pocibix mauueHToB ¢ M B,
npoxupatoinx B CaHkT-Iletepoypre u JIeHMHrpaackoi
obnactu, cocTaBisieT MUHUMYM 17,85 % (10 cayuaes
13 56 maLUEeHTOB).

ITpu oneHKe (YHKIMOHATBHBIX JAHHBIX OOpamiaeT
Ha ce0s1 BHUMaHMe TOT (hakT, YTo OoJsiee YeM Y MOJTOBUHBI
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Puc. 2. ITokazarenb o6beMa (popcpOBaHHOTO BbIIOXA 32 1-10 CEKYHIY
y mauueHToB 10 3abonesaHust COVID-19

Figure 2. Patients forced expiratory volume in 1 sek value before the
COVID-19

3aboneBuinx KM (n = 6) TsiKesbie OOCTPYKTUBHBIE HApy-
LIeHus1 oTMeueHbl 10 3aboneBanus COVID-19, no 2 ye-
JIOBEKa B KaXKJIOW TpyIIIe UMeJId YMEPEHHOE CHIDKEHUE
o0beMa (opcHpOBaHHOIO BbIOXa 3a 1-10 cekyHny (ODB,)
1 JIeTKHE HApYIICHUS WM OTCYTCTBUE OOCTPYKIIUH.

ITpu aHanu3e 1eroyHoi (yHKIUU MOCTe ePeHeCeH -
Hoit KM COVID-19 B paHHEM peKOHBAJIMCLIEHTHOM TTe-
puone y 52,6 % nauneHToB OTMeueHO cHkeHue ODB,
1 cooTHoLIeHus nokasateneit OPB, u popcuposanHo
Xu3HeHHOH emkocTy jterkux < 80 % [6]. CHuxeHune
IubdY3MOHHON CMOCOOHOCTU JIETKUX YCTAaHOBJIEHO
y 56 % poccuiickux 601bHbIX MB [7]. MoXHO mpenmno-
JIOXXUTh, YTO MalueHThl ¢ MB 1 n3HavyaiabHO KOMIIPO-
METUPOBAaHHBIM JIETOYHBIM CTaTyCOM IPpU 3a00JIeBaHUU
COVID-19 cocTtaBisitoT rpyniy pyucka mno yxXyaluleHUIo
OCHOBHOTO 3a0o0jeBaHusl. B ¢BsI3u ¢ o00CTpeHUEM WH-
ek HIDKHUX ObIXaTeJIbHBIX TyTel U HapacTaHUEeM
IbIXaTeJIbHOU HemocTaTouHocTu Ha (poHe COVID-19
nauueHTam (n = 2) ¢ TSKeJbIMU OOCTPYKTUBHBIMU Ha-
PYIIEHUSIMU TTOTPeOOBajICS Kypc TabJeTUPpOBAaHHOM aH-
TubOaKTepruaIbHOM Tepanuu.

[MpuBoautcs kmuHudeckoe HadmoneHue KM COVID-19
y B3pocioii 6boabHoi MB.

Knuruyeckoe HabnrodeHue

IManuenTka K. 31 roma (1989 rona poxaeHust) crpagaer va-
CTBIMU OpOHXUTAMU, CHHYCUTaAMM ¢ poXneHust. B 7 et 3a-
noao3peH M B, BBISIBJICHBI TTOJIOXXUTEIbHBIE TTOTOBBIE TTPOODI,
npu cekBeHupoBaHuu reHa CFTR BoisiBieH reHotun DelF508/
R75X. YcranosneH nuario3 MB, cMemanHast ¢popma. 3a60-
JIeBaHME MPOTEKAJIO C YACTBIMU 00OCTPEHUSIMU, IIPU KOTOPBIX
TpeboBaJlach TOCMUTAINU3AIIMS B CTALIMOHAD TSI IPOBEACHMS
Kypca neyeHust 3—4 pasa B roa. C 2009 r. Habmonaercs B LleH-
Tpe MHTEHCUBHOM IMyJIbMOHOJIOTUU U TOPaKaJIbHOM XUPYPTUKN
CankT-ITeTepOyprckoro rocyiapcTBEHHOTO OIOIKETHOTO YU~
pexneHus 3apaBooxpaHeHus «['oponckass MHOronpoguibHas
ooabHMLa Ne 2» ¢ nuarHo3oMm M B cpenHeit cTeneHu TSIKeCTu
(E84.8), cmemannas dopma. I'enotun DelF508/R75X. Bro-
PUYHBIM XpPOHUYECKUN OOCTPYKTUBHBIN THOMHBIN OPOHXMT.
[ByctoponHue 6ponxoskTassl. C 2009 r. MUKPOOHBIN meii-
32X MpeacTaBiieH Pseudomonas aeruginosa, nepuoamyecku
BbIceBajiach Achromobacter spp. BHenerounble mposiBIeHUs
MpeACTaBIeHbI XPOHUYECKUM MTaHKPEATUTOM C SIBJICHUSIMU
BHEIIHECEKPETOPHOU HETOCTATOUHOCTHU MOIXKEIYIOYHOM XKe-
JIe3bl, XPOHWYECKUM IBYCTOPOHHUM TMOJMUITO3HBIM CUHYCUTOM.

C 2012 r. BoIsiBIeH M B-accolimnpoBaHHbIl caxapHblil AMaoeT,
ManreHTKa MOCTOSTHHO TToJTyJYaeT MHCYJIMHOoTepanuio. Hau-
OOoJNBIINIT aHTUOAKTEPUATIbHBIN 3P EKT yaaBaaoch TOCTUIb
Ha (oHe TpoBeneHUs KypcoB HedTa3suanuM + aMUKaluH /
MepoHeM + amukaiuH. [1pu u3ydyeHnu KIMHUYeCKON KapTUHbI
YCTAaHOBJICHO TIpeobianaHne TPOSIBJICHUI YITOPHOTO OPOH-
XOOOCTPYKTUBHOTO CUHAPOMa, OPOHXUOJIUT, B CBSI3U C 9TUM
K Tepanuu ¢ 2015 r. mo6aBIeHbl CUCTEMHBIC TIIIOKOKOPTH-
KOCTepouabl (MaKCUMaibHas no3a — 20 Mr MeTunpena), CUH-
TYJISIP C TIOJIOXKUTEIBHBIM 3(PhEeKTOM (TTPU MOMBITKE OTMEHBI
B ITEPUOJI PEMUCCUU OTMEUEHO BO30OOHOBIEHE HEKOHTPOIIH -
pYeMBbIX cUMIITOMOB). MHTansmonHas aHTubakTepuaibHas
Tepanusl He MPOBOJAMJIACH MO MPUUYMHE PE3KOro HapacTaHUs
OPOHXOO0OCTPYKTUBHOTO CUHAPOMA TIPU TIPUEMe TOCTYITHBIX
WHTAISIIIUOHHBIX aHTUOAKTepUaIbHBIX TIpernapatoB. [1poBo-
JIATCS TIOCTOSTHHASI pecTiMpaTopHas MOAAepKKa, KUCIOPOAO-
Tepanus (3 1 B MUHYTY) B HOYHOE BpeMSI.

B navane Hosi6pst 2020 r. otmMeueH KoHTakT 1o COVID-19
Ha pabore.

06.11.20 oT™MeY€eHO yXyIlleH e CAMOYYBCTBHSI B BUIE PBOTHI,
OTCYTCTBUSI allNeTUTA, TOBBILLIEHUsI TeMIepaTyphl TeJa 10 cyo-
(edbpubHBIX LIMQp. Jleunach aMOyJIaTOPHO IO HAOIIOIEHUEM
YYaCTKOBOTO TepareBTa ¢ y4eTOM BpeMeHHBIX METOMMIEeCKIX
pexomeHnnauuii 9.0, npuanmana reBodaokcanut. Yepes 1 Hen.
CaMOYYBCTBUE YJIYUIIUIOCH, OTHAKO COXPAHSITUCH JUCTETITHYE -
CKUe CUMITOMBI, cyodedpuuter. 23.11.20 mpousouuio pes-
KO€ YXYIIIIeHNEe CAMOYYBCTBUSI, TIOSIBUJIACH OCUTIIIOCTD TOJIOCA,
MOBBICUJIACH TEMIIEpaTypa TeJia 10 (heOPUIbHBIX UM, YBEI-
YIJIOCh KOJIMYECTBO OTAEISIEMON MOKPOTHI — CHayajla TEMHO-
3eJIEHOTO0, 3aTeM — PO30BOTr0 IBeTa, HapacTaia OIbIIIKa, CaTy-
partust cHu3uIach 10 80 % mpu AbIXaHUM KOMHATHBIM BO3IYXOM.
ITpuHuMana TOKCUIMKIWH 1 6ucenTtoi. 25.11.20 mpoBeneHO
ucclienoBaHue HazodapuHreaabHoro Maska Ha SARS-CoV-2
metomoM ITLP, 26.11.20 moay4eH MOJOXUTEIbHBINA PEe3yIbTarT.
Ha 21-i1 neHb 6oyie3HU B CBSI3U ¢ (peOPUITBLHON JTUXOPAIKOI,
KallJIeM C TPYIHOOTAEISIEMOU BSI3KOU MOKPOTON TEMHO-3€JIe-
HOTO 11B€Ta, OABILIKOI B MOKOE, CHUXKEHUEM caTypaliy KUCI0-
POIOM ITpYU MUHUMAJIbHOM (DU3MUYECKOI Harpy3Ke, CIaboCThIO,
OTCYTCTBUEM arreTuTa, aHocmueit 27.11.20 rocniuranuzupoBaHa
10 HEOTJIOKHBIM TIOKa3aHUSM B MepenpodnIMpoOBaHHYIO B MH-
dekuronHoe otaenaeHue CaHkr-ITeTepOyprckoro rocyrapcTBeH-
HOTO GIOIIKETHOTO YUPEKIEeHUS 3MpaBooxpaHeHus «[ opoackast
MHoronpoduibHast 6ompHUIIA Ne 2» ¢ muarnozom KU, Bei3BaH-
Hast BupycoMm SARS-CoV-2 (COVID-19). Bupyc unentuduiu-
poBaH, Tsexenast opma 3adonesanus (U07.1).

OOBEKTUBHO TP TOCTYIUICHUU: CHUKEHUE caTypaiiuu
kucjoponoM 10 80 % BHe KUCIOPOIOTEpaIini, yMEPEHHbIN
nepudepuuecKuii IMaHo3, ayCKyIbTaTUBHO — ABYCTOPOHHUE
KPEeMUTUPYIOLIUE XPUTTbI HAJl BCEMU MOJSIMU JIETKUX, TEMOIU -
HaMHuyecKasi CTabMJIbHOCTb, TAXUKAPIIHS.

Pesynbrarhl 1a60paTOpHBIX aHATM30B MPU TTOCTYTUIEHUU:
neikoutel — 8,3 X 10%; s03uHOoGMIBl — 0; TUMOOLUTH —
2,3 x 10%; "eirtpoduasl — 5,2 X 10%; sputpountsl — 5,5 X 107
ckopocTh ocenanust a3putporutoB (COD) — 57 mm / u; CPb —
79,6 r / 1; rmoko3a — 15,6 MMOJIb / JI.

ITo maHHBIM crIMpaTbHOM KoMITbIOTepHOI ToMorpaduu (KT)
OpraHoB IpyaHOM KJeTKH oT 28.11.20 BhIIBJIEHO paclIupeHue
OPOHXOB BCEX CETMEHTOB 00OUX JIETKUX ¢ DOPMUPOBAHUEM
HUJIAHAPUIECKUX U MEIIOTYAThIX OpOHX03KTa30B. B §1, S§,
89, §10 npaBoro nerkoro u §1/2, 83, S5, §8, §9, S10 nesoro
JIETKOTO BBISIBJIEHBI CYOIJieBpagbHble U MepUOPOHXUATbHbIE
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YYaCTKU YIJIOTHEHUSI JIETOYHOU TKAHU MO TUIYy «MaTOBOTO
crekina». O6beM MopaxkeHusl MmapeHXuMbl coctaBmi < 10 %.
XoIl ¥ TPOXOIMMOCTH TpaxXeu, TJIABHBIX U TOJIEBBIX OPOHXOB
He HapyuieHbl. [1o nanHbpIM KT BbIsiBIIeHa IBYCTOPOHHSIST IO~
JIMcerMeHTapHasi THEBMOHMSI BUPYCHOTO TeHe3a 1-ii creneHu
C MHOTOYHMCJICHHBIMH IBYCTOPOHHUMM MEIIOTYaTBIMU OPOH-
X09KTa3zamu (puc. 3).

Pentrenonornyeckasi KapTuHa cooTBeTCTBYeT TedeHuo K1
Ha ¢oHe MB. Ilpu nabopatropHoM 00CIeI0BaHUM OOpallaIo
Ha ce0s BHUMaHe 3HAYUTEeIbHOE MTOBHIIIEHNE, B TIEPBYIO OUe-
penb, ypoBHst CPB (79,6 r / 1) u COD, uTo GbLJIO paciieHeHO
B KauecTBe Mpu3HaKoB Tekyiieit KU rnpu oTcyTcTBUM Npr3HaKkoB
HEHUTPOMPUIBHOTO BOCIIAICHHSI.

B cooTtBeTcTBUYM € MOTOXEHUSIMU BpeMeHHBIX MeToIMYe-
ckux pekomeHnamwii 9.0 HauaTa komruiekcHast Tepanust KU —
aHTUOaKTepuanbHas (MepoHeM 3 T B CyTKHM, aMuKauuH 0,5 T
B CYTKM), Tpo(duiakTUyecKast aHTUKOATyIsILMOHHAsI Teparnusl,
MPOJIOJIKEH MpUeM MeTuIpena (TadsetupoBaHHas opma) § Mr
B CYTKU, HeOynaiizepHas Teparusi, MHCYJTUHOTepamus, 3aMe-
CTUTEJIbHAS Tepanus MaHKPeaTu4eCcKOi HEeJOCTATOUHOCTH,
KHcaopoaoTepanus S 1 / MUH, TacTPONPOTEKTOPbI, APEHaKHAS
TMMHACTHKA.

OTmeueHa MoJIoXUTeTbHAs TMHAMUKA — TUHAMUYHBIN pe-
rpecc MHTOKCUKAIIMOHHOTO CUHIPOMA — HOPMAaTU3ALIMsI TEMITe-
patypsbl Tesia, MosIBJIeHKE afmeTruTa, yMEeHbLIeH e 001eii ciabdo-

Puc. 3. CrniupanbHasi KOMIbIOTEpHAsi TOMOTpaMMa OpTraHOB
rpynHoil kineTku manueHTku K. 31 roga ¢ MyKOBHCIIMIO30M
u COVID-19 (28.11.20)

Figure 3. Chest computed tomography scan of COVID-19 and
cystic fibrosis 31 y.o. patient K. November 28, 2020

CTU U MPOSIBJICHUI ABIXaTeIbHOM HEAOCTATOYHOCTH (MTOBBILLIEHUE
TOJIEPAHTHOCTH K (PU3NIECKOl HATpy3Ke U 3HAYSHWI caTypalun
KuciaopoaoM 10 90 % BHe KUCIOpOaOTepanuu, yMEeHbIlIEHUE
ONIBILIKY U TIOTPEOHOCTU B KUCIOPOAOTEPATINN), YIyULlIEHUE
JipeHaXka OpOHXOJEroYHOM cucTeMbl (YMEHbIIIEHUE 00beMa
OTKAaIUTMBaeMOW MOKPOTBI, MOKPOTa ITpruodpesia CBeTIO-3¢eIe-
HBII 1[BET), pETpecc KPEMUTUPYIOIINX XPUTIOB; HOPMATU3AIIUS
YPOBHSI TJTIOKO3bI B KPOBH, YIyUIlIEHNE OOILIET0 CAMOYYBCTBUSI.
ITo pe3yabraTaM 1a00paTOPHBIX UCCIEIOBAHUN B TMHAMUKE
otMedeHa Hopmaym3arus ypoBHss CPb — ot 79,6 (27.11.20)
o > 35,0 (01.12.20) u > 3,9 (12.12.20) mr / 71

Ha 14-it nenp rocnuranusanuu (11.12.20) BHITTOJHEHO
KOHTPOJIbHOE McclieloBaHue HazodhapuHTeaJlbHOro Ma3ka
Ha SARS-CoV-2 meronom TP — pe3ynbrat oTpuliaTebHbIA.
Ha 18-it neHb rocriuTanu3anuy maueHTKa B yIOBJIETBOPUTEITb-
HOM COCTOSTHMU BBITIMCAaHA M3 CTallMOHapa Ha aMOyJIaTopHOe
JieyeHue.

O6ecyxneHue

JlaHHBIN KIMHUYECKUI Ccydyail CBUAETEIbCTBYET O TPY/I-
HocTsax nuarHoctuku KW y 6oabHbix MB. CuMnToMbl
KW gacTo He OTIMYAIOTCS OT TAKOBBIX IIPU OCTPOIA pec-
NUpaTopHOIl BUpycHo# nHdekuuun. Kpome Toro, ais
natoreHe3da KM xapakrepHo BpeMeHHOE yaydlleHNe
CaMOYYBCTBUS U MOCJIEIYIOLIEe YXYAIIEHNE COCTOSHUS
no 10-ro nHs 60Jie3HU MPU Pa3BUTUM «LIUTOKMHOBOTO
IITOPMa».

Oo6panraeT Ha cebs1 BHUMaHKEe OTHOCUTEIbHO O1aro-
npusitHoe TeueHrue KM COVID-19 y B3pociioit Kucio-
pPOI03aBUCHMMOM MALIMEHTKU C TsKeaon hopmoit MB,
ocJioxkHeHHOro M B-accoumnpoBaHHBIM 1MAa0ETOM, TIOJTY-
yaronieit CHUCTEMHYIO Tepanuio ITKOKOPTUKOCTEPOUAaMHU,
C XPOHUYECKOI arpecCUBHOM MUKCT-UHbeKmeln (P, aeru-
ginosa, Achromobacter spp.) HVDKHUX TbIXaTEIbHBIX MyTEi,
HECMOTPSI Ha TIO3IHIOK TOCITUTAIM3alNIo Ha 21-i1 1eHb
00JIe3HU.

Ilpu Hanuuyum npenpacrnosarariux GakTopoB pu-
CKa KpaifHe TSXKeJI0TO TeUeHUs BUPYCHBIX MH(MEKIINIA,
BbicokMii ypoBeHb CPB 1ipu mocTtymniaeHUn Kak Mapkepa
HaMpsSLKEHHOCTU BOCHAMUTEIBHOTO Tpoliecca, 00beK-
TUBHBIN YPOBEHb BOBJIEUEHHOCTH JIETOYHOM TKaHU MpPU
teueHnu COVID-19 o nanabM criupanbHoit KT BeIco-
Koro paspelieHust coctaBui < 10 %, 4To COOTBETCTBYET
nopaxeHuto 1-ii ctenenu. biarogapst KOMIUJIEKCHOM
Tepanuu ¢ y4eTOM OCHOBHOTO 3a00JI€eBaHUSI COCTOSIHUE
MaMEeHTKU CTaOMIN3UPOBAJIOCh B OTHOCUTEIILHO KO-
POTKHE CPOKH, UYTO IMTO3BOJIMIIO B YIOBJIETBOPUTEIBHOM
COCTOSIHMU BBIMKCATh €€ U3 CTallMOHapa Ha aMOyJIaTop-
Hoe JIeueHue.

Takum obpazom, B3pociible alueHTsl ¢ MB, HecMOT-
Ps Ha OTHOCUTEIBLHO OJIATONPUSITHYIO TCHACHIINIO TeUe-
Hust COVID-19, HyXnaloTcsl B CBOEBPEMEHHOI TMarHo-
ctuke HoBoit KW st Ha3HaueHusI MOJHOM BCECTOPOHHE
Teparmvu, a Py HATMIUHY TIOKa3aHWI1 — B TOCITATAIA3AIIAN
B CTallMOHAP.

ITo cocrostnuio Ha 10.12.21 B Poccuiickoit denepa-
MU 3aperucTprupoBaHbl 43 nauueHta ¢ MB (25 n3 Hux —
B3pocibie) ¢ KM SARS-CoV-2 (https.//mukoviscidoz.org/
covid19/837-covid- 19-i-mukovistsidoz- 12-05-2020.html!
(marta obpamenus: 08.01.21)).
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ITo nanubiM E.H. Konopamoeesoii u coasm. |8] nmoka-
3aHo, uTo B Poccuiickoit @enepaimu [9] y 6onbHBIX MB
nmeteit COVID-19 Habmromaics yaiie, 4eM Y B3pOCIIBIX,
YTO, BEPOSITHO, CBSI3aHO C TIpeodIagaHeM CPeIn Maln-
eHTOoB ¢ M B neteii.

3akntoueHme

B nanHoM 0030pe nipencrapiaeHb! 10 3aperucTpupoBaHHbIX
cayyaeB KM COVID-19 y B3pocibix naiueHToB ¢ MB,
mpoxuBatonnx B Cankt-Iletepoypre u JIeHUHTpam-
CKOIf 061acTu, 8 U3 HUX TepeHecIu 00JIE3Hb B JIETKO
¢dopMe 1 monyyanu JieueHue aMOyJIaTOpHO, Yy 2 TeueHUe
COVID-19 ocnoxHua0ch 000CTpeHUEM XPOHUUECKOTO
THOIMHOTO OOCTPYKTUBHOTO OPOHXUTA, TP KOTOPOM TI0-
TpeboBaloCh HA3HAYEHUE aHTUOAKTepPUaJIbHOM Teparuu.
lNocnuranuzauus notpedoBagoch 2 60JbHBIM M B, y KO-
Topbix oTMedeHo Tsixesoe TeueHrue COVID-19. Tlocne
JIeueHUsI HaOJI0IaIach MOJIOXHUTEIbHAS TUHAMUKA, JIe-
TaJIbHBIX UCXOJ0B HE OTMEYEHO.

Takum o6pa3om, OTMEUYEHO, UTO BCE MALMEHTHI Mepe-
Hecau HoByto KM COVID-19 nerue, yeM MOXHO ObLIO
OXXUAATh OT JIUII C TSKETBIM XpOHNIECKIUM MHMEKITMOH-
HBIM 3200JIEBAHUEM JIETKUX, OMHAKO IIPU 3TOM TpeOyeTCs
NajibHelllee BHUMATEIbHOE M3yYeHe HOBBIX JaHHBIX
Y TIPOJIOJIKEHUE UCCIIEIOBAHMIA.
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