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PE3IOME

MyKOBMCLME03— OJHO 13 Hanboree YacTbIX MOHOTEHHbIX 3ab0neBaHNi YenoBeka, Npu ieYeHnmn KoToporo B nocnegHue 30 et gocTur-
HYTbI 3HA4MTENbHbIE YCrexu. B cTaTbe onncaHbl aTanbl opraHu3aummy NoMoLLy naumeHTam ¢ MykosucLmgo3om B CankT-MNeTepbypre,
BO BPEMs KOTOPbIX peLlanuch akTyarbHble Ha TOT MOMeHT npobnemsl. Ecnn go 1994 r. nomoLLb okasbiBanach Ha OCHOBE METOAMK
neyeHunst GonbHbIX ¢ OPOHX03KTa3amu, TO B AanbHeliwem Obln co3haH LeHTp nomoLyu 6ombHbIM MYKOBUCLMA030M, paspaboTtaHa
3neKTpoHHas 6a3a 6onbHbIX. BHegpeHsl MeToauku aHTUbaKTepuanbHoi Tepanii, HanpaeneHHble Ha pagnkauuo Bo3byautens, Mo-
HWUTOPMPOBaHe MUKPOOHOM hopbl M NpeLyNpeXaeHNe NePeKPECTHOrO NHAULMPOBaHUS B CTaumoHape. OCBOEHbI COBPEMEHHbIE
MeTOfbl NNEYEHNS: MHransLums AopHasbl-anbdga, 3amMecTuTenbHas (hepMeHTaTMBHas Tepanus, HyTpUTUBHas nogaepxka. ObpasoBaHa
MyNbTUANCLMNIIMHAPHAS KOMaHA], BKITOYatoLLast MynbMOHOJIOr0B, raCTPO3HTEPOIIONOB, 3HAOKPHUHOMOTOB, NCUXOMOrOB, FEHETUKOB, Ki-
HeauTepaneBToB. Co3gaHa cneynanuanpoBanHas cryxba 4ns neveHuns B3pocbix nauneHToB. KoHTaKTbI ¢ 3apybexHbIMu konneramu
MO3BOMMIN BHELPHUTL B MPAKTHKY CaMble COBPEMEHHbIE METOLbI NEYEHNS BONbHBIX MYKOBUCLMA030M. IOCTOSIHHO MAET 0by4eHue Bpa-
Yel W naumeHToB Ha 6ase GnaroTBopuTenbHoro doxaa «Octposay. MpeangeHTckuin poHg «Kpyr gobpay n AgmuHucTpaums Mpasu-
TenbcTea CaHkT-MeTepbypra no3sonunm obecneynTb TapreTHIMU Npenapartami AeTeN 1 B3pOCHbIX FOPOAA, YTO 3aMETHO YyyLIKIIO
Ka4ecTBO MX XM3HW. AKTyanbHON ocTaeTcst npobnema nepBuyHON NpodhunakT1kv 3abonesaHus, kotopas TpebyeT peLueHus.
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ABSTRACT

Cystic fibrosis is one of the most common monogenic human diseases, which has been treated with significant success over the past
30 years. The article describes the stages of the organization of care for patients with cystic fibrosis in Saint Petersburg, during which
the current problems were solved at that time. If until 1994, assistance was provided on the basis of methods of treating patients with
bronchiectasis, then later a center for the care of patients with cystic fibrosis was established, and an electronic database of patients was
created. Methods of antibacterial therapy aimed at eradication of the pathogen, monitoring of microbial flora and prevention of cross-
infection in the hospital have been introduced. Modern treatment methods have been introduced- dornase-alpha inhalation, substitution
and enzymatic therapy, nutritional support. A multidisciplinary team has been created. It includes pulmonologists, gastroenterologists,
endocrinologists, psychologists, geneticists, and kinesitherapists. Contacts with foreign colleagues have made it possible to put into
practice the most modern methods of treating cystic fibrosis patients. Doctors and patients are constantly being trained on the basis of
the “Ostrov” Charitable Foundation. The Presidential Foundation “Circle of Good” and the Administration of the Government of Saint
Petersburg made it possible to provide targeted drugs to children and adults of the city, which significantly improved their quality of life.
The problem of primary prevention of the disease remains urgent. which requires a solution.
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MykoBucuugos (MB), unu kuctosHblin hnbpoa (aHrn. cystic
fibrosis), — Haubonee 4yacTo BCTpevaroLleecs HacneacTBeH-
HOe ayTOCOMHO-peLieccrBHoe 3abonesaHue, Npu kotopom 6e3
CBOEBPEMEHHON W afleKBATHOWM Tepanuu 3HaYMTENbHO COKpa-
LLAKOTCA KAYECTBO U MPOLOIMKNTENBHOCTb JKWU3HW MaLMEHTOB.
IMpu aTom 3aboneBaHNN NOPaXaKTCs MHOMVE OpraHbl 1 cucTe-
Mbl, HO CTEMeHb MHBanMAM3aLun 1 cmepTHocTb Y 90% BoNbHbIX
ONpesensioTCs TAXKECTbI0 nopaxeHus nerkux. MpucoeanHexne
Pseudomonas aeruginosae w Burkholderia cepacia complex
OMpeaensioT NporpeccupyioLLee TedeHne u HebnaronpusTHbIN
nporHo3 3abonesanus [1, 2]. [epekpecTHoe MHPULMPOBaHME
NaLMEHTOB B MEAWLMHCKUX YYPEXOEHUSX — aKTyanbHas npo-
frnema B NpakTuke NeavaTpoB 1 NyNbMOHOJIOMOB.

Pa3spabotka cTaHgapToB nedveHus MB B Poccuw, npeg-
ynpexneHne nepekpecTHoro MHAULMPOBaHUS, BHeApeHue ag-
(DEKTMBHbBIX METOL0B NTEYEHMS, HANPaBMeHHbIX Ha ApaauKaLmio
B03byauTenen [1-3] onpegensiet He06X0AMMOCTb MPOBEAEHMS
OpraHN3aLmMOHHbIX MEPONPUATUN B KaXOOM MyKOBUCLMOO3HOM
ueHtpe [4]. Lo Hayana 2000-x rogoe B CaHkT-lleTepbypre
BonbHble MB Habnoganick nynbMOHOMOraMy B MOMMKMWMHUKAX
Mo MECTY XMTENbCTBA, W YPreHTHY0 Tepanuio nony4anu B cTa-
LuoHapax ropoga. Jleyenue 1 HabnogeHe Takke OCyLLECTBS-
nock B AeTckom oTaeneHumn Beecorosnoro HAW nynsmoHonorum
(BHHUMIM) CCCP (npodh. K.®. Wupsiesa, A.B. boraaHosa). C Ha-
yana 1990-x rogoB, B CBA3M C pa3BUTHEM MEXAYHAPOAHbIX KOH-
TaKTOB, MPOBEAEHNEM CrieLnanbHbIX 0ByyaroLmx KypcoB v Tpe-
HWHIOB B Hallei CTpaHe, OCBOEHUEM TEXHOMOMM MHransauui,
BHEPEHNEM CrneupanbHbiX METOLOB KMHesuTepanum u aud-
(hepeHLMPOBaHHOTO aHTMOaKTEpUanbHOMO NEYEHUs, NOMOLLb
BonbHbiM MB 3ameTHO ynydwwunacs. B peTckoit ropoackon
BonbHuue Cesaton Onbru (OB Ca. Onbri), 6bin opraHn3oBaH
crneumnanuanpoBaHHbIil, BOKCMPOBaHHBIN NYNbMOHONOTUYECKNI
craumoHap ans 6onbHbix MB. Ha 6ase ctaumoHapa nposogu-
NNCb Hay4Hble nccnefoBaHus CoTpyaHnkamm kadeap Cesepo-
3anagHoro MeamumHCKoro yHuBepcuteTa M. M., MeyHunkoBa,
CaHkT-leTepbyprckoro rocyAapCTBEHHOrO  NeAMaTPUYECKOro
MeguumHckoro yHueepcuteta (CMBITIMY). B aTo xe Bpemsi BO
BHWUM npodeccop T.E. l'embuukas Bnepsble onucana crep-
Tble hopmbl TeveHust MB y B3pocrbix, 4To ObINo caenaHo ele
[0 oTKpbITUA reHa CFTR.

VcTopuns opraHusaumm nomowym nauneHtam ¢ MB B CaHkT-
[MeTepbypre cknagbiBanach NocnefoBaTeNlbHO, MPOAAS WeCTb
YCINOBHBIX 3Tanos.

MepBbint atan (1988-1994 rr.). MNomoLlb naumeHTam oka-
3blBany Ha OCHOBE METOAWK feyveHuss BONMbHbIX C XPOHMYe-
CKMMU BPOHXOMNErodHbIMM 3aboneBaHusmMmu (6poOHX03KTa3bl),
LUMPOKO MCMOMb30BanM MeToh SHAOOPOHXMANbHBIX CaHaLuii
1 neyebHbIx 6poHxockonuit. OgHako ata nevebHas TakTuka He
onpasgana cebs B aanbHenwem [5]. Ha atom atane 6bin BHeA-
PeH MeToh BHYTPUBEHHOTO BBELEHWS MPOTUBOCMHETHOMHBIX
aHTMONOTMKOB, KWHE3UTEpanus, CTanu UCMoNb30BaTb MUKPO-
chepuyeckne HEPMEHTbI NSt KOPPEKLMM HapYLIEHNA nuLe-
BapeHws.

B 1992 r. 6bina co3gaHa nepeasi B PO Accounaums poau-
Tenen aeten, GonbHbIX MykoBucumao3om. K 1994 r. Ha ydeTe

B nynbMoHonornyeckom otaenennun A Ce. Onbru coctosno
42 naumenta. C 3TOro roga Havana gencTBoBaTh cucTeMa neTt-
Hero oTAbIxa AeTel Ha nobepexbe YepHOro Mopsi B COMPOBOX-
[EHUM MEAMLIMHCKOTO NepcoHana.

Bropow atan (1995-2000 rr.). B otaeneHuu nynbMoHoso-
ru BonbHULbl CB. Onbru opraHn3oBanu NsTb KONKO-MECT Anst
naumeHToB ¢ MB n BHegpunu B paboTy YeTkoe pasgeneHue
MOTOKOB GOMbHBIX C HAMMYMEM M OTCYTCTBMEM CWUHErHOWHOM
VHGEKUMM AN NPEAYNpexaeHns NepekpecTHoro MHULMpo-
BaHus1. bbina paspaboTaHa npakTuyeckas cxema onpegeneHus
TSKECTU TeyeHust 3aboneBaHnst Ha OCHOBE BUZa BbICEBAEMON
nopbl, OINTENBHOCTU 0DOOCTPEHUI, CTENEHWN HapyLIEHWA
(DYHKLMM BHELLHETO [bIXaHUsi, HaMN4us runoKcumn u/wnu runep-
KanHu, ANUTENbHOCT aHTUOaKTEpUanbHoI Tepanumn 1 cocTo-
SHWS! NMUTaHUS NALNEHTOB.

BbISIBNEHNE CHWXKEHMS CryXa Ha BbICOKMX YacToTax y na-
LIMEHTOB, KOTOPbIE HEOAHOKPATHO MOMyYany aMMHOIMNKO3NabI
(reHTammumH), cnocobeTBoBano paspaboTke HAMBNAYANbHOTO
nogxofa K aHTubakTepuanbHon Tepanuu.

B 3710 Bpems B xofe TECHOTO COTPYAHNYECTBA C Naboparo-
prei npeHaTanbHOM AUarHOCTVKW MHCTUTYTa aKyLwepcTea U -
Hekonoruu (3aBegytoLynit nabopatopuei npod. B.C. bapaHos),
Hapsgy C BbISIBIIEHMEM OCHOBHOMO FEHETUYECKOr0 AediekTa,
MPOBOAWIN FEHETUYECKNE UCCNIEA0BAHNS aKTUBHOCTU CUCTEMBI
[eTOoKCUKaL/MM KCEHOOMOTMKOB, BO MHOTOM OMPEAEnsIoLLmMX Te-
yeHne MB. B gnarHoctuyeckuin komnnekc MB Gbina BHegpeHa
OLieHKa pa3sHOCTM Ha3anbHbIX NoTeHyuanos [6-8].

MpoaHanuanpoBaHa 3hEKTUBHOCTb NIETHErO OTAbIXa Ha
nobepexbe YepHoro Mopsi, onpefeneHbl NokasaHus U npoTu-
BOMOKa3aHus Ans ero nposegeHus [9].

K koHUy onuckiBaemoro nepuopa nog HabnwogeHuem Haxo-
annock 66 geten ¢ MB. MauneHTsl, nepegaBaemble BO B3pOC-
nyt cetb, Habnoganucs Bo BHUWIM. Mpodbeccop T.E. Tem-
Buukas bbina KoopAMHATOPOM MUCCrefoBaHMIn B 06nacTi MyKo-
BMCLMZ03a B3pOCHbIX, MEPBbIM PYKOBOAUTENEM BCECOH3HOMO
(1989 r.), a 3aTeM M peErvoHanbLHOTO LEHTPa Mo AWarHOCTUKE
1 nevenmto MB B3pocnbix (1989-2005 rr.).

3a atoT neprog B HAW nynbMoHonorum Gbinu 3alumie-
Hbl YeTblpe KaHAMAATCKUX AMCCepTaLuu, NOCBALLEHHbIX Npo-
Bnemam mykosucumposa (E.H. Mutkuna, A.l. YepmeHckui,
E.M. Kynpura, 11.®. Kosanesa). B 1998 r. J1.A. XeneHuHa 3a-
LMTUIA JOKTOPCKYK AnccepTaumio «MykoBuCUMAO3 Y AeTel:
KIMHWKO-3TWOMOTMYECKas XapaKTepucTuka», B KOTOpOW 6bin
0606LL/eH MHOrONETHUI ONbIT HAbNKAEHUS 3a BONbHBIMU AETh-
MW W MoKasaHa poslb CMHErHOMHOM MHMEKLMM KaK MPOrHOCTM-
Jecku HebGnaronpusTHOrO (haktopa, NPUBOASLLETO K paHHen
rnbenu naymenTos [10].

Tpetuit atan (2001-2008 rr.) Hayancs ¢ cosgaHns anek-
TPOHHOW 6a3bl NaUMEHTOB, KOTOPas C YCMNEXOM MCMOSNb3yeTCs
[0 HaCTOSLLero BpeMeHu.

B 2002 r. 8 I'6 CB. Onbrv Bbin opraHu3oBaH opoackon
ambynaTopHbIi kabMHET Mo AucnaHcepHomy HabntoaeHno, ne-
YeHMIo W peabunutauum geTei ¢ THKENbIMI, COXHBIMU OPOH-
XOMNero4yHbIM1 3aboneBaHNsIMM 1 MyKOBUCLIMA030M. B neyeHnm
[eTeil Havyanu aKTMBHO NMPUMEHSTb BbICOKOKaNopuiiHble nnuTa-




TenbHbIE CMEeCK Ans NoaaepxaHus HyTpuTuBHoro ctaryca [11].
Bbino npoBeseHo yrnybneHHoe uccnefoBaHme PYHKLMM BHELL-
Hero AbiXaHus y AeTel, BbISBIEHO YBENMYEHUE TMNeppeakTue-
HOCTM OPOHXOB MPW XPOHNYECKON CUHErHONHON UHAEKLMM, YTO
YTSKENANO TeYeHue 3aboneBaHus u TpeboBano MHOMBMAYanb-
Horo nogxopa B neyveHuu [12]. B atoT nepuog 6binu otpabo-
TaHbl CXEMbI KUCIIOPOAHON NOAAEPKKM NALMEHTOB B YCMOBMSX
cTaumoHapa. Hayanock npumeHeHne gopHasbl-anbda [13].

B 370 Xe Bpems CTanu aKkTMBHO MCMONb30BaTb METOAbI
KOMMbIOTEPHON TOMOrpadhnm B UArHOCTHKE NErOYHbIX Mopaxe-
HWiA 'y 6onbHbIx MB [14].

LLinpoko BHeApeHbI cneuuranbHble npucnocobneHuns ans
CTepunu3auyn pacnbinnuTenei napom, YTo NO3BOMMMO YMEHb-
LWKNTb UX KOHTamMUHaLuio [15].

Vicnonb3oBaHWe pas3nuyHbIX METOAO0B KMHE3UTEpanuu 1 ABu-
raTefibHbIX PEXVMOB C Y4ETOM TSHKECTW COCTOSHNS BOMBHBIX MO-
BbICKIIO 3CHEKTUBHOCTb NETHENO OTAbIXa NaLmeHToB [16].

[MpuMeHeHne WHransuMoHHbIX OpM MNPOTUBOCUMHErHOM-
HbIX @HTMOMOTIKOB NO3BONNIIO JOBUTLCA cTabunmaaum cocTo-
SHWS TSOKENbIX OOMbHBIX W YBENNYEHNS! NPOAOIKUTENBHOCTM
KM3HW, YTO CKa3anoch Ha MeamaHe Bbihxusaemoct [17]. B aToT
nepuog nog HabniogeHem Haxogunock 76 aeTel u nogpocT-
koB (2008 T.), 4TO MpuBENO K HEOHXOAMMOCTM OpraHu3aLmmn
npeemcTBeHHON nomoLyy 6onbHbIM MB. U ¢ 2008 r. Habntope-
HWe W NneyveHne B3POCMbIX MALWMEHTOB CTano OCYLEeCTBASTLCS
B MyNbMOHOMOMMYeCkOM OTAeneHnn [OpOACKON MHOronpo-
cunbHoN GonbHULbl (TMMB) Ne 2, roe morna 6biTb GbICTPO
OkasaHa Heobxogumas cneyuanuavpoBaHHas MoMoLb, Obinm
pa3paboTaHbl MPOTOKOMbI CTALMOHAPHOTO BEAEHUS B3POCHbIX
NaLMeHTOB.

YetBepTbiit 3tan (2009-2014) xapakTtepusosancs no-
CTeneHHbIM 0ObeAMHEHNEM YCWUMNA Pa3HbIX CNELMAnuCToB
(NynbMOHONOTM, TacTPO3HTEPONOrK, AWNETOMOrM, HyTpULMO-
norW, 3HOOKPUHOMOTA, MUKPOOMONOrK, MUKOMOMM, MCUXONOTY,
XVPYPrY) W HA4anoM KOHTAKTOB JETCKOW W B3POCMON KIMHMK.
[MpoBOAMAMCH BCTPEYN MeanaTpoB U TepaneBTOB, FOpPOACKME
KoHdepeHuun no MB, akTMBHO M3gaBanuch y4ebHble nocobms
u maTepuansl Ans Bpayen u nauueHtos. B 2010 r. ysenuuunu
4nCno KOEK B AETCKOM ropogckoi 6onbHuue CesTon Onbr ¢ 5
po 10. 3aBepmnoch ocHalleHne Bcex 10 nanat gns nayuen-
T0B ¢ MB: noaBogka kKucnopoja, cuctema BEHTUNALMN, NpUCno-
cobnenns ans npoegexus uHranauun (MAPW-LiexTpan) un 06-
paboTku pacnbinuTeneil, a Takke OTAEMNbHbIMU CTETOCKOMAaMM,
TOHOMETpamM, NMyNbCOKCUMETPaMI 1 eMKOCTAMM A1 0BpaboT-
KW pyK 1 9TWX u3penuit. BeigeneHbl nanatel Ans nauueHToB
C XPOHWYECKUM UHekumamu: Ps. aeruginosa, Achromobacter
SppP. ¥ METULMMNNH-PE3UCTEHTHBIN 30MOTUCTbIN CTadUIOKOKK
(Methicillin-resistant Staphylococcus aureus, MRSA), yto npu-
BEMNO K YMEHbLUEHMI0 UX pacnpocTpaHeHus [18].

[etcknit uenTp MB ctan 6ason ans NpoBedeHUst KIMHK-
YeCKWX UCCNefoBaHMI TeKapCTBEHHbIX CPEACTB (QHTUOMOTUKM,
BpoHxonuTUyeckue npenapartbl, epMEHTbI).

B otmeneHu ans B3pocnbix nauueHtoB ¢ MB Obinn co-
34aHbl TPU Nanatbl BbICOKOTO CEPBUCHOMO YPOBHS CO BCEM He-
0bxoaumbIM 060pyAoBaHMEM NSt TPOBEAEHNS MHIANSLMOHHON

W KuHeauTepanuu. B a10T nepuop Takke Obinu paspaboTaHbl
1 ¢ 2012 r. yTBEPXOEHBI TapUdbl 06513aTENIBHOMO MEANLIMHCKO-
ro ctpaxoBaHusi (OMC) ans npoBefeHust obcnegoBaHns u ne-
YEeHUs naLMeHToB ¢ MyKoBucLMao3om ctape 18 net. B TMIB
Ne 2 B nepuop ¢ 2009 no 2014 rr. Habnoganuch 20 NaUMeHToB
cTapuue 18 ner.

C 2013 r. oTKpbINCS LMKN NOBbILLEHUS KBanudukaLmm Bpa-
yen no npobnemam MB, npoBogumblil CeBepo-3anagHbiM ro-
CyLapCTBEHHbIM MeuLWHCKUM yHuBepeuteTom uM. W.U. Meu-
HWKOBa.

B 2013 r. odmumanbHo yTBEpXKaEH Opoackoi LeTCKuiA
LienTp mykoBucumposa npu CM6 MbY3 «Ar'b Cs. Onbruy, B Ko-
TOpoM Habnoganuck 84 pebexka.

B aTOT nepwog Havanacb akTMBHas AesTenbHocTb Ona-
roTBopuTensbHoro  doHaa «OcTpoBay, MOAAEpPXKMBAKOLLETO
BonbHbIX MB. C nomolbio ®oHpa usgaotcs Heobxoanmble
METOANYECKNE MaTepuanbl, OPraHW3yKTCS KOH(EPEHLMM
n 0byyeHne Bpayeil Kak B KPYMHbIX KnuHWMkax PP, Tak n 3a
py6exxom. ®oHI NOCTOSIHHO CMNOHCUPYET BaXHbIE Hay4YHbIE WC-
cnepoBaxusa no MB.

C 2009 no 2014 rr. aKTMBHO HaKannMBarcs OnbIT BHEAPEHMs!
B paboTy eBpOMNENiCKIX NPOTOKOSIOB BeLeHMs NaLmeHTos ¢ MB.

K 2013 r. cTano noHATHO, YTO B psige cny4vaesB O0MbHbIM
MB Heobxoanma nomoLyb ncuxonora, B TOM Yucne U Ans pas-
peLLeHus pobnem NPUBEPXKEHHOCTY K NEYEHMI0, YTO CTano Ho-
BbIM 3Tanom B MynbTUAUCLUNIVHAPHOM neyeHnn MB.

B 3T0T nepvog yBennumMnoch Yncrno nayneHToB ¢ rpnbko-
BbIM MOPaXEHNEM Nerkux, U npu NoAAepkke bnaroteoputens-
Horo doHga «OctpoBa» B HAW MeauUMHCKON MUKONOTUM WM.
M.H. KawkuHa 6bin NpoBeAEH CKPUHUHT BOMbHBIX MYKOBUCLIM-
po3om u3 CaHkT-Metepbypra v Lpyrux pervoHoB CTpaHbl Ha
MUKO3bl. B pesynbTate BnepBble OnpeAeneHa yactota passu-
TUS acneprunnesa nerkux y 6onbHbIX MykoBMCLMA030M B PO
(10,5%), paspaboTaHbl anropUTMbl AMArHOCTUKA U NEYeHus
AaHHon nmatonorum [19]. Brnaropgaps npoBeAeHHon paboTte
CHM3MMOCh YNCIO MWKO30B B nomynsumu BonbHeix MB, an-
neprudeckuii OPOHXONMEroYHbIN acneprunnes AuarHoCTUpYoT
B 3,0% cnyyaes (Peructp nauneHToB ¢ MyKoBUCLMAO30M B PO,
2023 r.) [20].

Matein atan (2015-2021 rr.). Ha atom aTtane MmynbTu-
AMCLUMNAMHApHAs KOMaHAa AOMOoMnHUIach akylepamu-rmHeKo-
noramu v aHgponoramu. MoB3poCneBLUME NALMEHTbI CO3Lamm
CeMbM, aKyLLepbl-TMHEKOMNOTM M aHAPONOr Havanm 3aHUMaTbCs
penpoayKTMBHbIMM Npobremam.

PaspaboTaHa mapLupyT13aunsi HOBOPOXAEHHBIX C MOMo-
XUTENbHBIM CKPUHMHIOM Ha MB ons mMakcumarnbHO paHHero
OKa3aHus ONTUManbLHOM NOMOLLN.

Ha ocHoBaHWW pe3ynbTaToB, NOMYYEHHbIX B XOAE KIUHK-
YEeCKMX MCCReaoBaHui, NPaKTUYECKM Yy BCEX MauWeHTOB Ans
VHransuumi ¢ yCnexom cTanu MpUMEHSTb MMNepTOHNYECKUE pac-
tBOpbI NaCl [21, 22].

N3yyeH ypoBeHb 0BeCneveHHOCTU U (hakTopbl pucka Ae-
tuuuta BuTamuHa D y aeTei ¢ MykoBucLngo3om [23, 24].

HaunHas ¢ 2019 r. getn ¢ MB nonyyatoT BbiCOKOKanopui-
Hble CMecH 3a cyeT blogxeTa ropoga.
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MpoBoauTCs €xekBapTanbHOe uccneaoBaHue buomare-
prana HWKHUX [bIXaTenbHbIX NMyTen nauuentos, a ¢ 2021 r.
AN 9TOr0 HauMHaKT 1cnonb3oBaTb Macc-cnektpometp MALDI
Biotyper [18, 19], uTo no3BonsieT Gonee TOYHO MAEHTUDULM-
poBaTb MuLEenuanbHble rpubbl M GakTepun, COKpaTUTb CPOKM
NpOBeLEeHNs aHanu3a.

C uenbio npegynpexaeHus NepekpecTHoro MHGULMpoBa-
HWa Obina paspaboTaHa MapLpyTHas KapTa nepeaBKeHus
NaUMEHTOB C Pa3nMYHON MUKPOMOPOi B pasHble kabuHeTbl
cTauuoHapa Anis npoBefeHus nevebHo-anarHoCTMYecknx npo-
uenyp (anektpokapamorpacusi (OKI), ynbTpassykoBoe uUccre-
poBaHue (Y3W), peHTreHorpagms, noceLyeHme npoleaypHoro
11 9HLOCKOMMUYECKOTO KabUHETOB, kabuHeTa nevebHoN uaKynb-
Typbl (JIOK)), 6bIn opraH13oBaH BTOPOIA NPOLeAYPHbIi kKabuHeT
ANS NauMeHToB, Bblgenstowux Ps. aeruginosa, Achromobacter
spp. 1 MRSA.

C 2020 r. MpaswutenbctBo CaHkT-eTepbypra yTBEpANUNo pe-
rmameHT obecneyeHmns Bcex nawumneHToB ¢ MB MHransiumoHHbIMm
npubopamu, Hebynansepamu, LbixaTeNbHbIMU TPEHAXKEPAMM.

B 2022 r. B3pocrble nauueHTbl cTanm 6ecnnaTtHo nonyyarb
KIMHWYEeCKoe SHTeparnbHOE MUTaHWE B JOMALUHUX YCIOBMSIX,
4TO YNYYLLIMIO UX HYTPUTUBHBINA CTaTYC.

3a natb net, ¢ 2015 no 2020 rr., yucno geten ¢ MB yBe-
nmyunock go 130. Yucno naumenTos ctaplue 18 net B CaHkT-
MeTtepbypre noctosiHHO pacTteT: B 2018 r. — 38 naumeHToB,
B 2021 r. — 60. Takas opraHu3aums NOMOLLM NPUBENA K OLLy-
TUMOMY YITyYLUEHMIO COCTOSHNSA NaLyneHToB ¢ MB, ymeHbLUeHo
WX 3KCTPEHHbIX FOCMUTANM3aUMIA, YNYYLLEHWO HYTPUTUBHOTO
CcTaTyca, yMeHbLIEHWNK PacnpoCTPaHEHHOCTU XPOHUYECKOM CH-
HerHomHoit uHdekynn. Mcyesna HeobxoammocTb BpavebHoro
conpoBoxaeHus aeter ¢ MB Bo Bpemsi NETHEro 03,0pOBUTENb-
HOro OTAbIXa.

B 2021 r. 3HaunmbIM cobbiTveM Ans nayneHToB ¢ opdaH-
HbIMK 3aboneBaHusMu (B TOM yucne ans getein ¢ MB) crano
obpasoBaHne npesngeHTckoro doHga «Kpyr gobpa», 3a cyet
CPEACTB KOTOPOrO MOSIBUNACh BO3MOXHOCTb 3aKymkn LOpOro-
CTOSILLMX NEKapCTB, MO3BOMSIOLNX N3MEHUTL BCKO CUCTEMY fe-
yeHns nauuenTos MB.

Ha 6a3e geTckoro LieHTpa MykoBUCLIMA03a NPOAOIIKANoCh
obyyeHune Bpavei, metogucTos JIOK, opraHn3oBbIBANUCh KOH-
hepeHLmMmn Ans Bpayeil 1 nayneHTos.

WecTowu atan (2022 r. no HacToswee Bpemst). ATOT Nepu-
O Hayasncs C MCMoMnb30BaHUs TapreTHON Tepanuu, YTo MpuH-
LUMnmManbHO W3MEHMIO BCK CUCTEMY HabmiogeHus U nomoLm
kak B CTalMOHape, Tak U Ha ambynaTopHom atane [25]. [ns
3 heKTUBHOCTM TapreTHOM Tepanuu Bbino NPoBELEHO NOSTHOE
reHeTyeckoe aoobcreaoBaHne nauMeHToB. B TeyeHne 9 me-
CALEB C Hayana npuUMeHeHWs nmpenapaTta TapreTHoW Tepanum
(nymakadpTop/mBakadhTop) NOMYyYeHO ynyylleHne nokasatenen
(DYHKLMM BHELUHErO AblXaHusi, HyTPUTUBHOTO CTaTyCa U yMEHb-
LUEHWEe KMCIOPOAHOW 3aBucumocTu. lpu ucnonb3osaHun 6o-
nee acdekTMBHOrO npenapata (anekcakadprop/Tesakadrop/
nBakadhTop) ynyyLleHne COCTOSIHUS OTMEYANOCh YKe B NEPBYH
HeJent ero NPUMEHEHNS. 3HAUMTENBHO YMeHbLUMNACk NoTpeb-
HOCTb B CTaLMOHAPHOM fevyeHuu, nosieunacb HeobXoaMMOCTb

B YBENWNYEHUS KOEYHOrO (hOHA AHEBHOrO CTauMOHapa U KOH-
CynbTaTUBHbIX NPUEMOB [26].

TapreTHas Tepanusi pesko M3MeHUna B3rnsg Ha MyKOBMC-
UMOo3 y B3POCMbIX, TaK Kak HEW3MEHHO MporpeccupyoLee,
thatanbHoe 3aboneBaHue Ha (poHe TapreTHoW Tepanuu mpe-
BPATUIIOCh B XPOHUYECKYH KOHTpOnMpyemyto 6onesHb. Cyue-
CTBEHHYI0 pONb B NEYEHUN NALMEHTOB Cbirpana AMUHUCTpa-
umns Cankr-Metepbypra, obecneuns npenapatamut B3pOCIbIX
nayueHToB. Yucno naumeHTtoB crapwe 18 net B 2024 r. BblI-
pocno Ao 71 yenoBeka. Bcero TapreTHyto Tepanuio B ropoae
nonyyatoT 100 6onbHbIX MB [26].

Ha choHe ynyyLleHns coMaTU4eckoro craTtyca y nalueHToB
BO3HMKAKT MCUXONOrNYecke Npobnembl, CBS3aHHbIE C OTKa-
30M OT NMPOBOAMMOrO paHee NeyeHus:, NoAaBNEHHOE COCTOSIHIE
Y NaUMEHTOB npu ee HeahEKTUBHOCTU B CBA3N C reHeTUYe-
CKMMM O0COBEHHOCTAMU; NEepexos Ha NPUMEHEHNE JKEHEPUKOB
1 7.4. Meuxonoram npuxoguTcs pabotatb ¢ aTUMKU npobnemamu.

OpHom 13 BaXHbIX 3afay, KOTOpY HeobXoauMo peLaTthb
B HacTosiLee Bpemsl, SBNSETCS NepBuyHas npodunakTika my-
KOBMCL03a. TEXHOMOrMYeCcKMe BOIMOXHOCTY AMnst MPOBEAEHNS
MPEKOHLIENLIMOHHOTO CKpUHWHra B CaHkT-MeTepbypre ecTb. ITu-
Jeckue npobnembl NPOKUNaKTUYECKOrO KOHCYNbTUPOBAHUS Ha
aTanax nnaHMpoBaHns BepeMeHHOCTH M rOTOBHOCTb 06LLECTBa
Kk MacLUTabHOMY BHEPEHUIO FeHETUYECKOrO TECTUPOBAHUS AOMX-
Hbl M3yyaTbCst 1 06CyXaaThCa B MEAULIMHCKOM COOBLLECTBE.

B HacTosiiee Bpems mosiBMnach Hagexaa, u4To MyKOBUC-
UMao3 Ans MHOTUX MAaLWeHTOB CTaHET He haTarnbHbIM, @ KOH-
TPONMPYEMBIM, MELNEHHO MPOrpeccupytoLum 3aboneBaHnem
C ANUTENBHBIMU PEMUCCUSIMMU, NO3BOMSIOLLM XUTb MOMHOLEH-
HOW XW3Hbt0, NPUBNMKEHHOI NO ANUTENBHOCTY K CPEAHECTATH-
CTUYECKON.
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