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BBepenme. Bpoxaennas Boponkoo6pasnas pedopmanust rpyasoit xkaetku (BBATK) sBasercsa anomaameit
Pa3BUTHA IPYAHOM KATKH, KOTOpAas CONPOBOXKAACTCS PASAMYHBIMU (QYHKIIMOHAABHBIMHI HAPYIIEHHAMU B KapAHO-
pecrpaTopHoit cucteMe. MssectHsr 60aee 100 pasHOOOpasHbIX MOAUPHKALIHI TOPAKOIAACTHKHU, AOASI PEIIUAMBOB K
HEyAOBACTBOPHTEABHBIX PE3YAbTATOB KOTOPbIX BappupyeT oT 3,5 A0 32,0%. Illupoxo nprumeHseTcss MAAOUHBA3UBHBIH
crocob Topakomaactuky Mo D. Nuss, HMeIOIHil psip MperMylecTB. BOABIIMHCTBO OMyOAHKOBAHHBIX HCCACAOBAHHIA
IIOCBSIIEHD! AHAAU3Y IPEUMYIIeCTB PA3AUYHBIX XMPYPIHIECKUX METOAOB U MHCTPYMEHTOB AASl GHUKCAIMK TPYAHOMH
kaeTky. MiHPOpMaIma o AMHAMUKe OIleHHBAaeMbIX ITOKa3aTeAel AUCIIAA3HU COSAMHUTEABHOM TKaHHU IIPH KOHKPeTHBIX
¢popmax BBATK B orry6AnKOBaHHBIX paboTax He IPeACTaBACHA.

Marepuaa u MeToAbL. MeTopuka D. Nuss 65142 ncrioabsosana npu koppekuuu BBAI'K y 64 aereit B Bospacre
or S po 18 aer. Y 43 (67,1%) nauuentos nepsuuHo AnarHoctuposata I crenens BBAT'K, 3 koTopbx 3 60AbHbBIX
TNOCTYIHMAH C PELMAMBAMHU TIPeABIAYLel onepanyy (CTepHOXOHAPOTOMHH C QHKCALMell HAPYKHBIM QHKCATOPOM).
Y 21 nayuenta (32,9%) anarnocruposana 111 crenens pe¢popmanuu. B nccaepoBanuu 6b1aa HCIIOAb3OBaHA paspabo-
TaHHAS aBTOPAMH METOAMKA KOMIIAGKCHOH TepalluH, IIPH KOTOPOIl HAIJMeHThl HApSAAY C XUPYPIUYeCKUM AedeHHeM
NoAyYaAr GapMaKOAOTHEECKYIO TIOAAEPIKKY, BKAIOYIONIYI0 acKOpOUHOBYI0 KucAoTy (BuTamuH C), acKOBHUT, XOHA-
POHUTHHCYAbAT, KAAMA3HH B CPeAHE PUIHMOAOTHIECKHIX AO33X.

PesyabraTpl. OLjeHKy Pe3yAbTATOB OIlePAIMH POBOAMAY Ha OCHOBAHHH €€ IIPOAOAKUTEABHOCTH, 0ObeMa HH-
TPaoIepaOHHO KPOBOIIOTEPH, OCAOXKHEHH ], pa3BUBIINXCS Ha PaHHEeM (BO BpeMsl HAXOXKACHHS B CTALJHOHape) U
IIO3AHEM 9TaIle [TOCAe OIEePAIUH; [I0KA3aTeAeH AHTPOIIOMETPHHU U KOHPUIYPAIIUHI IPYAHOMN KATKH; OHOXHMMUYECKUX
MICCAEAOBAHHI1 COCTOSIHHS AMCTIAA3UH coeprHuTeAbHoM TKaH! (ACT) MO AQHHBIM yPOBHSA IIPOAMHA, TAULMHA B KPOBH
(metop TMC) u okcunpoanHa u raroxkosamunraukana (IAT) B moue (metop XMC).

3akAroueHHe. AHAAM3 TIOAYYEHHBIX Pe3yAbTATOB ITOKasbIBaeT, 4TO BbIpaxkeHHOCTh BBAI'K saBucur or cre-
nenu TspkectH HeandppepennuposanHoit ACT. B xope nccaepoBaHus BbisiBAeHA 9$PeKTHBHOCTh paspaboTaHHOM

METOAMKH (PapMaKOAOTHUYECKOH Tepaluh ITOCAe OCYIeCTBACHHS PEKOHCTPYKLUH KOPPHUIUPYIOUIMM METOAOM
D. Nuss.

KaroueBbie caoBa: 80ponKkoobpasnas depopmayus, 2pyonas kremxa, onepayus D. Nuss, ducnaasus coedunu-
MeAbHOU MKAHU.

KOHQANKT HHTEpeCcOB:  aBTOPHI IIOATBEPXKAAIOT OTCYTCTBUE KOHPAMKTA HHTEPECOB, 0 KOTOPOM HEOOXOAUMO
COOOIUTB.

HPOSpa‘IHOCTb (l)I/IHaH- HHKTO M3 aBTOPOB HE UMEET ¢I/IH3HCOBOI;I 3AMHTEPECOBAHHOCTH B IPEACTABACHHbIX
COBOM ACATCABHOCTH: MaTepHaAaxX AN METOAAX.
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APPLICATION OF PHARMACOLOGICAL THERAPY
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Objective. Congenital funnel chest deformity (CFCD) is an abnormality of the chest, which is accompanied by
various functional disorders in the cardiorespiratory system. More than 100 various modifications of thoracoplasty
are known, the percentage of relapses and unsatisfactory results of which is from 3.5% to 32%. The minimally inva-
sive method of thoracoplasty according to D.Nuss is widely used, which has sufficient advantages. Most of the pub-
lished studies are devoted to the analysis of the benefits of various surgical methods and instruments for chest fixa-
tion. Information on the dynamics of the estimated parameters of connective tissue dysplasia in specific forms of
VVDGK is not presented in published works.

Material and Methods. D.Nuss technique was used in the correction of CFCD in 64 children, aged 5-
18 years. In 43 (67.1%) patients, the II degree of CFCD was initially diagnosed, of which 3 patients were admitted
with relapses of the previous operation (sternochondrotomy with fixation with an external fixator). In 21 (32.9%)
patients, IIT degree of deformation was diagnosed. In the study, the complex therapy technique developed by the
authors was used, in which patients along with surgical treatment received pharmacological support, including
ascorbic acid (vitamin C), Ascovit, chondroitin sulfate, calmazine in medium physiological doses.

Results. The evaluation of the results of the operation was carried out on the basis of the duration of the opera-
tion, the amount of intraoperative blood loss, complications that developed early (while in the hospital) and late
after the operation; indicators of anthropometry and chest configuration; biochemical studies of the state of connec-
tive tissue dysplasia (CTD) according to the level of proline, glycine in the blood (TMS method) and hy-
droxyproline and glucosaminglycan (GAG) in the urine (ChMS method).

Conclusion. An analysis of the results shows that the severity of VVDGK depends on the severity of the undif-
ferentiated DST. The study revealed the effectiveness of the developed methodology of pharmacological therapy
after the reconstruction using the corrective D. Nuss method.
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BBEJIEHUE asM, BBAI'K otHocuTCA K HepAnd PpeHIMpoBaHHBIM

IIOpOKaM pPa3BHUTHA AHNCIIAA3UH COCAHHHTBABHOﬁ

BposkaeHHast BOpoHKOOOpasHas Aepopmanus
TPYAHON KAeTKHU (BBAI’K IpeACTaBA€HA B
CTPYKType OpTOIleAMYECKUX OOAE3HEN AETCKOTro
BO3PACTa U SIBASETCS AHOMAAHEH Pa3BUTHS IPYA-
HOM KAETKH, KOTOpasi, KpOMe KOCMETHIECKOTO Ae-
dekTa B BUAE 3alaAeHUSI TPYAHHBI U pebep, co-
MPOBOXAAETCSI PAa3AUYHBIMU QYHKIJHOHAABHBIMHU
HapyIIeHUSAMH B KapAUOPECIIMPaTOPHOM cucTeMe
[1-7]. CoraacHO MHOTOYHCAEHHBIM MCCAEAOBA-

tkanu (ACT) MyAbTHDAKTOPHOI MPUPOABI C
IPOTPAAMEHTHBIM TedeHHeM, B OCHOBe KOTOPHIX
A€XaT HapyIIeHHs CUHTe3a, paclasa MAM Mop$o-
reHe3a KOMIIOHEHTOB BHEKACTOYHOIO MaTpPHKCa,
BO3HMKAIOIIHE IIPH ONPeAeAeHHOM reHeTU4eCcKom
IIPEAPACIIOAOKEHHOCTH B IIEPUOAE PaHHETO 3M-
OpuoreHe3a HAM IOCTHATAABHOTO IIEPHOAA IIOA
AefCTBHEM HeOAATONPHUATHBIX (pAKTOPOB BHEIIHEH
cpeant [8-13].
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CymecrByompe  mpoOAeMbl  AMarHOCTHKA
BBATI'K ocHOBaHbI Ha HEAOOIIEHKE COCTOSIHUS CO-
eAVHUTEAbHOH TKaHM Y AeTeil. QPopmmpoBanue
BBAI'K mpuBOAUT K BCEBO3MOXKHBIM aHATOMMHYE-
CKUM H3MEHEeHMSAM B IIpollecce pocTa M Pa3BUTHS
pebeHKa, HAYMHAS C TPYAHOIO BO3PACTA, C IIOCAE-
AYIOIIMM HapylleHHeM QYHKIJMOHAABHOTO COCTOS-
HHSI OPTAHOB IPYAHOM KATKH PacTyIIero OpraHu3Ma
B IIEPHOA, KOTAQA COEAMHUTEAbHAS TKAHb HIpaeT
Ba)XHYIO POAb. FIMEHHO MO3TOMY PaHHIOIO AMArHO-
cruxy BBAI'K kpaiiHe Ba>XHO IPOBOAUTD y AeTel
AO OAHOTO TOAQ, C IIOCAGAVIOIIUM KOHTPOAEM Ha
9Talax pasBUTUA. Bompoc BbLIBACHUS AUATHOCTHYe-
ckux kpurepues BBAI'K y pereit B BospacTHOM ac-
TMeKTe A0 HACTOSIIIEro BPeMEHH OCTAeTCsl OTKPBITBIM.

Ha ceropHamHuii aAeHb u3BecTHBI Ooaee 100
Pa3sHOOOPA3HBIX CIIOCOOOB TOPAKOIAACTHKH U ee
MOAUQUKAIINI, BEPOSITHOCTb PELIUAUBOB M HEYAOB-
ACTBOPHTEABHBIX PE3YAbTAaTOB KOTOPBIX BapbUpPyeT
ot 3,5 A0 32% [3, 14]. Bce cmoco6sl 0cHOBaHbI Ha
9TAITHOM MOOMAM3ALMK M CTAOMAM3ALMN TPYAUHO-
pebepHOro xomIaekca. B mocaeaHve roasr mupoxo
HCIIOAB3YETCS] MAAOMHBA3KBHBII CIIOCOO TOPAKOIIAQ-
cruku 1o D. Nuss, umeromuil onpeaeAseHHbIe IIpe-
umymecrsa, koraAa BBAI'K xoppurupyercst 6e3 xoH-
APOpEe3eKIINU ¥ CTEPHOTOMHH, a IIOBOPOT ITAACTHHBI
Ha 180° BOKpYT IIPOAOABHBIIN OCU IO3BOASIET 3adUK-
CHPOBAaTh TPYAUHO-peOepHBI KOMIIAEKC B CpeAHe-
dusmorormyeckom noroxenuu (4, 11,13, 15-17].

B psae nccaepoBaHMiT ONUCHIBAIOTCS HEAOCTAT-
ku MeTopa D. Nuss, Takue xak moBpexAeHHe opra-
HOB I'PYAHON KAGTKH BO BpeMs OIlepaliuM, IIOCAe-
AyIOIVe IepeMeleHIsI MeTAAAUIeCKUX KOHCTPYK-
LU, AOATOCPOYHAas PUKCAIMA AASL TPAHCPOPMALTUH
AepOpMUPOBaHHBIX pebep U IPyAUHSBL. PenuAuBbI B
IIOCAEOIEPAIHOHHOM IIePHOAE dallle BO3HUKAIOT B
paHHEM IIepHOAe, YTO, IIO HalleMy MHeHHIo, 00y-
CAOBAGHO HEAOCTATOYHOCTBIO (PapMAKOAOTHIECKO-
IO BO3AGHCTBUSL HAa CTPYKTYPY COEAUHHTEABHOM
TKaHU. HekoTopble aBTOPBI CYMTAIOT, 4YTO METOAMKA
D.Nuss ompaBpaHa Ipu HAaAMYMM 3AACTHYHOM
IPYAHOM KAETKH, B OCHOBHOM Y AeTeil B BO3pacTe
A0 14 AeT. AAS MCKAOUEHHS YACTUYHOTO PElUANBA
B OTAAQAGHHOM IIOCACOIEPALMOHHOM II€PHOAE aB-
TOPBI IPEAAATAIOT BBIIOAHSTh TOPAKONAACTHKY Y
Aeteii crapure 12 et [18].

OaHako, HeCMOTPSI Ha AOBOABHO LIIMPOKOE OCBe-
IeHre AAHHOM IPOOAEMBI, OOABIIMHCTBO UCCAEAOBA-
HHI IOCBAIIEHO aHAAU3Y IIPEUMYIIeCTB TeX MAU MHBIX
TEXHOAOTHM OIepaTUBHOIO BMEIIATeAbCTBA M MHCT-
PYMEHTOB AAsl PUKCAIIUH TPYAHOM KACTKU. AaHHbIE O
AuMHamuKe oljeHuBaeMbx mokasaresest ACT npu
koHKpeTHbIX popmax BBAI'K, xoToprie, HecomHeH-
HO, UMeAM Obl Hay4yHOe U IPaKTHYeCcKoe 3HaueHue, B
OITyOAMKOBAaHHBIX PabOTaxX He IIPeACTaBAEHA.

B cBsa3u ¢ oTcyrcTBHEM CBeAeHMIT O BAWSHHMU
KOMIIAEKCHOTO ITOAXOAQ K XUPYPIHYECKOMY A€YEHHIO
ACT npu BBAI'K 6b1aa mocTaBAeHa IjeAb HCCAEAO-

BaHMsA: IPOAHAAM3HPOBATh PE3YAbTAThl XUPypruye-
ckoro AedeHus Aerein ¢ BBAI'K ma ¢ome xom-
IAEKCHOTO KOPPUTHPYIOIIEr0 MEAUKAaMEeHTO3HOIO
BO3AEHCTBUS, CIIOCOOCTBYIONEro IIPeAOTBpaIle-
HUIO Pa3BUTHA AMCIIAA3MH COEAMHUTEABHOM TKaHM.

MATEPUAJ U METO/bI

B uccaepoBaHME yuacTBOBaAM 64 pebeHka
(49 mManbumKOB U 15 AeBouek B BospacTe S—18 aeT)
¢ BBAI'K. CooTHomeHre 6GOABHBIX >KEHCKOTO
M MY>KCKOTO TloAa cocTasuao 1 : 3,2 (Taba. 1,2).

Tab6auna 1. PacripepeseHne AIMEHTOB II0 IIOAY
u crertenu BBAT'K

Table 1. Distribution of patients by gender and degree
of congenital funnel chest deformity (CFCD)

C
Koanuect- IToa BEeX?E)
BO IMaIjieH- M Hroro Hroro
roB anpun-| Aepoy- I | 1
KU KU
Abc. 49 15 64 | 43 | 21 64
% 76,6 23,4 100 (67,132,9| 100

Tab6anmna 2. Paciipepeaenue manuenTtos 1o popme ACT
npu BBAI'K

Table 2. Distribution of patients according to the form
of connective tissue dysplasia (CTD) with CFCD

KoamuecrBo manu-
Koawnye-
€HTOB, abc.
CTBO ITa-
0] CT i
opMa A Bcee-|II cre- [T cre I[UEHTOB,
IIeHb %
ro | IeHb 0
CunppoMaabHas, Bcero | 13 4 9 20
Cunppom Mapgana 9 3 6 14
Cunppom Janeca-Aarro| 4 1 3 6
Hepndpepennuponan-
Has AKCIIAQ3US coepuHu- | S1 39 12 80
TEeAbHOM TKAaHH, BCEro
Map¢anomnopobHas 2 | 18 - 39
$opma
OnepconopobHast popma| 12 | 10 2 19
Hexaaccudurmpo- uw!l 1 3 2
BaHHas

V maruenTtos 6b1au BostBAeHHI 11 u III cremenn
BBAT'K. Tpu peberxa co II cremensto mocrymuau ¢
PEIMAMBAMHE TIPEABIAYIIIEH OIepariuH (creproxOHA-
POTOMHH C QpHKCALHel HapY>KHBIM PUKCATOPOM).

BoabmmHCTBO 60ABHBIX MMeAn HepAudepeH-
ITMPOBAHHYIO AMICIIAQ3UIO COGAMHUTEABHOH TKaHH.

Y Bcex manueHTOB Ipu KOppeKIMu AedopMma-
nuu 6biaa mpuMmeHeHa Meropuka D.Nuss B KoM-
naexce ¢ papMaKOAOTHYECKOM KOppeKITHert.

OCHOBHBIMH IOKA3aHIAMH K OIepalfiu ObIAU
BbIPQKEHHbIE KApAHUOPEeCIHpPAaTOpHble HapYUIeHUs
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U KOCMeTHYecKas AepopManus TPYyAHOM KAETKH.
Bce mamueHTHl OIEpUPOBAaHBI IO METOAMKE
D. Nuss. PexoHcTpykijuio nepepHeil CTEHKH TPYA-
noit kaerkn (I'K) mpoBOAMAM € HMCIOAb30OBaHUEM
BHyTpeHHero ¢ukcaropa D.Nuss B Mopudpukanmu
N.I0. Xoaxanosa [S].

B poomepanuoHHOM IepHOAe HUKTO M3 IAIfU-
eHTOB He IIOAYYaA IMPOPUAAKTUYECKOTO KOPPHUTH-
pytomero aedenmst ACT. B mocaeonepannonHoM
nieproae (B TeueHue TOAQ) OCYIECTBASIA KOPPUTH-
pytomee papmakorormdeckoe sedenre ACT. Briaa
HCIIOAB30BaHA pa3pabOTaHHAsS METOAMKA KOM-
IAEKCHOMH Tepaluy, IPH KOTOPOM MaIlUeHThI IIOAY-
JaAu (apMAKOAOTHYECKYI0 IOAAEPXKKY C BKAIOUe-
HIeM acKopbunoBoit kucaorl (Buramun C), acko-
BHTA, XOHAPOUTHHCYAb$ATA, KAAMA3UHA B CPEAHUX
$HU3NOAOTHIECKIX AO3AX.

broxumumaeckyio onenky cocrosaus ACT mpo-
BOAMAM Ha OCHOBAHHM AaHAAM3a IIOKa3aTeAed Ipo-
AVIHA, TAMIIMHA B KPOBU (MeTOA TMC) U OKCHIIPO-
AwHa u raokosamuaTAMKaHa (TAT) B Moue (MmeTop
XMC). [TanpieHTaM IPOBEAEHBI OMOXUMITIECKIIE HC-
CAEAOBAHHUS: TAaHAEM-MAaCC-CHEKTPOMETPHUS (TMC),
xpomaro-Macc-cnekrpoMerpus (XMC), MmarauTHO-
pesonancHas Tomorpadust (MPT) u crieruanbubie
MHCTPYMEHTAAbHbIE g;)eHTreHorpaMMa TPYAHOMH
KAeTKM, CHHpOrpadus, IAeKTPOKAPAUOIPAMMa,
9XOKAPAMOTPAMMA) HUCCAEAOBAHHS AO-, B OAIDKAfi-
IIVie ¥ B OTAQACHHBIE CPOKHU ITOCAE OIIepallHu.

MccaepoBaHHS KPOBU M MOYH B OTAAA€HHOM
IIOCAEOIIEPALIIOHHOM IIEPUOAe OBIAM IIPOBEAEHBI
y 46 manuentoB. CpaBHUBAAU pPe3yAbTAaTBl HCCAe-
AOBAHUI BHYTPU BO3PACTHBIX IPYIII B AO- U OTAQ-
A€HHOM ITOCA€OIIePALIMOHHOM ITePHOAAX.

TaHAEeM-Macc-CIIEKTPOMETPUIO IIPOBOAMAU B
Pecrry6AMKaHCKOM CKpUHHUHI-LleHTpe «Matepu u
pebenka» Pecmybanku Ys0Oexucran Ha ammapare
Acquity™ Ultra Performance LC, P.R.C. Ompepe-
ASIAML B KpOBH cocTaB 12 ammHOKucAoT u 31 kero-
KUCAOTHI ¥ 46 manuentoB ¢ BBAI'K po u mocae
onepaTuBHOro Aedenuss MeropoM D.Nuss. Kposp
COOMpaAM HAa CTAaHAAPTHYK KapTOUKY-PUABTP
(N2 903), KOTOpBIit OOBIMHO MTPUMEHSIOT AASL CKPH-
HuHra 6oasHoro Ha OKY. AnaamsupoBaau Kamua-
AspHyto (M3 TaAbIfa, MSTKH) U BEHO3HYIO KPOBb.
O6paser BoicymuBasu 2—3 1 Ha Bo3ayxe. [Toayden-
HBIl pPe3yAbTaT CYMTHIBAETCSA Ha ammapare Ac-
quity™ Ultra (Performance LC, P.R.C).

XpoMaTo-MacC CIeKTPOMETPHUIO OCYIeCTBASIAU
B Pecrmy0AMKaHCKOM HayYHO-MICCAEAOBATEABCKOM
HHCTHTyTe OuoxuMun Pecrrybauxu Ysbexucran Ha
anmapare Agilent Technologies-1260 (CIIIA).
OmpeaeAsiaAv  ypOBHH OKCHIIPOAMHA U TAIOKO3-
amunarankanos (CAT) B Mode. KoMmoHeHTHbII cO-
CTaB KOMITA€KCHBIX COGAMHEHUH Y 46 MallUeHTOB AO
u nocae onepanun MeropoM D. Nuus anaausupo-
BaAM METOAOM BBICOKOI(QPEKTUBHOM >KHUAKOCTHOM
xpomarorpa¢uu  (BIXKX-macc-criexrpomerpun).

Pazpesenne mnpoBopman Ha ammapate BIJKX
(Agilent Technologies-1260, CIIIA) nHa xoAOHKe
¢ obpamennoit $pasoit 2,1 x 150 mm (3,5u) Eclipse
XDB (Agilent Technologies, CIIIA). Meropom
ESI-Macc-criekTpoMeTpuu (9AeKTpOCTIpeit) MOAY-
Y9aAM MAaCC-CIEeKTPbI BeIeCTB, HCIIOAb3Yys Macc-
ciekrpomerp 6420 Triple Quad LC/MS (Agilent
Technologies, CIIIA). Perucrpanuio Macc-ClieKTpoB
00pasLoB IPOBOAMAM C OTPHIJATEABHON HOHH3a-
ueit. ITapamerpsr Macc-criekTpoMeTpa ObIAK BRIOpa-
HBI CAEAYIOIWe: AMANa30H CKaHHpoBaHuA — 15-
2200 m/z, TemnepaTtypa rasa — 300°C, paBaeHue rasa
Ha urAe pacmbiautead — 20 psi, TeMmmeparypa HcIa-
pureast 300°C, HampspkeHue Ha Karmaasipe — 4000 B.

OreHKy pe3yAbTaTOB OIlepaluu IPOBOAMAM Ha
OCHOBAHHUH CAEAYIOIIUX ITOKA3aTeACH:

— IIPOAOASKUTEABHOCTD OIlepalluy;

— 00'beM HHTPAOIIEPALIMOHHOM KPOBOIIOTEPH;

— OCAOXKHEHHS, Pa3BHBIIHNECS HA paHHEM JTarle
(BO BpeMst HaXOXAEHHSL B CTaLu/IOHapeI; ;

— OCAOXKHEHHS, Pa3BUBIIMECS Ha ITO3AHEM 3Ta-
IIe TIOCA€ OTIePAIfHH;

— AQHHbBIe OOBEKTUBHBIX M CyOBEKTHBHBIX Ka-
A06 MAIMEHTOB;

— KAMHMYECKUI OCMOTP TPYAHOM KACTKH;

— IIOKa3aTeAr aHTPOIOMETPHHM U KOHQPHIypa-
IJM TPYAHOM KAETKH.

O¢PeKTHBHOCTD M PEe3yAbTATUBHOCTD OIlCHH-
BaAU KAMHHUKO-MHCTPYMEHTAABHO IIOCA€ OII€PAIHHU
U Yepe3 rop MOCAe BMENIAaTeAbCTBA.

Cratucrudeckast 00pabOTKa IIOAYYEHHBIX pe-
3YABTATOB OBIAQ BBIIIOAHEHA HA CTAL[IOHAPHOM KOM-
mpioTepe B cTaHAApTHOM mporpamme Excell-2010 ¢
BBIMHCACHHEM CPEAHero 3HadeHHs M, cTaHAAPTHOTO
OTKAOHeHHS 1 KoapdunuenTa CTbioAeHTa.

PE3YJIbTATBI

OcymecTBAeHHE KOPPHUTHPYIONIETO A€YEHHUS
ACT B mocaeornepanuoHHOM Tiepuoae (B TedeHue
I'OAa) TMO3BOAMAO B 3HAUYUTEAbHON CTeleHH HHUBe-
AUPOBATDH 06MeHHbIe IIpOLEeCChl y IMAalITMEHTOB BCEX
BO3PACTHBIX IPYTIIL.

IToxazaTean copepkaHMs IPOAMHA B KPOBU Y
AeTell BCeX BO3PACTHBIX IPYIII AO OIlepaLjiu ObIAK
CyImIeCTBEHHO  HIDKe  CpeAHePU3MOAOTHYECKHX
HOPpM. HaH60Aee HHU3KHE 3HAQYCHMA AQHHOTI'O ITOKa-
3aTE€ASl PETUCTPUPOBAANCD Y IIAITHEHTOB C CHHAPO-
MmaabHOH Ppopmort BBAI'K. CooTBercrBusa cpepne-
q)I/IBI/IOAOI‘I/I‘IeCKI/IM ImapaMeTpaM IIpu KOHTPOAbBHOM
HCCAEAOBAaHHNH B OTAQACHHOM ITIOCA€OIIEpAlIMOHHOM
IIEPUOAE YAAAOCDH AOOUTBCS PEryAsSpPHBIM 3TAITHbIM
KOMIIAEKCHBIM AedeHueM (Taba.3). ITokasaream
COAEPIKaHHM TAMIIMHA B KPOBU TAaK)Ke 6I>IAI/I HHUBE-
AMPOBaHbI B IIPOLjeCCe KOMIAECKCHOM MPOPUAAKTH-
YECKOM TepaIlnHu.

Ao u mocae OCymecTBAGHHsS OIepaTUBHOMN
xoppekrmu BBAI'K meropom D. Nuss mccaeposa-
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HHe IPOAMHA, TAMITMHA B KpoBH U MapkepoB ACT
oxcunpoausa u 'Al" B MOYe BBIIIOAHSAM IPU ITPOBe-
AGHMH METOAUKH HPOQPHAAKTUYECKOTO AedeHHS
ACT y 46 manenToB. ¥ ocraabHbIX 18 aeTeil moka-
3aTeAM ObIAM e AMHUYHBI 1 HEKOPPEKTHBL.

PesyapratuBaocts MapkepoB ACT B Moue
(Taba.4) y manueHTOB ¢ O6MEHHBIMM HapyIIEHUS-
MU SBASIOTCSI TOKA3aTEABHBIMU AASI YCTAHOBACHIHS
YPOBHSI 9 PEKTUBHOCTH A€YeOHBIX MEPOIPHSITHIL.
B poomepanonHOM mepHoAe AQHHBIE IOKA3aTeAH
OTPa)XEHbI B AOCTAaTOYHO BBICOKHMX 3HAYEHHSIX B
obenx rpymmax, HesaBucumo ot popmer ACT. B
MOCTOTIEPALIMOHHOM II€PHOAE MOCAE OCYI]eCTBAe-
HUSI KyPCOBBIX KOMIIAEKCHBIX A€4eOHBIX MEPOIIPHUSI-
THUHI gfépes rop B KOHTPOABHBIX HMCCAEAOBAHUSX
noaydeHHble 3HadeHHs MapkepoB ACT B 3Hauwm-
TEAPHOH CTeIleHH CHH3HAHCD, omIpeaerstsi adpdek-
THUBHOCTD IIPOBOAVMOM TePAInH.

B xauecTBe KpuTepHUS OLCHKH KAMHHMYIECKHX
CHMIITOMOB OBIAM B3SITBI KOAMYECTBEHHBIE [TOKA3a-
TEAU CPABHUBAEMbIX METOAMYECKIX IIOAXOAOB.

1. BoccranoBAeHME KOCMETUYECKOM IIOAHO-
nennoctu I'K (cocrosue mepepneit crenxu I'K
BU3YaAbHO ):

— orcyrcrBue pedpopmanyu — 0 6aAA0B;

— He3HAYUTeAbHOE YTrAyOAeHue — 1 6ana;

— YMEpEHHO BBIPAXEHHOE YTrAyOAeHHe, T.e. pe-
nupuB, coorBercTByromui Il cremenm TsoKecTH —
2 6aanra;

— BBIPQXKEHHOE YTAYOAEHHE C BOZHUKIIMMU AO-
IIOAHUTEABHBIMY, BHOBb IIPHOOPETEHHBIMH, Ae-
$opmanuamy, T.e. peuAuB, cooTBeTcTByromMit 111
CTEIIeHH TsDKeCTH — 3 6aaaa.

2. Kaunndeckue cuMmMnToMbl U obImee cOCTOS-
HHe OpTaHM3Ma (HaAmume mMocAe omeparuu He-
CKOABKUX CUMIITOMOB, C BO3MOXXHBIM YBeAHYeHHEM
UX KOAMYECTBA B CPaBHEHMH C AOOIEPAIMOHHBIM
COCTOSIHHEM, YKa3bIBaeT HA YXYALIeHHe ¢YHK-
IIMOHAABHBIX M3MEHEeHHUit B OpraHu3Me pebenka): Ha
KKABIM KAMHMYECKUH CHMIITOM, COXPaHUBIINUKCS
IIOCA€ OIlepaliiM, AOIOAHUTEABHO AoOaBasiam 0,5
6aaaa.

Ta6auna 3. [Tokasarean mapkepos ACT a0 u mocae kommaekcroro aeqenust BBATK (M £ m)
Table 3. Indicators of CTD markers before and after complex treatment of CFCD (M + m)

Mapxkep CT
IToxazarear TMC B xpoBu a0 oneparuu | ITokxazarear TMC B KpoBH MOCA€ KOPPUTH-
Bospacr |QPopma ACT |mpu orcyTcTBUM KOppUrHpYIOero ¢papMa-| pyroiero ¢apMaKOAOTHIECKOTO ACIEeHIUS
KOAOTHYECKOTO AYeHHs depes 1 rop mocae onepanuu
IIpoaus, MkMOAb/A | Tavnms, MxMoab/A | TTpoaus, MkMoAb/A | T'AMIMEH, MKMOAB/A
4-7 aer 1(n=4) 74,7 £12,8 346,5+1,0 284,5 +73,4* 365,7 £11,9**
(n=11) | 2(n=7) 106,8 + 30,1 254,6 £102,5 293,8 £109,02* 293,2 £40,7*
8-1laer | 1(n=2) 71,9 £ 18,4 255,5+95,4 238,0 £9,8** 266,1 £31,1*
(n=8) 2(n=6) 95,3 +23,3 239,6 +£92,3 165,6 + 64,07* 287,6 £ 106,5*
12-1Saer| 1(n=3) 111,8 £35,5 243,3 + 88,7 256,0 £ 43,8* 205,5 £4,9**
(n=27) | 2(n=24) 136,3 £ 49,1 237,4+110,2 256,0 £ 62,1** 242,0 £ 94,6*

Ipumeuanue. Dopmpr ACT: 1 — curppomMasbHas popma, 2 — HeAdpPpepeHITMPOBAHHAS AMCIIAA3HS COEAMHHUTEAD-
HoM TKaHy; *— p < 0,05, **p < 0,001 110 cpaBHEHHIO C IOKA3ATEASIMU AO OTIEPALIUHL.

Ta6auna 4. [Tokasarean mapkepos ACT Ao u mocae kommaekcrHoro aeqenust BBATK (M £ m)
Table 4. Indicators of CTD markers before and after complex treatment of CFCD (M + m)

Mapxkep CT
IToxazaTear XMC B Moue Ao onepanuu| IToxasareap XMC B Mode mocae KOppUTH-
Bospacr ®opma ACT | mnpu OTCYTCTBHH KOPPHIUPYIOIIEro | Pyromero ¢apMaKOAOTHYeCKOTO AeYeHIS
$apMaKOAOTHIECKOTO ACUEHHUS gepe3 1 rop mocae onepanuu
Oxcunpoans mr/cyr | T'AT, mr/cyr | Oxcunpoaus, mr/cyr | T'AT, mr/cyr

4-7 per 1(n=4) 60,8 +17,5 7,3+0,6 49,6 £9,3* 54+1,6*
(n=11) 2(n=7) 57,2+13,1 58+0,7 43,6 £5,1** 51+1,1*
8-11 aer 1(n=2) 61,0 24,0 79+04 71,5 + 6,3 6,8+ 0,2*
(n=8) 2(n=6) 69,8 +6,0 7,0+0,7 57,3+ 15,04* 6,0£1,7%
12-15 ner 1(n=3) 86,7+ 9,4 9,6+2,1 77,2+ 10,1% 74+1,5%
(n=27) 2(n=24) 75,8 + 10,4 6,9+1,3 68,6 +£9,8* 59+1,3*

Ipumeuanue. Dopmpr ACT: 1 — curapomasbHas popma, 2 — HepAndpPpepeHITMPOBAHHAS AMCIIAA3HS COEAMHHUTEAD-
HO¥ TKaHH; *— p < 0,05, **p < 0,001 110 cpaBHEHMIO C IOKA3ATEASIMH AO OIIEPALIUIL
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Ta6anna S. PacnipepeseHre Pe3yAbTATOB A€UEHISI OOABHBIX 110 CTEIIEHIM AeOPMALIIHU U [IOAY

Table S. Distribution of patient treatment results by degrees of deformation and gender

IToxazaTeapb PesyabTar
Crenenp o Xopomwuit YaoBAeTBOPHT. HeyaoBaersopur. Bcero
oA
Aedopmarun Aéc. % Abc. % Abc. % Aéc. %
Maabunku 14 21,8 0 0 0 0
II crenens 20 31,2
AeBouku 6 9,3 0 0 0 0
M 0 6,8 1 1,6 0 0
11 cremens i I . ’ 44 | 688
AeBouku 13 20,3 0 0 0 0
Bcero 63 98,4 1 1,6 0 0 64 100
3.IlokazaTean  peHTreHOorpaguu  TIPYAHOH  OHHOM IIEPUOAE U HA IPOTSHKEHHUM BCEro AedeHMs,

KATKH B OOKOBOIL IIPOEKIIUH AASI OTIPEAEACHHS HH-
aexca ['xurka (I/IFS

UT =1,0-0,9 (mopma) — 0 6arr0B;

UT = 0,9-0,7 (I cTenens Tsoxectn) — 1 6aan;

UT = 0,7-0,5 (II crenens TspxectH ) — 2 6aAAa;

UT = 0,5-0 (III crenens TspxecT ) — 3 6aaaa.

Ha ocHOBaHMU OIleHKU pe3yAbTaTOB OIlepaTUB-
Horo Aevenus BAT'K (B 6aarax) AOHOAHHMTEABHO
IIPOBeAEHA UX Ka4eCTBeHHAs OLleHKa [4]:

— A0 3 62AAOB — XOpOIIHE TIOCAEOIIePALIMOHHbIE
PE3YAbTATHI;

— 0T 3 A0 6 6aAAOB — YAOBAETBOPHUTEABHbIE II0-
CA€OIIePAIIMOHHBIE Pe3yAbTATHI;

— 60Aee 6 6aAAOB — HEYAOBAETBOPHUTEABHbIE pe-
3yABTATBI OIIePALUH.

B mepuomneparioHHBIN ITEPHOA TaKHe OCAOXK-
HEHUs, KaK IeMOTOPAaKC U INOBPEXAEHUS BHYTpPU-
TPYAHBIX OPraHOB, OTMedeHbl He ObiAU. B gyeTpipex
CAyYasIX UMEA MeCTO ITHeBMOTOPAKC.

Xopomre pe3yAbTaThl MOAYYeHbI y BCeX ITaIlH-
€HTOB, y KOTOPBIX A0 omepanuu Habaoparach 11
creneHb pepopmanuy, oAuH manueHT c III creme-
HBIO AO OII€PAIIH MMeA YAOBACTBOPUTEABHBIN pe-
syabTar (Taba.S). B aroM caydae oTmevasncp vac-
THYHBIE PEIMAUBBI IIOCAE€ YAAACHHS IIAACTHHBI B
BHAE 3aITAACHUS TPYAUHDI, SIBUBLINECS CACACTBHUEM
0e30TBETCTBEHHOT'O OTHOIIEHUS POAUTEAEH IMalu-
€HTOB K A€YEHHUIO.

OBCYXIEHUE

ITonbiTku KAACCHPUITMPOBATh HapymeHus ¢op-
MHPOBAHHS COSAMHUTEABHON TKAHU IPHUMEHUTEAb-
HO K pa3AMYHBIM IIATOAOTHSM, B TOM 4YHCAe U
BBAI'K, 6smau mpeanpunstst T.M. Kapypunoit u
AH. A66axymosoit [10]. CoraacHo ux kaaccuuka-
IIMM MOXXHO yCTaHOBUTDH creneHb Tsokectn ACT ¢
IIOCAEAYIOIIMM BbIABACHUEM CTOMKUX H3MEHEHHM.
Wmenno Ha dpone ACT B mocaeonepariioHHOM Iie-
PHOAE IIPOUCXOAAT PELMAMBBI ONEPaTUBHOTO BMe-
IIATEAbCTBA, KAK CAACTBHE — YAAACHHUE TIAACTHHBI B
cpeaHeM depe3 4 roaa. B cBsi3u ¢ aTUM HeOOXOAMMBI
KOHKpeTHBIe pelleHus 110 (papMaKOAOTHIECKON TaK-
trke cTabmansanun ACT B paHHeM mocaeomnepariy-

BIIOAb AO YAAQACHHS IAACTHHBL Kpureprem ypareHus
maactusbl D. Nuss MOXeT CAY>KHTb HUBEAHMPOBAaHHE
rakux nokazateaert ACT, xak mpoaun, I'Al' u rau-
LIVH.

B xoaAe Hamrero MCcAeAOBAHHUS IPOAHAAUBUPO-
BaHA B3aMMOCBs3b MeXAy cTenenpio DBAT'K, mpo-
PUAAKTHKON PA3BUTHUS PEIHAMBOB ITOCAE OCYIIeCT-
BAGHHUSI PEKOHCTPYKIUH KOPPHIHPYIOIUM MeTO-
AoM D. Nuss B OAwkarimeil 1 OTAAACHHbIE CPOKH.
AHaAM3 ITOAYYEHHBIX pPe3yAbTATOB ITOKAa3bIBAET, YTO
BoipakeHHOCTh BBAI'K 3aBucur oT crenenu sxe-
cru HepudpdepennuposanHont ACT. Cpepn ¢ax-
TOPOB, CIIOCOOCTBYIOIHX OBICTPOMY IPOrPeCCHPO-
BaHuio BBAI'K y aereit c HACT MoxxHO BBIAEANTD
He TOABKO TSDKECTb, HO M CTPYKTYPY MEXAY OT-
AEABHBIMH QEeHOTHIMYeCKMMH pU3HaKamu [ 19].

IIpoBepeHMe MAaAOMHBA3HBHON KOPPHUTHPYIO-
mei Topakonaactuku mo D. Nuss mo3poasier orme-
THTb OTCYTCTBHE HMHTPAOIEPAIlMOHHBIX OCAOXHeE-
HUIL, YeMy CIIOCOOCTBYIOT IIPEABAPUTEABHOE pas3be-
AVHEHHUS BHYTPUIPYAHON (aciuu U TIPyAHUHO-
pebepHOro KOMITAEKCA, a IIOCAeAYIOIee IpoBeAe-
HHe ITAACTHHBI He ITOBPEXAACT ITOAAEXKAIUe TKAaHU
[2,5].

Aas npepynpexaenus gopMupoBaHus GpakTopa
PHICKa M Pa3BUTHUS IO3AHUX OCAOXKHeHu# (per-
AVB) TIOCAEOTIEpallMOHHbIE TEPUOAR PadpaboTaHa
KoppHrupymomas ($papMaKOAOTHYEeCKasi Tepamus C
ieAbto crabuamsanuu mpoueccos pecrpykuuun CT.
C oToi1 I]eAbI0 TIPOBOAMAOCH ITATOTEHETHYeCKas U
AUETOTepanusl.

[TaroreHerudeckas Tepamust (CTUMYASLMS KOA-
AareHOOOpa3oBaHHs, KOPPEKINs HapyLIeHU i CHHTe-
32 M KaTabOAM3Ma TAMKO3aMHHOTAMKAHOB, KOPpeK-
LMl YPOBHS CBOOOAHBIX aMHHOKHCAOT KPOBH, CTa-
OMAM3AIMS MHHEPAABHOTO, BUTAMUHHOIO OOMEHOB
U yAyIIeHHe OHOdHEepPreTHIeCKOro COCTOSIHHS Op-
raHu3Ma) Ha $poHe KOMIIAEKCHOR, MPOBOAMAKCD TIa-
I[MeHTaM B Bo3pacTe oT 5 A0 15 aerT.

Oco6bli1 HHTepeC IIPEACTABASIET H3ydeHHE Y ITHX
6OABHBIX OOMEHa BHUTAMHHOB, BBICTYIIAIOIIUX B POAU
KOQAKTOPOB B PEAKIIMSIX dHEPreTHIecKoro obMeHa,
U, B yacTtHocTH, ButamuuaoB Bl, B2 u B6, a tawke
OIleHKa O0eCIeYeHHOCTH AeTell aCKOpOHMHOBOI
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KHCAOTOH. OTOT BUTAMHUH, He SBASSACH HEIOCPEA-
CTBEHHBIM KOMITOHEHTOM (QepMEeHTOB JHepreTHde-
CKOTO OOMeHa, IPUHIMAEeT, OAHAKO, aKTHBHOE OIIO-
CpeAOBaHHOE yJacTHe B PeaKIHAX dHepPreTU4ecKoro
00MeHa, a TaKoKe SIBASETCS] BAXKHBIM (GaKTOPOM pery-
ASIITVE MeTab0AM3Ma COGAUHUTEAbHO TKaHu [ 20 ].

AAS CTUMYyAALIUH TIpOIlecca CHMHTe3a KOAAAreHa
11eAeCOO0OPA3HO HCIIOAB30BATh ACKOPOMHOBYIO KH-
caory (Buramun C), mpemapaThl MyKOTOAHMCAXa-
PHAHO IPHPOADBL (XOHAPOUTHHCYAbDAT ), BUTAMUH
D, xaamasun. Kypcs mpuema MepnkaMeHTOB He0O-
XOAHUMO TIPOBOAUTD C IIEPUOAUYHOCTBIO 2—4 pasa B
roa, B 3aBucuMocTH oT crenenu tsokectu ACT.

Heo0X0AMMBIM apryMeHTOM A€YeHHUs SBASETCSI
AHETOTepanusi ¢ yHnoTpebAeHHeM mumy, 6oraroit
6eakom (msico, priba, pacoab, cos, opexu). IIpo-
AYKTBI TTUTAHHS AOAKHBI COAEPXKATh OOABIIOE KO-
AMYECTBO MHKPOIAEMEHTOB, BUTAMHHOB U HeIpe-
AEAbHBIX KUPHBIX KucAoT [ 10].

IIpeprokeHHass MeTOAMKA, C IIpUMEHEHHeM
CTUMYASIIIUH OOMEHHBIX IIPOLIECCOB, BeCbMa IIOAO-
JKHTEABHO CKa3bIBAIOTCS HAa BOCCTAHOBAGHUH CBS-
30YHOTO ammapara B 00AACTH IPYAUHO-pebepHOro
KOMIIAEKCAa C BOCCTAHOBAGHHEM CTPYKTYPbI XpsIa.
OTpaAeHHDBIE Pe3yABTaTHI, OOAee ABYX AT IIOCAE
yaaseHnsa naacTuakda D. Nuss, M03BoAMAM KOHCTa-
THUPOBATh, YTO KOMIIAGKCHAS TePaMus, BKAIOYAIOIIas
B ce0s MMaTOreHEeTUYECKYI0 TEpAIHIo, AUETOTepa-
I[IMIO B 3HAYUTEABHOH CTEIeHU CIIOCOOCTBYIOT BOC-
CTaHOBAEHHIO KoAaAareHobpasyromeit ¢pynximu CT,
IPeNATCTBYS TeM CaMHM GOPMUPOBAHHUIO TIO3AHUX
OCAOXHEHUH.
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