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Y 66 601bHbIX MYKOBMCLNA030M (82 % AeTei) uaydyeHbl KNMHUKO-aHaMHecTu4eckme, nabopaTtopHble, reHeTu4eckmne u
PYHKLUMOHANbHbIE XapakTEPUCTUKM B 3aBUCUMOCTU OT KJIMMaTMYECKMX 30H NpoxmnBaHusa B Pecnybnunke Kpbim (MOpCKOWA,
npearopHor nnu ctenHoi). Hanbonee GnaronpmsaTHOE Te4eHne MyKoBMCLMA03a Habnoaanock y nauyMeHToB CTENHOro pe-
rMOHa, YTO CBSA3aHO C TEMJION KPYrioroAMYHOW NOrofAon, HU3KOM OTHOCUTESIbHON BNaXHOCTbIO U CTabuiibHbIM atMocdep-
HbIM AaBneHneM. NonyyeHHble pe3dyibTaTbl MOTYT UCMOJb30BaThCS Npu padpaboTke AnddepeHumMpoBaHHbIX peabunutaum-
OHHbIX MEPOMNPUATUIA.
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In 66 patients with cystic fibrosis (82% of children), the clinical and anamnestic, laboratory, genetic and functional
characteristics were studied depending on the climatic zones of residence in the Republic of Crimea (marine, foothill or
steppe). The most favorable course of cystic fibrosis was observed in patients of the steppe region, which is associated with
warm year-round weather, low relative humidity and stable atmospheric pressure. The results can be used in the development
of differentiated rehabilitation measures.
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MB - mykoBucumnzos PK - Pecny6bnuka Kpbim
OHIM - OKONIOHOCOBbIE Na3yXxwu OBl - PyHKUMSA BHELWHEro AbIXaHus
O®B; - 06beM OpCMPOBaAHHOIO BblAOXa 3a NEPBYIO CEKYHAY DOXE - popcrpoBaHHas XXU3HEHHAs EMKOCTb JIErKnx
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COBpPEMEHHOW MeauuuHe npo6nema MyKOBMUC-

unpo3sa (MB) npusnekaet BHUMaHue uccnepno-

BaTeNiei U Bpayen, a B Hawlei cTpaHe MOXeT
paccmaTtpuBaTbCs Kak MoAenb OpraHM3auvm rnomo-
wun 6onbHbiM. Knumarto-reorpadpuyeckmne cdakropbl
UrpaloT HeMaJsIoBaXkHyl0 poJib B pa3BuTuu ob6ocTpe-
HUNA, TAXXECTU TeYEHUS U BOZHUKHOBEHUN OCJI0XHEe-
HWA y nopgeli, cTpagaowmx 3abonesaHnamMm OPOH-
XONero4Howm cucremsl [1, 2].

B Pecny6nuke KpbiMm (PK) MOXHO BblOenMTb TpU OC-
HOBHbIX K/IMMaTUYEeCKUX parioHa: MOPCKOMN (CTenHom
MOPCKOIN 1 cybcpean3eMHOMOPCKNIA) C XapKUM CyXrUM
N1IeTOM N OTHOCUTENbHO TENJION, BAAXHOW 3MMOW; Npea-
ropHbIN (NPEAropHO-1ECOCTENHOM U FOPHbIA NECHON) C
TENNbIM, OTHOCUTENIBHO BAAXHbBIM JIETOM U NPOXNagHOMN
BNAXHOM 3UMOM; CTEMHOM (CTEMHON KOHTUHEHTasbHbIN)
C XapKNUM CyXMM NETOM M NPOXNaAHOW BAAXHOWN 3UMOW
(puc.). CTenHoOM 1 NPearopHbI paroH OTHOCATCA K yMe-
PEHHOMY KNIMMaTU4eCKOMY MOSACY, @ MOPCKOM HYaCTUYHO
HaxoauTcs B cybTponuyeckom nosice. Ecnu adpdekTmB-
HOCTb CaHaTOPHO-KYPOPTHOrO nedyeHus B KpbiMy npwu
OPOHXONEro4YHOM NaTONOrMM ABNSNACL NPEAMETOM MHO-
roNIeTHUX WUCCNeAO0BaHUN, TO BAMSHUE KIUMATUYECKNX
dakTopoB KpbIMCKOro NOJSIyOCTPOBA Ha CUCTEMY opra-
HOB AbIxaHusa Yy 60MbHbIX MB, NOCTOSIHHO NPOXMBaOLLNX
B JAHHOM pErvoHe, He N3y4eHo.

Puc. Tunel knumatos B Pecnybnunke Kpbim

Llenb paboTbl: M3y4nTb KJINMHUKO-(PYHKLMOHANbHbIE
XapakTepucTukn nauueHTos, crtpagawowmx MB n no-
CTOSIHHO MPOXMBAWOLWNX B TpexX KAMMaTUYeCKU KOH-
TpacTHbIX pernoHax Kpbima — MOPCKOM, NMPeAropHoOM 1
CTEMHOM.

Martepuan u metoabl. O6¢cnegoBaHo 66 60MbHbIX
MB (M:2K=53 %:47 %), npoxunsatowmnx 8 PK n Cesactono-
ne, u3 KoTopbix 82 % — getun. MauneHTsl ObIIN pasgene-
Hbl Ha 3 rpynmnbl B 3aBUCUMOCTU OT KiMmaTo-reorpadu-
YeCKUX ParioHOB MpPoOXMBaHWA: nepeas rpynna — 43,9 %
OO0JIbHbIX, XMBYLLMX B MOPCKOM KJMMaTUYECKOM palioHe
(38,8 % petein); BTopasa rpynna — 16,6 % obcnemoBaH-
HbIX U3 NPEAropHOro KnumMmatmndeckoro parnoHa (18,6 %
neten); Tpetbsa rpynna — 39,5 % nuvuy, U3 CTENHOrO KAn-
MaTunyeckoro panoHa (42,6 % netei).

CBefeHns 0 KIIMHUYECKUX MNPU3HaKax, OaHHbIX WH-
CTPYMEHTanbHbIX 1 NabopaTopHbIX MUCCNefoBaHUn no-
Jlyd4eHbl U3 UcTopuii 60Ne3HN NauneHToB, NeYUBLLINXCA

Tunel KNUMaToB

B PecnybnnkaHckoli OeTckonm KAMHM4Yeckon GofbHuue
r. Cumdepononsa n B TepaneBTUHECKNX KINHUKax PK,
a Takxe n3 HaunoHanbHoro peructpa MB 2017 r., npu
aTom dopmat cooTBeTCTBOBAN EBpONErickomy perncrpy
6onbHbIX MB [3, 4].

®B/L, cuntanu HopmanbHol npu OXEJT 6onee 80 %
n OPB; cBbiwe 80 %. HyTpUTMBHLIN cTaTtyc 60nbHLIX MB
OoLEeHMBanIM ¢ NnomMoLblo nHagekca macceol Tena (MMT) no
Quetelet (macca (kr)/pocT (M)2). U3ysenne reHa CFTR
npoBOAMAN NyTeM OMNpefeNeHns annesbHONW 4acToThl
BCEX 0OHAPYXXEHHbIX MyTauuii, U OeHTUOUKALNI CTENEHN
«TSHKECTU» reHoTuna [5].

CratucTtmyeckas o6paboTka AaHHbIX BbIMOJIHEHA C
ncnonb3oBaHueM naketa nporpamm STATISTICA 10.0
(StatSoft Inc., CLLUA). Ina oueHKNn HOPManbHOCTU pac-
npegeneHns MnepemMeHHbIX MCNosb30Bann KpUTepui
Konmoroposa - CmupHOBa Cc nonpaBkown Jlunnne-
dopc. HenpepbiBHbIE NEPEMEHHBIE C HEHOPMAasbHbIM
pacnpeneneHveM npencrtaBfieHbl kak meguaHa (Me)
(MHTEpPKBaApPTUMNbHBIA pa3dmMax) U CPaBHUBANUCL C UC-
nonb3oBaHUEM HenapameTpuyeckoro U-kputepus
MaHHa — YnTHU. Pasnnyng kateropmanbHbIX NepeMeH-
HbIX, BbIPAQXEHHbIX B BMAE abCONIOTHbLIX 3HAYEHUN (N)
M MPOLEHTHbIX aonen (%), OueHnBanMChb NPU NOMOLLN
Kputepusa 2. CTaTUCTMYECKU 3HAYUMBIMU CHUTANIUCH
pasnunyna npu p<0,05.

PesynbTatbl n o6GcyxaeHue.
CpenHuii BO3pacT ANUTENBHOCTU
XU3HW nauneHToB o 18 net, npo-
XMBAOLWMX B MOPCKOM KiaumaTe
(1 rpynna), coctaBun 14,5+9,8 neT;
B MpearopHoM knumarte (2 rpyn-
na) — 9,9+5,9 net, B CTENHOM KN~
marte (3 rpynna) — 10,9+7,9 ner.
CTaTMCTUYECKN 3HAYMMON pPasHU-
Lbl MEXAy rpynnamMu He BbISIBNIEHO,
4YTO MNO3BONSANO MPOBOAUTL Aafb-
HENLWWN aHanus.

CpenHne 3HayeHuMs BO3pac-

( Ta NOCTAHOBKM AmMarHo3a B obLuei
e nonynauum 60MbHbIX  JOCTUranu
4,4+7,0 neT (kaknx-nnubo BHYTPU-
rpynnoBbIX Pas3nn4yunii), 4To cBUAe-
TeNbCTBYET O NO3AHEN AUArHOCTU-

ke MB.

Mpn  nNpoBegeHuMn  NOTOBO-
ro TecTa coAepXaHue XJ0puaoB
nota y 6o0sbHbIX MB B pasHbix
KnumaTmnyeckux pernmoHax Kpbima
HEe OT/M4yanocb M ObIO PaBHbIM
107£28 mmonb/n, 120£31 mmonb/n
n 11227 mmonb/n B 1-in, 2-n n

3-1i rpynnax CoOOTBETCTBEHHO.

MekoHuneBbIi nneyc passuncsa y 10,6 % naumeHToB,
npoxmBatowmx B PK: y 17,2 % 605bHbIX 13 NPUMOPCKOro
palioHa, y 18,2 % nuuy n3 npearopHoro parioHa n B 0 %
cnydaeB TpeTben rpynnbl (p=0,021 n p=0,025 cooTBeET-
CTBEHHO MO CPaBHEHWMIO C 60JIbHBIMY CTEMHOMO PEFVMOHA).

AOHK-anarHoctnka MB BbinonHeHa y 61 nauyuenTa,
oxBat cocTtasun 92,4 %. B nepBow rpynne mMarkue MyTta-
umn Bctpedanuce B 10,4 % cnyyaes, Taxenble — B 65,5 %
cny4yaes, Bo BToporirpynne —y 11,1 % 1 55,6 % 60nbHbIX
COOTBETCTBEHHO, B TpeTben rpynne — B 8,7 % 1 52,2 %
cny4yaeB COOTBETCTBEHHO. Takum ob6pa3om, BHe 3aBu-
CMMOCTM OT pernoHa npeobnagatT TaXenble MyTauum ¢
OAMHAaKOBOW 4acToTON. KOIM4yecTBO AETEN C reHOTUNOM
F508del/F508del 6bin10 conocTaBMMbBIM BO BCEX Permo-
Hax (p>0,05).

BsaumocBa3b knmmaTto-reorpadpuyeckmx parioHoB
NPOXMBAHUS C HYTPUTUBHbBIM (MOKa3aTesam pocTa, Macchl
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Tena, UMT) n Mnkpobuonornieckum ctaTycoMm pecnu-
paToOpHOro TpakTa AeTein He yctaHosneHa (p>0,05). Oa-
HaKO Y 1L, MOPCKOW 30HbI BbIIBIIEHA TEHAEHUMS K Bonee
BbICOKOW BCTpevyaemoctn uHdbekunn Staphylococcus
aureus v Pseudomonas aeruginosa. Cny4yaeB HOCUTENb-
CTBa B pecnupaTtopHoM Tpakte Burkholderia cepacia
complex n HeTybepkyse3HbIXx MUKobakTepuii 3aperun-
CTPUPOBAHO He ObINOo.

Mpu mnccnepoBaHMM GYHKUUM BHELIHErO AbIXaHUS
YCTaHOBMIEHO, YTO Yy AeTel M3 CTENHOro pamoHa no-
kazatenn ®XEJ 6binm Bbiwe (Tabha.), YeM y naumeH-
TOB, NPOXMBAKOLWMX B NpearopHom knumate (p<0,05).
B o6weli rpynne o6cnenoBaHHbIX (OETU U B3POCIbIE)
nyduwue nokadatenm GyHkumm nérknx (OXEN n OPB1)
OTMEeYanucb y nunL, 13 ctenHoro panoHa (p<0,05 no
CpaBHEHUIO C MOPCKUM 1 KnumMmaToMm). B rpynne B3poc-
JIbIX Pas3nuyniA CoO CTOPOHbBI GYHKLNMM BHELUHEro Abixa-
HUS He BbISIBJIEHO.

Tabnvua
PecnupartopHasg ¢pyHKLNA Y 60/1bHbIX MYKOBUCLMA,030M

Mo- < | Mpearop- .
lpynna | kasa- MOE’S(OM Hbl/ CTe(gr;om ?pi,u;ﬁ:

Tenb (2)

N 15 6 14 35
ﬁj—;g 001 | 79,6+31,9 | 72,2420,0 | 91,4+20,7 | 83,0426 4
10 om. |76/0(35,0){69,5 (35,0) (89,4 (38,4) 82,0 (36,0)
;ST) OXEN, | 83,3+26,7 | 69,4+14,7 | 96,7+24,7 | 86,8+25,8

% |83,0(26,3)]75,0 (22,0)(88,5 (37,0)|81,9 (25,0)

NONX. p2-3<0,05

N 7 1 2 10
E:f;"c' OOB1, | 41,9420,2 | 1050 | 74,9%8,2 |54,84+27,9
(18 % |34,0(356)| 1050 [74,9 (11,6)|52,8 (46,0)
ner AO0IXK.

v ctap- |OXKEN, | 57,4422,8 | 96,0 70,5+0,7 | 63,922,5
we) % |54,0(42,6)] 96,0 |70,5(1,0) 62,7 (36,6)
LONX.

N 22 7 16 45
fern | O9BL |67,6%33,4 | 76,9422,1 | 89,3+20,1 | 76,7+28,9
, % |66,6 (45,0)|81,0 (43,0)|85,4 (38,7)]76,8 (35,4)
B3poC- LONX. p1-3<0,05
nble  |OXEN, | 75,1427,9 | 73,8+17,1 | 93,5+24,7 | 81,6%26,6

% |73,0 (35,0)|76,5 (30,0)|82,4 (36,8)| 78,7 (29,5)

[ONX. p1-3<0,05

CamMbIM 4acTblM OCNOXHeEHMEM MB 6bi1 nonunos
OHIM, koTopbIt Habnpanca y 22,7 % 60NbHbIX U He 3a-
BUCEN OT KJIMMaTM4Yecknx ocobeHHocTel. Tsaxenble oc-
JIOXHEHUS1 ©ONE3HN (annepruiecknin GPOHXONErOYHbIN
acneprunnes, NIero4Hoe KpoBOTEYEeHMe, OCTEONOpPo3) B
Hallen nonynaunm He BcTpeyanuce. NHeBMmoTopakc, ca-
XapHbli AnabeT, NopaxeHue neyeHn Hocunm cnopagm-
YeCcKuii xapakTep, YTO He NMO3BOJINIO CBA3ATb MX C BIMU-
SIHMEM KnumaTa.

Mpoxuneatowme B MOPCKOM paiioHe 6osbHble Yalle,
4YeM B NPenropHoOM 1 CTEMHOM paroHax, MCNoNb30oBan
nepopasibHble aHTUOBUOTUKN, BPOHXOAMNATATOPbI U WH-
rangumoHHble ctepounabl (p<0,05).

Kak n3BecTHO, nepBoHaydanbHO KpbiM paccmaTtpu-
BaJsiCcs Kak GanbHeonornyecknin KypopT, Gnarogaps rps-
3eBbIM M BOAHbIM pecypcam Cakcko-EBnaTtopuinckoro
«ye3ga». lOxHbI 6eper Kpbima npuBnek BHMMaHue B
KOHUe 19-ro Beka, NOCKOJbKY rpsga rop cpopmmpoBa-
na TeMnepartypHblii pexumM cybTponmuyeckoro Kammara,
a 6ypHoe pa3BuTUE CaZ0BO-NAPKOBOM KyNbTypbl MO3BO-
nuno otoxaectenatb Kpbim co CpeansdemHomopbem. B
nocnegHee BpeMs tOXHbI 6eper KpbiMa ¢ ero ropHo-
MOPCKMM KJIMMATOM CTajil MCMOSb30BaTbCs B KayecTBe
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LueHTpa peabunutaunm 60bHbBIX, CTPagaoLWMX NaToNo-
rMmemn opraHoB AbIXaHWS.

Mwukpoknumat toxHoro 6epera Kpbima cnocobcTBy-
€T pacnpocTpaHeHunio 6oratbix GUTOHUMAAMWU pacTe-
HUIA, YBENIMYEHUIO MNPOAYKUUM U NEeTydecTu nevebHbIX
cybecTaHumii. OpHako OCHOBHblE PEKOMEHAALUW Mo
KMMaTonevyeHunto Obin CBEAEHbI NPEUMYLLECTBEHHO K
3akanuBaloLMM npoueaypam (renvotepanus, Tanacco-
Tepanus, BO3AYLIHbIE BaHHbI U T. A.). MOXHO oXxupaTtb,
4TO MOPCKO pernoH 6onee NpeanoyTUTENEH ANs caHa-
TOPHO-KYPOPTHOIr0O JIe4eHUs MO CPaBHEHUIO C ApYyrmMmum
panoHamun Kpbima.

Kak aT0 He napagokcanbHO, HO Cpean XUTenem Mop-
CKOro pervmoHa (Hanpumep, AnTbl) OOMH U3 CaMblX Bbl-
COKMX rnokasaTtesnielii 3a601eBaeMoCTU anneprumyeckumm
6onesHsmu. BmecTte ¢ Tem cTeneHb NaToOreHHOCTU He-
raTMBHbIX PaKTOPOB HE OOCTUIAeT KPUTUYECKOrO YPOB-
HS1, NO9TOMY 30Ha MOPCKOro knmmaTta B KpbiMy ocTaeTcs
pernoHoM KOM®OPTHbIX YCNOBUIA OJ19 CaHATOPHOW pea-
ounutaumn. OgHaKo BAUSIHME KNMMATUYECKUX 30H Ha Te-
YeHne MyKOBUCLMA03a A0 KOHLA HE N3y4eHO.

Hamwn yctaHoBneHbl 6onee H13KkMe nokasatenm GyHk-
uMn nerkmx n 6onee BblCokas YacToTa MHPULMPOBAHUS
Pseudomonas aeruginosa y NnauneHToB, NPOXNBAIOLLNX
B 30HE MOPCKOro KavMmaTta, 4TO, BEPOSATHO, OTPa3uioChb
Ha YBEJIMYEHHOW MNOTPebHOCTM B aHTMbGakTepmanbHOM
Tepanun, OGpoHxoamnaTatopax, CTEPOUAHbLIX WHrans-
LMOHHbIX nNpenapartax n asutpomuumnHe. N3BecTHO, 4TO
BbICOKas CpefHerogoBas Temnepartypa OKpyXaloLlen
cpenbl OTBETCTBEHHA 3a CHUXEHNE DYHKLMN NEerknx npu
MB, x0Ts MexaH13M 37Ol B3aMMOCBSI3N A0 HACTOSLLEro
BpeMeHn He packpbiT. OTMedeHa Gonee BbiCOkasa pac-
NpocCTpaHeHHOCTb Pseudomonas aeruginosa — nHdeEK-
umun, nopaxatowen nerkne npu MB, y niogen, XneyLimx
B XXapkoMm knumarte [6].

BnusHue BeTpa Ha TedeHne NaTonormm nerknx, B TOM
yucne npn MB, He yTO4YHEHO [7]. YNCTbI MOPCKOM BO3-
ayx, 6oraTtbili a3p030/5IMU MOPCKUX COJel, oka3biBaeT
NONMOXUTENbHOE BAUSHNE HA NIerkne npu XPOHUYECKUX
3a60neBaHUAX ObIXaTeNbHbIX NyTEN, akTUBUPYS OOMEH-
Hble MPOLECChl N OTXOXAEeHMe MOKpOoTbl. OBHapyxeHa
BblcOokasi 9P EKTMBHOCTb SlIe4ebHOro AencTBms oTpuLua-
TeJNbHbIX 23POMOHOB MNpY 3ab0neBaHUaX OblXxaTeNbHOM
cuctemsl [8]. YnbTpadumonetoBble Nydn CnocoOCTBYIOT
akTMBM3aLmn n obpazoBaHnio GePMEHTOB, BUTaMmnHa D,
3alUUTHbIX BelwecTs, ob6nagaioT 6akTepuumMaHbIM 1 NMpo-
TUBOBOCMNANUTENbHBLIM cBolicTBaMn [9]. dDuToHUMARI,
a3%pPOMNOHBI 1 TMOPOA3pP030/iM OKa3biBalOT AeCeHcnbu-
nmauvpyiowee, NpoOTUBOBOCMANUTENLHOE W aHTUCENTU-
yeckoe pencTeme. Peabunutaums naumeHToB ¢ 3abo-
NEeBaHNAMN NEFKUX B YCNOBUAX CPEAN3EMHOMOPCKOrO
Knnumarta cybTponuMKoB NPUBOAUT K YMEHbBLUEHWNIO YaCTOThbI
ob6ocTpeHuti [10]. OgHako NONOXUTENbHOE BAUsSIHUE Cy6-
Tponuyeckoro knumara PKy 6onbHbix MB oTCyTCTBOBAnNO.

MoHnxXeHHOe aTMochepHOe AaBNeHMEe NONIOXUTENb-
HO BO3JENCTBYET Ha JIErKMe, YTO UCMONb3YeTCH Mpu Npo-
BeAeHUN runobapoTepanvm 1 NeYeHNs B YCIOBUSX FOp.
JaHHbIi GeHOMEH, BEPOSATHO, MOJIOXUTENIbHO BAUSIET HA
nauueHToB ¢ MB. BmecTe ¢ Tem anutenbHoe npebbiBa-
HVE B YCNOBUSX HU3KOrO AABIEHUS MOXET MPUBOAUTL K
nepcucTmpyloLeMy HecneuduyeckoMmy BOCHANEHNIO B
B6poHxax, mogndukaumm 6apopeLenTopoB, NMOBbLILLEHNIO
BHYTPUOPIOLLIHOIO W BHYTPUMJIEBPASIbHOIO [AaBieHUs
[11].

K ¢dakTtopam, NonoxXutesnbHO BAMSIOWMM Ha AblXa-
TeNbHYl0 cucTeMy nauueHToB ¢ MB, oTHocsTcs cTabusb-
Hble MOJIOXUTENbHbIE TemnepaTypbl U aTtMocdepHoe
[aBrieHne B ycrioBusix 6€3BETPEHHOM Moroapl, HU3KOM
BNI@XHOCTU, JOCTATOYHASA MHCONAUMS, YMEPEHHOE aei-
CTBME rnMapoaspo3onen, PUTOHLMAO0B PACTEHUA N a3PO0-
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MIOHOB, a TakXXe OTCYTCTBUE PE3KNX UBSMEHEHN B NOrOAE.
Hanbonee nonHoe coyeTaHme KnmmaTuiecknx GakTopos
HabnogaeTcs B CTEMHBLIX paioHax noslyocTpoBa, YTo COo-
OTBETCTBYET pe3ynbTaTtam paboThbl.

3akntoyeHue. Takum 06pa3om, Mo JaHHbIM UCChe-
noBaHusa, Hambonee OGnaronpuaTHoe TevyeHne MB Ha-
6nt00anocb y 60bHbIX CTEMHOrO KAMMAaTMYecKoro paii-
oHa PK. BeposaTHO, Té€nnasa kpyrnoroguyHas norona,
HM3Kasi OTHOCUTESNIbHAS BNIAXHOCTb 1 CTabuibHOE aTMOC-
depHoe gaBneHne CTenHbIX parioHoB 6onee NnpeanoyYTm-
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