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Pesiome

MykoBucunnos (MB) — camoe yactoe MOHOTEHHOE 3a00JIeBaHNE C ayTOCOMHO-PELIECCUBHBIM TUITOM HacJleJOBaHMsI, B OCHOBE MTAaTOTeHe3a KOTO-
POTro JISKUT CUCTEMHasT 9K30KPUHOIATHsI, BBI3BaHHAsI MyTalllMell U Mocieayoleit tuchyHKIen reHa u 6e1ka TpaHCMEMOPaHHOTO PEryJisiTO-
pa MB. IposeMOHCTPUpPOBaH KIMHUYECKUIT cirydail TeueHuss MB y naumenra ¢ "TspkesbiM” TeHOTUIIOM BO B3POCJIOM BO3PAcTe M MHOTOUUCIIEH-
HBIMU OCJIOKHEHUSIMU (XPOHUYECKAs TUTIEPKAITHUYECKAsT [IbIXaTeIbHASI HEIOCTATOUYHOCTh, CAXaPHBIN TMAa0ET, IIUPPO3 MeYEeHU, KETITHOKAMEHHAST
00JIE3Hb, JIETOYHAs! TUMIEPTeH3USI, SMU30/ KUILIEYHOM HeMPOoXoauMocTH). HecMoTpsi Ha 60JIbIIOe YMCIIO OCTOXKHEHUI 3a00/1eBaHMsl, TIPOJAEMOH-
CTpUPOBaHa BbICOKast 3(h(HeKTUBHOCTh aMOYIaTOPHOI PeCITMpaTOPHOIA OAIEPXKKH B TeueHue 2,5 roga. C TOMOIIBIO COBPEMEHHBIX METOIOB pec-
MUPATOPHOU MOAAEPKKHU M KUCIOPOIOTEPAIINH, & TAKXKE arPEeCCUBHOTO MOAXO0/a K 0a3MCHOI Teparnun KIMHUYECKOE COCTOSIHUE MallMeHTa CTa-
OUITM3UPOBAIOCh.
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Summary

Cystic fibrosis (CF) is the commonest monogenic autosomal recessive disease. CF pathogenesis is based on systemic injury of exocrine glands due
to CFTR gene mutation. CF case in an adult patient with "severe" genotype and multiple complications, such as chronic hypercapnic respiratory
failure, diabetes mellitus, hepatic cirrhosis, cholelithiasis, pulmonary hypertension, and an episode of bowel obstruction, is described in the article.
Despite of a number of complications this case demonstrated good efficacy of home respiratory support during 2.5 years. Novel methods of respira-

tory support, supplemental oxygen and intensive basic therapy have allowed stabilization his clinical status.
Key words: cystic fibrosis, respiratory support, "severe" genotype, complications, osteoporosis, kyphosis.

MyxkoBucuunos (MB) — camoe yacToe MOHOreHHOE 3a00-
JIeBaHUE C ayTOCOMHO-PELIECCUBHBIM TUIIOM Hacjea0Ba-
HUSI, B OCHOBE MaToreHe3a KOTOPOTO JIEKUT CUCTEMHAS
SK30KPUHOMATHSI, BBI3BAaHHAS MyTalleil M IOCIIEAYIO-
et aucyHKIMel reHa M OejKa TpaHCMeMOpaHHOTO
peryasaTtopa mykoBucuuaosa (MBTP). CornacHo EBpo-
neickoMy KoHceHcycy, myTtauuu reHa MBTP nonpasne-
JsitoTest Ha S kitaccos [1]. I1pu HacnegoBaHUM reHOTUIIA,
BKtouaroniero 2 myrauuu I-I11 kaccos, popmupyercs
"TsKeabI" (PEHOTUI, acCOLUMMPOBAHHBIA C paHHEN
naHKpeaTu4yeckoi HenocTaTouHOCThIO [1]. Kpowme rHoli-
HOTO ITOPakKeHMS JIETKUX M HaPYIICHMS IIPOIIECCOB ITH-
1eBapeHUs, KOTOPBIC SIBJISIIOTCS XapaKTEPHBIM IPOSIB-
JeHueM MB, B maTojlorMyecKuii mpolecc BOBJIECUYEHbI
MPaKTUIEeCKU BCE OpraHbl U cucteMbl. M B xapakTepu3y-
eTCS CHIDKEHMEM KaK KadecTBa, TaK W IPOIOJLKUTEIIb-
HocTu Xu3Hu [2]. bnarogaps ycriexam B jiedueHun MB
YJIy4LIWIACh BBDKMBAEMOCTb. Tak, BO MHOTUX CTpaHax,
B T. 4. B Poccuu (maHHeie mo MockBe 1 MOCKOBCKO
00.1.), MeIMaHa BbIKMBAEMOCTU MPUOJIMXKAETCS WU T1e-
pexonut 40-eTHuit pydoex, a 1o JaHHBIM €BPOTIEICKIX
U CEBEPOAMEPUKAHCKMX PETUCTPOB YKUCJIO B3POCBIX ITpe-
BBILLIAET YUCJI0 aeteit [3]. DTu ycnexu cBs3aHbl C BHEIpe-
HUEM MHOTOKOMIIOHEHTHOI MEIWKaMEHTO3HON M He-
MEIMKaMEHTO3HOI Tepanuu, BKIIOYasl MPO(PUIaKTUKY
W JIeueHUe pa3InyHbIX OCIOXHEHUH 3abojeBaHus [3].
B nocnenHue 2 necaTuiieTHsI TOMOIIL OOJBHBIM C TSKe-
JIBIM TedeHrneM M B 3HauuTenbHO yaydymmiach [4, 5].

B kxayecTBe miIIOCTpallMU TsDKeNIoro tedyeHuss MB
C BBEIpaXXeHHOM ObIXaTeJIbHOM HemocTaTrouHocTho (JIH)
MPUBOAUTCS KJIMHUYECKOE HAOMIOAeHHE [TalleHTa, B Ha-
CTOSIIIICe BpeMs IOJIYy4YaloIlero PecrupaTOpPHYIO IOMI-
JIEepXKKYy B BUIC HEWMHBA3WBHONW BEHTWJISALINU JIETKUX
(HBJ).

BonbHoii C. 1990 roga poxnenust Habmonaetcess B @I'BY "HUU nynb-
monosornn” ®MBA Poccum.

Kaunuueckuii duaenos. MB (F508del/2143delT), cmemanHas
JIETOYHO-KUIIIeYHast hopMa, TsKesloe TedeHUe, XPOHUIECKHl THOM-
HO-OOCTPYKTMBHBIN OpPOHXUT, HecTolikas pemuccus. duddysHbie
OpoHx03KTa3bl. Auddy3Hblil THEBMOCKIEPO3. XpOHUYECKAsT TUIIep-
kanuuyeckass JH 111 crenenu. XpoHuvyeckoe MHGULIMPOBAHUE b~
XaTeJbHbIX TyTell Pseudomonas aeruginosa. JlerouHasi TUTIEpTEH3HSI,
HEJI0CTaTOYHOCTb KpoBooOpanieHus | crerneHn. XpoHUYECKUIA TaH-
KpeaTuT. XpoHWUYecKasl MaHKpeaThdecKasi HelloCcTaTOuHOCTh. Caxap-
Hblii auadet (C) 1-ro tuna (MB-uHayLIMPOBaHHbIIT), CyOKOMITEHCa-
uus. Tematomeranus. Lluppo3 nmeuenu (kimacc A no Yaitnn—ITbio).
KenuHokameHHast 60sie3Hb. COCTOSIHME TIOC/IE KUILIEYHOM HEempoXo-
nuMocTH BecHoit 2012 1., koHcepBaTuBHOE paspernieHue. Kudos. Bro-
PUYHBII OCTEONOPO3.

U3 anamuesa: mposiBiieHusI 3a00JIeBaHUsI C TIEPBOTO TOMA XU3HU,
KOTJia cTajli 6eCIOKOUTDb PeLIUANBUPYIOLINE OPOHXUTHI U THEBMOHUU,
a TaKKe YacThIi 3aMa3KOOOpasHbIil CTYN ¥ BUAMMAsI cTeaTopest. Juar-
HO3 MB 0bU1 ycTaHOBJIEH B Bo3pacTe 4 JIeT Ha OCHOBaHUM KJIMHHUYEC-
KO¥ KapTUHBI, TOJIOXUTEIbHON MOTOBON MPOOBI: XJIOPUABI TOTA —
100 mMoutb / 1 (HopMa < 60 MMOJIb / J1 IpM TIPOBEICHUH KJIacCHYeC-
kuM MeTonoM 1o [mbcony—Kyky). BriociaeacTBum npu reHeTU4eCKOM
ucciaenoBaHuy BoisiBieHo 2 MyTanmu MB: F508del/2143delT. C 6 mo
13 ner aHTUbaKTEepUaibHas Tepanus He mpoBoauiaack. C 14 et uHbu-
LIMPOBaHUE IbIXaTeIbHBIX TIyTel P. aeruginosa, 9To KITMHUYECKU OTpa-
3UJIOCH B YBEJIMUEHUU YaCTOTHl OOOCTPEHUH, B CBSI3U C YeM MPOBOAU-
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JIach SMU30AMUecKast aHTHOaKTepuanbHas tepanust. C 18 ner y marm-
eHTta MaHudectuponan CJI, Mo noBoay KOTOPOro MPOBOAUTCS] UHCY-
JIMHOTEPAIUsi, TPUMEPHO C 3TOTO XK€ BO3pacTa OECTIOKOUT OJBIIIKA
B TIOKOE, YCUJIMBAIOIIASICS IPU HE3HAYUTEIbHON (PU3NIECKON HATpy3-
ke. C 19-neTHero Bo3pacTa MepUOIMYECKH CTAJIM HapacTaTh nepude-
pUUYeCcKre OTEKU HOT, KyIUPYIOLIUecs IMypeTUKAMM.

TMauuent Habmonaetcs 8 HUUW nmynbmonosoruu ¢ mapta 2010 .
Ha MoMeHT nocTyrieHust B MyJIbMOHOJIOTMYECKOE OTAeJIeHUE B anpe-
sie 2010 1. cocTosiHME paclieHUBAJIOCh KakK Tsxkeoe. boinbHOI npeab-
SIBJISUT 3KQJIOOBI Ha €XXeTHEeBHBIN MMOCTOSIHHBIN Kalllelb ¢ TPYIHOOTIE-
JIsIeMOii THOMHOI MOKpOTO# 10 70—100 MJT B CYTKM, OJIBILIKY B TTOKOE,
HapacTalollylo MPU He3HAUYUTETbHOU (hU3MUECKOIl Harpy3Ke, SIU30-
bl TIoabeMa Temrepartypbl Tena go 37,8 °C, OTeUHOCTh TOJIeHei
U CTOIN, 3HAUUTEJIbHOE HapacTaHKUe cab0CTU 1 HEOMOTaHMsI.

IIpu ocmompe: Temmiepatypa — 37,6 °C. IlonoxeHue Tea BHIHYX-
NeHHOe, CUIIsl, ¢ UKcallMeil BEpXHETO TUIeUeBOro Tosica. YJacTue 10-
MOJIHUTEJIbHOM JbIXaTeIbHON MYCKYJIATyphbl B aKkTe AblxaHus. Ooparia-
€T Ha ce0s BHUMaHUe BbIpaKeHHbII K103 rpynIHoi KieTKu (puc. 1).

KoxHble MOKpPOBHI YMCThIe, OOBIYHON BIaXHOCTU. YacToTa abixa-
TEJIbHBIX IBUXKEHUI — 26—28 B MuHyTYy. Ha IerkuMu apixaHue mpo-
BOIUTCSI BO BCE OTHENbI, CAMMETPUIHO OCIa0JIEHO ¢ 00erX CTOPOH.
SpO, — 86 % (Bozmyx), 90—92 % (Ha KMCIOPOAOTEPATIMY Yepe3 KUCIIO-
POJIHbIE KAHIOJIM C MIOTOKOM 2 J1 / MUH). HacToTa cepaeuHbIX coKpallie-
Huii — 120 B MuHyTY (Bo3myx) 1 100 — Ha KMCIOpoaoTepanuu 2 J1 / MUH.
KuBOT MsArKMii, 6€30071€3HEHHBINM TIPU MOBEPXHOCTHON U TIIyOOKOI
najibnauuu. [1acTo3HOCTb rojieHeii u cTor.

B pesynbraTax mpoBeleHHBIX OOCIENOBAHUI TIPU MOCTYIUICHUU
oOpaiaet Ha ceOsi BHUMaHMe:

* 00LIMIT aHAIM3 KPOBU: YMEPEHHO BOCHIAJIMTEIbHAS peaKLusl;

ra30BbIil aHAIU3 apTePUATBHON KPOBHU (Ha KUCIOPOIOTEpATTT —

2 1/ mun): pH — 7,32; pCO, — 10 51,5 MM pT. cT. (HOpMa — 110

42 MM pr. ct.); pO; — 82,2 MM PT. CT.;

moceB MOKpPOTHI: pocT P. aeruginosa — 107 KOE / mun, Staphylococ-

cus aureus 10° KOE / mi;

criupoMeTpust: GopcrupoBaHHAsI XKU3HEHHAsI eMKOCTb JIETKUX

(DXKEJT) — 1,73 71 (40 %Bs0nx.); 06BbeM (HOPCUPOBAHHOTO BHITOXA

3a 1-10 cekynay (ODB;) — 0,74 11 (20 %ponx.); ODB; / DXKEJ —

43,6 %; nukoBast ckopocTb Bbinoxa (IICB) — 3,651/ ¢ (34 %uonx);

axokapauorpadust: hpakius BIOpoca JIEBOTO Xeaynouka — 65 %;

ToJIMHA rpaBoro xenynouka (IT2XK) — 0,8 cm (HopMma < 0,5 cm);

TpUKycMaaIbHas peryprutanust 11 crenenu, aunatanus mpaBoro

npencepaust u [12K; cucronmueckoe naBieHre B IETOYHON apTepUU

45 MM PT. CT.;

YJIBTPa3ByKOBOE MCCIIeOBaHUE OPIOIIHOM TTosiocTh: Tuddy3Hbie

M3MEHEHUSI TTeYEHU U TTOIKETYJOTHOM XKeJle3bl, yMEPEHHOE YBeJIU-

YeHMe Pa3MepoB MEYSHU U Cee3eHKU, XPOHUYECKUI KalIbKye3-

HBII XOJICIIUCTHUT;

* OCTeOJeHCUTOMETpHUS: Z-KpuTepuit Ha ypoBHe L1—1L4 coctaBui
—2,3, Ha ypOBHeE liIeiiku jJeBoro oeapa —1,3.

TTanueHTy ObLIa He3aMeUTUTETbHO Ha3HaYeHAa MHOTOKOMITOHEHT-

Hasl KOMITJIEKCHAsI Tepartusi:

* MakcHIMuM 6 T B CYTKM BHYTPUBEHHO KareJbHO;

* OpyaamuuuH 0,4 T B CYTKM BHYTPMBEHHO KarleJIbHO;

* Oepomyas yepe3 HeOymaiizep;

* MmyJbMO3uM (JlopHa3a-aibda) 2,5 Mr 2 pa3a B CyTKH;

kpeoH 25 000 3 kancysbl 3 pa3a B CyTKU C €10il BHYTPb;

ypcocan 500 Mr 3 pa3a B CyTKU BHYTPb;

+ amb6pokcouia ruapoxjopua 60 Mr 3 pasa B CyTKU BHYTPb;

* MHCyJMHOTepanus: xymyauH 14 EJI 3 pasa B CyTKM 110 eIbl
noakoxHo 1 bazan I'T o 12 EJI B 8.30 1 22.00 moaKoxXHO;

* (ypocemun 40 Mr B CyTKU BHYTpb;

 kucioponotepanusi 1—2 1 / MuH 24 4 B CYyTKU;

* OKCTPAITyJTbMOHAIbHASI TIEPKYCCHsI TPYTHOM KIETKU C TTOMOIIBIO
arnnapata Vest.

Ha ¢doHe neyeHus Oblia JOCTUTHYTA MOJOXUTEbHAS IMHAMUKA:
CTOWKO HOpPMAaJM30Balach TeMIIEpaTypa Teja, YMEHBIIWIACh BbIpa-
JKEHHOCTb THOIHOrOo O6poHxuTa u JIH, KynupoBajics OTeUHbI CUH/I-
pom. O6emM ODPB, Boipoc 110 1,41 11 (38 %0nx.); SPO2 — 10 94 %; pCO,
TIPY BBITIMICKE COCTABIIIO 45,8 MM PT. CT., a IaBJICHNE B JIETOYHOI1 apTe-
pUM CHU3UIOCH 10 30 MM PT. CT.

BosbHOMY TIOCIE BBIMTMCKY ObLIIa peKOMEHI0BaHa Oa3rcHast Tepa-
THsI COTJIACHO COBPEMEHHBIM PEKOMEH/IAIMSIM, OIHAKO oOecrieueHne
10 MECTY XKMTEJIbCTBA JIEKAPCTBEHHBIMU MpernapaTaMu 0Ka3ajloch He
B ITOJIHOM 00beMe, KUCIIOPOOTEePaITisl He IPOBOAMIIACH, YTO TIPUBEIIO
K TIOCTEIIEHHOMY YXYILIEHUIO COCTOSIHUSL.

3ameTKM1 13 NpaKTUKu

=l

Puc. 1. bonbHoit C.:
BBIPaKEHHBI KNUh03
Fig. 1. Patient C.:
severe kyphosis

£

Ocenbio 2011 . maMEHT TOBTOPHO MOCTYMWI B TYJIbMOHOJIOTH-
yeckoe otaesneHne [opoackoii KimHuueckoit 6oabHULbI Ne 57 (Mock-
Ba) C kamobamMM Ha Kalllesb, OIBIIIKY, TeMIepaTypHble peakuuu. [1pu
nocryrieHun pCO, aprepualibHON KpoBU cocTaBuio 70,5 MM PT. CT.
Hapsiny ¢ KOMOMHMPOBAHHON JIEKAPCTBEHHOM Teparnueil U ¢ yueToM
3HAUUTELHOTO YPOBHSI TUIEpPKamHUU Obula mHuULMupoBana HBJL
10—14 u B cytku (anmapat ViPAP III ST (Res Med, ABctpanus), pe-
xuMm S / T, IPAP (inspiratory positive airway pressure — OJOXUTEIbHOE
MABJIEHUE B IbIXaTEIbHBIX ITyTSIX Ha BOoxe) — 16—24 cm Box. cT., EPAP
(expiratory positive airway pressure — TIOJIOXUTEJIBHOE TaBICHUE B JIbI-
XaTeJIbHBIX MyTSIX Ha BBIAOXE) — 4 CM BOJ. CT.) C IMOaueil B KOHTYp arl-
mapara Kuciaopoaa. MHOTOKOMITOHEHTHAsI Teparnusi MpuBeia B KyMu-
POBAHUIO OCHOBHBIX KJIMHUYECKUX CUMITOMOB, ONHAKO YpPOBEHBb
pCO, oKOHUYATETbHO HE HOPMATM30BaH, U Ha MOMEHT BBIITUCKU CO-
ctaBwiI 54,1 MM PT. CT. YUUTBIBasi COXPAHSIOMIMIICS YMEPEHHBIN ypoO-
BeHb TMIEPKAMHNUY, a TaKXe TeHIeHIHIo K pocty pCO, mpu oTMeHe
pecMpaTopHOll MOAAEPXKKU ObUIO TPUHSATO pelIeHUe MPOAOJIKUTH
HBJI amGynaTopHo.

BecHoii 2012 . mocjie MOrpeirHOCTA B IUETe Y MallMeHTa pa3BU-
Jlach KJIMHWYecKasi KapTUHA KUIIEYHON HEMPOXOAUMOCTH, KOTOpast
Obl1a KynmupoBaHa KoHcepBaTMBHO. B 2012 r. mauueHT nepeexan Ha
TTOCTOSTHHOE MECTO XUTEeIbCTBa B MOCKBY, TEM CAMBIM JIEKAPCTBEHHOE
obecrieyeHWe 3HAUMTENIBHO YIIy4IIWIOCh. B manbHeiilieM OOJIbHOM
emre 2 pa3a ObUT TOCTIUTAIM3UPOBAH B CTAIIMOHAD B CBSI3U ¢ 000CTpe-
HueM 3aboneBaHusl. [IpoBoanaach KOMIUIEKCHAsI Tepamusi, KOppek-
LU TAPaMEeTPOB BEHTUISILIUU.

B Hacrosiee Bpemsi 60JbHOM peryisipHo Habmomaercss B HUN
MyJIbMOHOJIOTUU, aMOYIaTOPHOE JIeKapCTBEHHOE 00ecTieyeHe MPOBO-
IUTCSI B TIOJIHOM O0beMe. AMOYJIaTOPHO pecrMpaTopHasi MoanepkKa
B HaCTOsIIIee BpeMsl OCYIICCTBIsIeTCsl Ha amnmapate Vivo 40 (Breas
Medical, 1lIBeuus), B pexxuMe TMOMIEPXKKA JaBJICHUEM C MOMOIIbBIO
nuueBoit Mmacku Mirage Quattro (pa3mep S) = 12 4 B CyTKH CO CIIeayIO-
My napamerpamu: IPAP — 32 cm Bon. ct., EPAP — 5 cm Bog. cT.,
4acToTa IbIXaHUsI — 22 B MUHYTY, UHCIIUPATOPHBIN Tpurrep — 1, aKkc-
MUPATOPHBI TpUrTep — 1, MUHUMAJIbHOE MHCIIMPATOPHOE BpeMsT —
0,7, MakcuMalibHOE MHCTIMpaTopHOe Bpems — 1,0. B KoHTyp amnmapara
MOJAETCS AOMOTHUTETBHO KUCIOPO C TIOMOLIBIO KUCTOPOIAHOTO KOH-
LIEHTPATOPa ¢ HEOOXOMMMBIM ITOTOKOM [Uist moctixkenus SpO, 90 %.
Kaxnpie 3 Mec. ManueHT moayvaeT Kypchl BHyTPMBEHHOI aHTHOAKTe-
pUAbHOI Tepanuy, Ha (OHE Yero oTMevyaeT CTAOMIU3ALMIO COCTOSI-
Husl. [IpoBoauTcst 6a3ucHas Tepanisi, BKIIOUAIOIasl MHTasIuu 6po-
XOJIUTUKOB, NOpPHAa3bl-ayibda, TMIEPTOHUYECKOTO PacTBOpa HATPUS
XJIOpUIA ¥ MHTATSIIIUOHHBIX aHTUOMOTUKOB, TIPUEM BHYTPb OTXapKU-
BalOIINX, YPCONE30KCUXOIEBON KUCIOTHI, TOIMBUTAMUHOB. [IpoBo-
IIUTCSI UHCYIMHOTEPANHsl, yPOBEHb TTTMKUPOBAHHOTO TeMOTTIO0MHA —
B MIpefiesiax AOMyCTUMBIX BeTUUUH. BoIbHOI MoyyaeT KOMIUIEKCHYIO
AHTUOCTEOMOPOTUYIECKYIO Tepamnuio. benkoBo-cuHTeTnuecKass GpyHK-
LU TIeYeHU YMEPEHHO CHIDKEHA, TTOBBIIIEHNE YPOBHS LIUTOTUTHYEC-
KHUX U XOJIeCTaTUIeCKNX (hepMEHTOB HEe OTMEYaeTCsl, JaHHBIX 3a MOp-
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Yeaueea M.B. u dp. TeueH1re MyKOBHCLIMI03a Y B3POCJIOrO MALMEHTa ¢ "TSKeJIbIM" TeHOTUIIOM
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Puc. 2. Ilunamuka ra3oBoro cocraBa apTepuaibHOi KpoBu 60sibHOTO C.
Fig. 2. Patient C." arterial blood gas changes
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Puc. 3. IlunaMuka rmokasareseii ciupomerpun 6opHOro C.
Fig. 3. Patient C.' spirometry changes

TalbHYIO runepreHsuio HeT. C MOMEHTa MHHUIIMMPOBAHMS PECIHpa-
TOPHOM MOAIEPKKU OTEUHOCTU HIKHUX KOHEYHOCTEM HEe OTMEYaeTcsI,
G Pbl CUCTOIUYECKOTO JABICHUS B JIETOYHOI apTepUK CTAOMIbHBIE
U cocTaBisaioT 30—35 MM pT. ¢T.; SpO, B IMOKOE Ha BO3/1yXe COCTaBISIET
85—88 %. Innamuka ypoHs pCO, u ODB, npencrasieHa Ha puc. 2
U 3 COOTBETCTBEHHO.

3aknoyeHue

Takum o0pa3zoM, MIPOMJIIIOCTPUPOBAH WHTEPECHBIN
KJIMHUYECKUI ciydyail teueHus MB y mamueHTta BO
B3pocyioM Bo3pacte. [Ipexae Bcero oopaiaet Ha cebs
BHUMaHME JOCTAaTOYHOE YMCIIO OCJIOKHEHUI 3a00J1eBa-
HUS: XpoHndeckas runepkamandeckas JIH, CJ1, muppo3s
MeYeH!, XKeTIYHOKaMeHHasi 00JIe3Hb, JeroyHas TUIep-
TEeH3Us, 3MM30J KMIIEYHOU HempoxoaumocTu. Eciu
CJI, umppo3 TeYeH 1 KHUIIIeYHasT HeITPOXOTUMOCTD SIB-
JISIIOTCST OCTIOXKHEHUSIMU, XapaKTePHBIMU JIJIS "TSKeTbIX "
TEHOTHUIIOB, TO BCE OCTaJbHBIC OCIOXHEHUS SIBISIOTCS
CJIEICTBUEM JIUTEJBHO TEKYILEro MPOrpecCUpyIOLLEro
TopaxkeHUsT OpraHOB—MUIIIeHel TTpu M B 1 xapakTepHEI
Kak I "MITKUX", TaK ¥ IS "TSOKeNIbIX ' TeHOTUITOB. M 3-
BECTHO, YTO IMMOpaxkeHUE PEeCIpaTOPHOIo TpaKTa Mayio
00YCJIOBJICHO "TSIKECThIO" TeHOTHIIA, a B OOJIBIICH CTe-
MEHN 3aBUCHUT OT MHOTMX MEIUIIMHCKUX W COLIMATbHBIX
daxropos [1, 2]. [TonTBepKIeHNEM 3TOMY OTYACTH SIB-
JISIETCSI U IPOJAEMOHCTPUPOBAHHBIN CIydaii: OTCYTCTBUE
aHTUOAKTepUAIbHON Tepanuu B TeueHue 7 JIeT He MOIJIO
HE cKas3aTbCs Ha JaJbHEHIIeM TeUeHUM 3a00JIeBaHUS
¥ (OYHKLIMU JETKUX, 9TO U MPUBEJIO YKE B IOIPOCTKO-

BOM Bo3pacTte K ¢popmupoBanuio JAH. K Tomy ke ripu ot-
Kase OT aHTUOAKTEPUAJIbHOTO JIeYeHUST, BEpOSITHO, chop-
MMPOBAIUCH Bce (DAKTOPhI IJIs1 Pa3BUTUSI CUCTEMHOTO
BocrnaJieHusi. Hapsimy ¢ 9TUM 0OCTOSATENLCTBOM B pe-
3yJIbTaTe OTCYTCTBUS KaKOTO-TM00 MPOGIIAKTUIECKOTO
Ha3HayeHUsl IIpernapaToB KaJbliMs M BUTaMMHa D
B IETCKOM UM MOJIPOCTKOBOM BO3pacTe pa3BUJIMCh OCTEO-
Mopo3 1 AedopMalus rpyaHbIX MO3BOHKOB. HecoMHeH-
HO, IOIOJHUTEIbHBIMU (PaKTOpaMM, CHUKAIOIIMMU
MUHEPaJbHYIO IJIOTHOCTb KOCTHOI TKaHU, SIBUJIMCH Ha-
JIMYKMe TTaHKpeaTUYyeCKOo HeAOCTaTOYHOCTU M LUppOo3a
rmeueHu. GopMHUpoBaHKUe BBIpAKEHHOTO Kudo3a Ipy-
HOM KJIETKM 3a cYeT "ToaAaBIMBaHUSA" KalIISIPHOTO
pycia JIeTKUX, Hapsiay ¢ peMOACIMPOBAaHMEM COCYIOB
MaJIoro Kpyra KpoBooOpalleHuss U THIOKCUYECKOI Ba-
30KOHCTpUKIMeH (pedaekc Ditnepa—Jluanectpanaa),
CIIOCOOCTBOBAJIO PA3BUTHIO JIETOYHON THUIIEPTCH3UM.
Cama o cebe kudockonmotTuueckas aedopmaiiys B co-
yeTaHUU ¢ 60YKOOOpa3HbIM U3MEHEHHEM (DOpPMbI TPyI-
HOM KJIETKM TIpH Pa3BUTUM TUIICPUHOISIINU JICTKUX
HOBIUSUIM Ha 3(G(GEKTUBHOCTh PaOOTH AbIXaTEeIHbHOM
MYCKYJIaTyphI, 4YTO B CBOIO O4Yepelb YCYTYOMIIO TIPOSIBIIC-
nus IH [6].

JH u npyrue ocjIo>KHEHUsI CO CTOPOHBI OPTaHOB JbI-
XaHUS SBJISIIOTCS CAMOUW HETMOCPEACTBEHHOW MPUYUHOU
rubenu 95 % 6onbHbIX MB [2]. Korna pe3epBbl MenuKa-
MEHTO3HOU Tepanuu ucuyepraHbl, oKa3aTeau JIETOYHOMN
(GYHKIIMM CTaHOBATCA KpailHe HU3KUMU, HapacTaeT I'i-
TMOKCeMUsI W / WIW TUIIePKAITHMS, ¢IMHCTBEHHO BO3-
MOXHBIM PEIIIEHHEM BOIIPOCa B HACTOSIIEE BPEeMs SIB-
JISIeTCSl TPaHCIUJIAaHTALUs JIETKUX. Y TaHHOTO OOJbHOTO
UMEIOTCS BCE KPUTEpPUM, HEOOXOAUMBIE ISl MPOBeJe-
HUS oIlepalli, HET HU OMHOTO aOCOIFOTHOTO IIPOTHUBO-
MoKa3aHusl, HO Tpybas nedopManusl TPyIHON KIIETKU
JleJlaeT OIepalvio B HACTOsIIEe BpeMs HEBO3MOXKHOM.
JaHHbIA cityyaii sIBJISIETCS TPUMEPOM, KOTJa OCTEOIO-
P03, Ha KOTOPHI TaK MaJIO 00paIaroT BHUMAHHUE CIIeIIN-
aJliCThl, 3aHUMalouecs MB, sgBisieTcss TeM OClnoXHe-
HUEM, KOTOPOE, BO3MOXKHO, JUMUTUPYET TATbHEUIIYIO
MPOAOKUTEILHOCTh XU3HU 00JbHOTO. BO3MOXKHO,
ecv OBl y JaHHOTO MalleHTa B IETCKOM U ITOJIPOCTKO-
BOM BO3pacTe OCYIIECTBISUIUCH aAeKBAaTHBIM KOHTPOJIb
OpOHX0JIErOYHON MHM ek, MpodIakKThKa Ipernapa-
TaMHW KaJblIMsl U BUTaMHMHA D, cBOoeBpeMeHHasl auar-
HOCTHKa CHYZKCHUST MUHEPAIBHOM TNIOTHOCTH KOCTHOM
TKaHU C TIOMOIIIBIO OCTEOICHCUTOMETPUHM, a TAKXKe ObLiIa
Ha3HaueHa Teparusl aHTUPE30pOTMBHBIMU Iperapara-
MM, TO Takoi rpyboii gedopmanuu TPyAHON KIETKU
yaanoch Obl N30€XaTh.

Ha npumepe 31010 ke 60JIbHOro MpoaeMOHCTPUPO-
BaH OMbBIT PECNMPATOPHON MOAAEPXKKU B JAOMAIIHUX
yCJIOBUSIX B TeyeHue 2,5 roga. HeobXxonuMo OTMETHUTb,
YTO €CJIM Ha COBPEMEHHOM 3Talle KMCIOPOIOTEPAITHs
y 6oabHBIX MB ¢ runokcemunueckoii J1H 3auactyio Ha-
3HAYaeTCcsl CBOEBPEMEHHO, B T. U. U B peruoHax Poccun,
TO pecrupaTopHasi MoaAepKKa BOCIIPUHUMAETCS peruo-
HaJIbHBIMU clielianarcramu mo MB kak "sk3oruueckas”
npolienypa, TpeOyiomas OOJbIINX MOpPAJbHBIX U Ma-
TepUaJbHBIX 3aTpaT U, MO (aKTy, MPUMEHSIETCS TOJbKO
B HUU nynbmononoruu (MockBa). JlONOJTHUTETbHbI-
MU OOBEKTMBHBIMU TPUIMHAMU MAJIOTO TPUMEHEHMUS
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HBJI Ha noMy sIBISIIOTCSI BBICOKAsi CTOMMOCTD arnapa-
toB HBJI. B crpanax 3anana "cnacaromas” poas HBJI
y 60o1bHbIX MB 0Obuta oTMeueHa emie B 1990-x romax.
OCco0eHHO OYE€BUIHBIM €€ 3HAaueHHUEe CTaJI0 HE TOJbKO
TP pa3pelieHnr OCTpoil rumepKamumiaeckoit J1H, Ho
¥ B KOHTPOJIC HaJl XpPOHMYECKON rurepkamHueit. "Moct
K TpaHCIUIaHTalMKU" — TaK SIPKO M YeTKO OIICHEH BKJIAJI
HBIJI B ynyuynieHre BBIKMBAEMOCTHU OOJIbHBIX, OXUAAI0-
IIMX TpaHCIUIaHTauIo Jierkux [7]. Heobxogumo orme-
™uTh, uT0 B HUM nynbmMoHomornm nMeeTcst 10CTaTOYHbIM
onbIT puMeHeHust HBJI y 6oapHbIX M B Kak B pa3pelie-
HUM OCTpoil TunepKamundeckoit [IH, tak u B ymydire-
HUM IIPOTHO3a TIPU XPOHMYECKOUN THMIIePKAITHUICCKOM
OH [8, 9].

Takum o6pa3oM, B MPUBEACHHOM KJIMHUYECKOM CJTY-
yae MpOJAEeMOHCTPUPOBAHO OOCTATOUHOE KOJUYECTBO
OCJIOXXHEHUI 3a00JeBaHUS BO B3POCIOM BO3pacTte,
BKJIIOYAsI Pa3BUTUE XPOHMUUYECKON TMIEPKAITHUYECCKOM
JH. OueBUnHO, YTO BHEAPEHNE COBPEMEHHBIX METOMIOB
pecnupaTopHOil MOAAEPXKKU M KUCJIOPOAOTepanuu,
a TaKXKe arpeCcCHBHOIO MOIXoma K 0a3MCHON Tepamum
MO3BOJIMIN CTAOMIM3UPOBATh €r0 KIMHUYECKOE COCTOSI-
HUe.
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