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KIIMHNUYECKAS ITPAKTUKA \

JIeuenmne feteii ¢ cunapomomM IIbepa Podena

’I[. 10. Komensrus!, ‘ C. A. Ty6us!, ®. V. Bragumupos!, A. B. [Teryxos!, C. B. Amarunal, E. H. CtapoBeposa’,
O. E. bnarux!, T. H. I'pomosa’, E. B. Ctpura, I. A. CTporoHos!
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AHHOTAN A

BBesienne. YacToTa posk1aeMoCTH JleTelt ¢ cMHApoMoM [Tbepa PobeHa 10 JaHHBIM Pa3TMUHbIX aBTOPOB CO-
craBnsier oT 1:8500 mo 1:30000 HOBOPOXKIEHHBIX. HapyllleHre akTa rJI0TaHWs MOKeT TTPUBOAUThL K acUpalinu
MUIITH, CTIOHBI, @ TAK)Ke COEP)KMMOTO SKeTyIKa MPY CPbITMBAHWM, YTO BIEUET 32 cOO0M TSOKENbIe acupaliy-
OHHbIe TTHEBMOHUU. CUHIPOM 00CTPYKTUBHOTO anHod (COA) [ TaKUX JIeTel SBSeTCs KU3HeYTPOXKAOIINM
COCTOSTHMEM M MOYKeT ObITh PUUMHON cMepTH pebéHKa oT achurcuu. He cumTas BbicOKOU cMepTHOCTH, COA
MPUBOJIAT K TOPasfo Gojiee OBICTPOMY, UeM y B3POCHIbIX, PA3BUTHIO KapMOTAaTOIOI MK, BOBHUKHOBEHWIO CHU-
CTEMHOM TMIepTeH3ny Majoro Kpyra KpoBooOpalieHus, 000CTPsIeT 1 YTsoKeNseT TeyeHrne MHOTUX coMaThye-
CKMX 3a00JIeBaHNI; TP OTCYTCTBUM CBOEBPEMEHHOTO U JIOJIKHOTO JIeUeHUs BbI3bIBAeT 3a/1eP>KKy YMCTBEHHO-
ro u GU3MUYECKOTo pa3BUTHS PeOEHKA, TTATOIOrMUeckre N3MEHEeHUs ero JIMYHOCTU M XapakTepa. Marepuabl
¥ MeTo/Ibl. KOMITPeCCHOHHO-IMCTPAKITMOHHbIN OCTeOCHHTEe3 TIpUMeHéH y 80 meTelt ¢ cuHapoMoM [Thepa Pobena
B Bo3pacTe oT 4 fgHel 110 1 rojia, U3 HUX C TSIKEJION CTeleHbio CMHAPOMAa 0OCTPYKTHUBHOTO arHos ObuT10 48,8 %
(39) merei, co cpenmueit — 35% (28), ¢ nérkou - 16,3% (13). [IpenornepanuonHoe 06cIe0BaHUe BKJIIOYAJIO CTaH-
JApPTHBIV KOMIIJIEKC 00CIeJlOBaHUI W KOHCYJIbTAIIUI CIIeIIUaIuCcTOB. B KauecTBe CrelMaabHOro MpOBOIUIIOCH
peHTreHosiornueckoe oobcIeloBanre: KOMIbIoTepHas ToMorpadus yepena u 1ien, GubpohpaprHronapuHTroCcKo-
nust, KoHcybranys JIOP-Bpaua i yTOUYHeHWs yPOBHS 06CTPYKIIMK BEPXHUX [IbIXaTeIbHBIX My Tel U UCKITIove-
HUS 32007I€EBAHUI M MTOPOKOB PAa3BUTHS HOCA, TIIOTKH, TOPTAHU W TPaxXeu, KOTOPbIe MOTYT SBIATHCS MPUUYUHOM
3aTPYIHEHHOTO MPOXOKIEHUS BO3TyXa uepe3 BepxHHe JbIXaTelbHble TyTH U TakKe 00yCIaBIMBaTh HaIWUKe
0OCTPYKTUBHBIX HAPYIIEHUN [IbIXaHUs (MeTsSM, HAaXOASIMMUMCS Ha MHTYOAIIMOHHOM TPyOKe, DTH MCCIeJoBaHuUs
He TPOBOASTCS). BhIomHsIach GOTOJOKYMeHTaIUs, GUKCUPOBATUCH KITMHUYECKWe TTPOSIBIeHUsT 00CTPYKTHB-
HBIX HapYIIeHWI [IbIXaHusd BO CHe Ha (GOTO- W BUIeoKaMepy. VICIomb30BaIcs peryisapHbli 3a60p Ta30B Kpo-
BU, MOHUTOPUHI HACBIEHUST KPOBU KUCJIOPOAOM C IIOMOILBIO IYJIbCOKCUMETPA. BBIMOMHAIOCH TOJIMCOMHO-
rpadpuueckoe obcenoBaHre, KOTOPOe MO3BOJIIET HAaMboIee TOUHO M Haubosee TOMHO OMpeesuTh XapakTep
u crerneHb TsoKecTr COA 10 MHOXKeCTBY IoKazaTesleid. [IpuMeHsaInce HaKOCTHbIE W HAapyJKHble CTep>KHEeBbIe
KOMITPECCUOHHO-IUCTPaKkMOHHbIe anmnaparbhl Mapok KOHMET, KLS Martin, Synthes. Pe3yasraTtsl. Xopouiuii
pesynbrat nojydeH y 90% (72), yIOBIeTBOPUTEIbHBIN — Y 6,3% (5), oTpuiaTesbiblii — y 3,8 % (3) malreHToB..

KnroueBbie cnoBa: cvHIpoM Ilbepa PoOeHa; CMHIPOM OOCTPYKTMBHOTO AIHO3; KOMITPECCHOHHO-TUCTPAK-
LIMOHHBIM OCTEOCUHTE3; KOMIIPECCMOHHO-AUCTPAKIIMOHHbBIY allllapar; He[opasBUTUe HVJKHEeW YelloCTH; [eTH;
HOBOPOJYKJ€HHBIE.
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CLININCAL PRACTICE \

Treatment of children with Pierre Robin Syndrome
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Abstract

Introduction. Incidence of Pierre Robin sequence (PRS) according to different studies varies from 1:8500
to 1:30000 newborns. Swallowing dysfunction may lead to aspiration of food, saliva and gastric content,
resulting in severe aspirational pneumonia. Obstructive sleep apnea (OSA) may be a life threatening condition
for children with PRS and may cause death by asphyxia. Average mortality rate for PRS according to different
studies is approximately 16 % and varies depending on several factors: number of patients in studies, severity
of the condition, diagnostic methodologies and presence of associated syndromes in maxillofacial region.
Mortality rate in severe PSR (especially associated PSR) is 41.4%. Aside from high mortality, OSA contributes
to the development of cardiovascular disease including pulmonary hypertension, which progresses more
rapidly than in adults. OSA exacerbates existing comorbidities; in the absence of timely treatment sleep
apnea leads to learning impairment and behavioral problems, developmental delay, failure to thrive. Methods.
80 children with PSR aged between 4 days and 1 year have undergone compression-distraction osteosynthesis
(CDO). 48.8% (39) of children were diagnosed with severe degree of OSAS, 35% (28) had moderate degree,
16.3% (13) had mild degree. Pretreatment diagnostics included standard set of examinations and specialist
consultations. Special diagnostics included CT of head and neck, fiberoptic nasopharyngoscopy, examination
by ENT specialist for the assessment of the degree of upper airways obstruction and exclusion of pathologies
and anomalies of nasal cavity, pharynx, larynx and trachea, which also may be the cause for reduced airflow
and upper airway obstruction (intubated children haven't undergone these examinations). Photographs were
taken and videos of clinical manifestations of airway obstruction during sleep were recorded. Blood gas
tests were regularly taken; blood oxygenation levels were measured with a pulse oximeter. Polysomnography
was performed, which allows for accurate and comprehensive evaluation of severity of OSA based
on multiple parameters. Extra-cortical and external compression-distraction devices (CONMET, KLS Martin,
Synthes) were used. Results. Good outcome was achieved in 90% (72), satisfactory in 6.3% (5) and negative
in 3.8% (3) of cases.

Key words: Pierre Robin syndrome; obstructive sleep apnea syndrome; compression-distraction
osteosynthesis; mandible hypoplasia; children; newborns.
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BBepnenue

[Tockonbky Hanwuue cuHApoMa [Ibepa PobGeHa
KJIMHUYeCKU 3HAaYMMO He TOJIbKO B Ilepuoje HOBO-
POXKOEHHOCTH, HO U 10 6 MecCsleB JKU3HU, & B He-
KOTOPBIX CJIyYasixX BIUIOTH [0 I'OL0BAIOr0 BO3paCTa,
TO B JJaHHO paboTe BO3pacTHBIE KATETOPUU HOBO-
POXKIIEHHBIX U leTel oT 1 Mecsiiia 10 rofa s yi06-
cTBa Oy yT 0603HAUATHCS €AMHBIM TEPMUHOM «MJIa-
JIEeHLIb» WU «1eTU».

XapakTepuctuka cuHapoma IIrepa PobeHna

Cunpgpom ITbepa PobGeHa — 3TO BPOXAEHHBIN T10-
POK pasBUTUSA, TPOSIBAAIONIUNCST TpeMs 00si3aTeNb-
HBIMM TIpM3HAKaMU: paciielnHa HéOa, HeJopa3BU-
THEe HUWKHEW 4eNfoCTH, TJIOCCOMTO3 - «3amajieHue,
3aMpoKu/IbIBaHKe» g3biKa [1]. YauTsiBas, uTo Hepe/l-
KO MMeeT MeCTO YyCTAaHOBJIeHMe BpavyaM¥ JAuMarHosa
cuHppoMa [Tbepa Pobena 6e3 HajMuus paciiearnHbl
HEOa [2], BaYKHO TIOHMMATh, UTO CHHpoM [Tbepa Po-
GeHa Oe3 paciejnHbl HEGa OBITh HE MOXKET (TO eCTh
6e3 pacienrHbl HEGA — TO yiKe He CUH/APOM [Tbepa
PoGewna).

YacToTa poXKAAaeMOCTH JleTeil ¢ TaKWM CUH/IPO-
MOM TIO J@HHBIM Pa3IMYHbIX aBTOPOB COCTABISIET
ot 1:8500 110 1:30 000 HOBOPOKAEHHBIX [1, 3-5].

OcHoBHOM 1po6JieMoii Tipyu cuagpome Ilbepa Po-
6eHa y HOBOPOK/AEHHBIX ABJISIIOTCS 0OCTPYKTHUBHbIE
HapyIeHus NbiXxaHus, 00yCcIOBIeHHbIe Helopa3Bu-
THEM HUWIKHEW YeNlfoCTH, M3-32 KOTOPOTO BeCh KOM-
Mjekc MATKWX TKaHel [Ha TIOJIOCTW pTa BMecTe
C I3BIKOM CMeIlEéH K3a/11 110 HaTlpaBIeHUIO K 3aJHel
CTeHKe TJIOTKW, B Pe3yJibTaTe 4yero KOpeHb S3bIKa
Cy>KaeT WIJITM BOBCE MepeKphIBaeT MPOCBET BEPXHUX
IBIXaTeNbHBIX Ty Tel (puc. 1):

Pucynok 1. Cxema aHaTOMO-(YHKI[MOHATBHBIX HAPYIIEHUI MPH CHHAPOME
[Tbepa PoGena. HeiopasButie HUIKHEN YeTOCTH M CMEIeHUe s3bIKa K3a/[H
MOKa3aHbl TOPU30HTAIBHON CTPeKoil. CysKeHue IpoCBeTa BepPXHMUX MbIXa-
Te/TbHBIX My Teil Ha YPOBHE KOPHSI SI3bIKA YKA3aHO BEPTHUKAIbHOI CTPEIKOIL.
Figure 1. Anatomical and functional disorders in Pierre Robin syndrome.
Underdevelopment of the lower jaw and posterior displacement of the tongue
are shown by a horizontal arrow. Narrowing of the upper airways lumen
at tongue root is shown by a vertical arrow.

CUMITOMOKOMIIJIEKC TAKUX HAPYIIIEHU U TbIXaHUSA
Ha3bIBAeTCS CUHAPOMOM OOCTPYKTUBHOTO ATHOD
BO cHe. COTJIaCHO MeXXJAYHapOAHOMY IIPU3HAHHOMY
ornpeieleHuIo0, CMHHAPOM 006CTPYKTHUBHOIO allTHOD BO
cte (COA) - 9To coCcTOsIHUE, TIPU KOTOPOM BO BpeMs
CHa BO3HUKAIOT TTOBTOPAIOIIAECS 3MU30/bl OCTAHO-
BOK JIBIXaHUS C YaCTOTOU 5 1 Hojiee 3MTM30/]0B B Yac
U IIUTeNbHOCTHI0 10 ceRyH[T U GoJlee IpU COXpaHs-
OIUXCA ABIXaTeIbHBIX YCUIUIAX U COMPOBOIK A0~
HUecs rnajgeHueM ypoBHS KUCI0po/ia B KpoBH [6, 7).

OmnucaHHble BbIllle KPUTEPUU TPAHUILBI HOPMBI
M TIATOJIOTUM, a TaK’Ke CTereHel THAKeCTU Kaca-
OTCH TOJIBKO B3POC/IBIX MAllMeHTOB. B OTHOIIEHUN
neTel cuTyalus ¢ kjaccupukanuein crerneHen Ts-
JKeCTH 0 CUX MOP OCTaeTCsd HeollpeaeIéHHON. Bosb-
IIMHCTBO WCCJIefoBaTeslell TIpeajaralT CYUTaTh
7T TeTCKOTO BO3pacTa BepXHel I'paHUlleil HOPMBbI
WHIEKC IbIXxaTelbHbIX paccTporcTB (M]IP, konuue-
CTBO DIIU30/I0B HAPYILIEHU I AbIXaHUS B UAC), PABHbII
1 snusoAy B yac [8, 9], uTo NOATBEPIKIAETCS CTATHU-
CTUYECKUMU BKCIIepUMeHTaIbHBIMU HCCJIeJOBAHU-
amu [10]. Tlo maHHBIM MUPOBOW W OTeUeCTBEHHOW
JIUTepaTyphl, efUHOe MHEHWEe O KOJIMYeCTBEHHBIX
KPUTEPUAX U XapaKTEepUCTUKAX CTeIleHeN TIKeCTH
CUHIpOMa OOCTPYKTUBHOTO AllHO® BO CHe y [eTel
II0 HACTOSIIIIEro BpeMs Moka He BhipaboTano [11, 12],
MO3TOMY OIleHKA TSKeCTU TedeHWsT CUHApOMAa 00-
CTPYKTUBHOTI'O aIlTHO3 BO CHe MIPOBOSUTCS MO KJIIUHU-
YeCKUM KPUTEepUsM B COUETAHUU C MMOJIUCOMHOTpaA-
bruyeckrMU ToOKazaTe[IMU HApPYIIeHUS [ObIXaHUS
BO CHe.

TsaKeCcTb CUHIAPOMa Yy HOBOPOKIEHHBIX C CUH-
npomoM [Ibepa PobGeHa MokeT OBbITH TaKoBa, YTO
0OCTPYKTWBHBIE HAPYIIEHUS MbIXaHWUS MOTYT BO3-
HUKATh Jla’ke B COCTOTHUU OOJIPCTBOBAHM, BIJIOTh
10 TIOJTHOM HEBO3MOJKHOCTH JIbIXaHU A B CBA3U C T10JI-
HBIM IepeKkpbITHEeM TIPOCBeTa BEPXHUX bIXaTellb-
HBIX ITyTe KOPHEeM f3blKa. B CBA3M ¢ 3TUM B Hallleid
paboTe Mbl UCTIOTh3YEM TEPMUH CHHPOM OOCTPYK-
TWBHOT'O alTHOS.

Knunnyeckas kiaccuduKalus CTerneHel TsoKe-
ctu COA y mereit, npuBeéHHas B MeXyHApOAHOM
KjaccubuKaluyM pacCTPOUCTB CHA, TaKkykKe OTIMYa-
eTcsd OT TAaKOBOW AJIS B3POCJIBIX U MMeeT CJlelyIo-
wui Bug (tab. 1).

AKTyaabHOCTD MPOOIeMbI

Y MajieHieB ¢ cuHgpoMoM [lbepa Pobena ya-
CTO WMeeTCs CHHJPOM OOCTPYKTUBHOTO allHOD
32 CYET YaCTUYHOrO MJIM IIOJTHOTO TEePeKPbITUA
IMpoCBeTa BEPXHUX [bIXATeJbHBIX MYyTEW KOPHEM
S3bIKa, CMEIIeHHBbIM K3aJW W3-3a HeJOpPa3BUTHUA
HUKHer uvemtoctu. Hanmmume COA y MaJeHLEB
MOXeT ObITh TPUUUHON CMEpPTH OT achukrcuu [6];
HapylleHWe akTa TIJ0TaHWUA MOXEeT IPUBOAUTH
K aClMpaluy MUY, CJTIOHBI, 8 TaK)Ke COAepKUMO-
ro sKejlyJiKa Mpu CpbiTMBaHuU [13], 4TO BJIEYET 3a
coboM TSKEbIe acMpanuonHble mHeBMoHUM. COA
I TaKUX JeTel FBIAeTCHd JKU3HEYTIPOXKAKIUM
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Ta6mua 1. Knuaunueckas kiaccudukanus creneneit Tsokectu COA 'y mereit.
Table 1. Severity classification of obstructive sleep apnea (OSA) in children

Jlérxaga

CpenHsas

Tarénas

IMeeT MeCTO HeCKOJIbKO MPOJIOHIMPOBAHHBIX BITU30/I0B aIllHO3, MPeKpallaoInXCs TOTBKO
M0CJTe BHEPTUYHOW CTUMYIISIIMKY peOéHKa. Bo BpeMsi CHa perucTprupyeTcst yMepeHHasi TUITOKCHST
6e3 runepramHU. CUMIITOMBI MEIIAT HOPMaJbHOW KU3HEHHOW aKTUBHOCTH.

MeeTcs oHO Wim Gosiee U3 ClIeAyIONIero:

a) altHOd MPEeKPAIIAITCS TOIBKO TI0C/Ie CepeYHO-JIErOYHbIX PeaHUMAlMOHHbIX MEPOTIPUITUH;
0) UMeeT MeCTo TIOBTOpeHMe TTPOJIOHTMPOBAaHHbIX (6ostee 20 CeKYH]T) alTHoO;

B) UMEIOTCS TSDKEIbIE OCTIOJKHEHUS, TaKhe KaK HeJOCTaTOYHOCTb MPaBbIX OT/IE/I0B Cep/la,
XPOHWYECKast TUIePKAITHUS 1 TSOKEIast TUITOKCHUS;

I') HEBO3MOXKHOCTb CaMOCTOSITE/IbHOTO [IbIXaHUS Yepe3 eCTeCTBeHHbIe [IbIXaTeIbHbIe My TH.

CremneHb Kimanueckas KapTUHa

Cﬂyan-OTCH rnepuogmnyveckue 31mM304bl alTHOS, IMpOoXoAdlne CaMOCTOATeJIbHO. Het cyuieCTBeH-
HBIX OCJIIOKHEHUMH, COIIYTCTBYIOIIMX CUMIITOMOB, Bpra)KeHHOVI TUTIOKCHUHM WJIN T'UIlepKalTHWH.

COCTOSHMEM W MOXKET OBbITh MPUUMHOU CMepTH pe-
6énka ot achurcuu [14, 15, 16].

CpenHsad CMepTHOCTb Npu cuHIpome [Ibepa Po-
GeHa, TI0 MHEHUIO PA3ITUUHBIX aBTOPOB, COCTABIISET
0K0JI0 16 % ¥ K0je61eTCsi B 3aBUCUMOCTHU OT KOJIM-
YecTBa IMAIlMEeHTOB B WCCJIeIOBAHUAX, METOIOB MUX
yuéTa, pacrnpeaeseHnsd UX M0 IPyIIaM TIKeCTH, ac-
commanuu cuHpoma [1bepa PobeHa ¢ IpyruMu CUH-
I POMAJIbHBIMU TOPa’kKeHUAMHU YeTICTHO-JTMIEeBOU
obmactu. Tak, TIpu TSOHKETONW CTeneHu (M/Uv HaJlu-
YMU acCOIMUpOBAaHHOr0 cuHIpoMa [lIbepa Pobena)
cMepTHOCTD nocturaet 41,4 % [17, 18].

He cuwmrag BeICOKOW cMepTHOCTH, COA mpuBO-
IWT K Topasfo Oojiee OBICTPOMY, UEM Y B3POCIIBIX,
Pa3BUTHUIO KapAMOIATOJOTUN, BOSHUKHOBEHUIO CH-
CTeMHOM TUIepTeH3WM Majioro Kpyra KpoBoobpa-
meHns [19—24]. CuHIPOM OOCTPYKTUBHOTO AITHOD
060CTpseT M yTsKeNsdeT TeueHue MHOTUX COMaTH-
yeckUX 3abojeBaHUM; MPU OTCYTCTBHUM CBOEBpe-
MEHHOI'0 Y [IOJIKHOTO JIEUEeHUS BBI3bIBAET 3aepiK-
Ky YMCTBEHHOT'0 ¥ pU3UUECKOTO Pa3BUTHS peOEHKA
[12, 25, 26], maTonornueckyre U3MeHeHUS eT0 TUUHO-
cTy M xapakTepa [11, 27].

AKTyaJIbHOCTb BOIIPOCA MJIJTIIOCTPUPYIOT JAaHHbBIE
HauumonanpHoro mHCTUTyTa 300poBbs CLIA!L cBuU-
JIeTeJIbCTBYIOIIME, UTO KaKABIM Yac OT CUHIpPOMa
BHe3aIHou cMepTu nornbaer 1 peGEHOK U OT CUH-
JpoMa BHe3alHOW CMepTH THOHeT OOoJjiblle [eTei
B Bo3pacTe 0T 1 7o 6 MecdleB, YeM OT IPYTUX MpU-
YWH, BMECTe B3ATHIX; @ TAKIKE TaHHbIe COBMECTHOTO
ucciegoBaHmgd [1aTCKoro LeHTpa MeOWIMHBI CHA,
YHusepcutera KomeHrarena u JlaTcKoro MHCTUTY-
Ta NIPAaBUTEIbCTBEHHBIX UCCIeJOBAHUN, TTIOKA3bIBA-
IOILIMe, YTO CMEePTHOCTh nmauueHToB ¢ COA B 7 pas
BbIIIIE [0 CPABHEHUIO C KOHTPOJIbHOM rpymoi [28].

[nmuTenpHoe BpeMd TPaLgULMOHHBIMU KOHCEp-
BaTUBHBIMU MeTomamMu JieyeHusa COA y gmerew

'National Heart, Lung and Blood Institute Fact Book: Fiscal Year 1993. URL:
https://babel. hathitrustorg/cgi/pt?id=umn.31951d02747700b&view=1up&seq
=13&skin=2021 (nara obpatuienus 26.08.21)

¢ cunagpoMoM Ilbepa PobGeHa SIBISINCH IEpPEBO/I
pebGEéHKa B IMOJIOYKEHWE «HA JKUBOTE» C YCTAaHOBKOMN
Ha30racTpaabHOIO 30H[A AJISl MOJTHOLLEHHOT'O0 KOPM-
nenus [18, 29—32]; mpuMeHeHWe Pa3MUYHBIX BHY-
TPUPOTOBBIX YCTPOUCTB-06TYpPATOPOB, HEOHBIX TIJIa-
CTWH, YeJIIOCTHBIX LIWH, BO3YXOBOAOB M TaK Jajiee
[14, 33—49]; pmpixaHWe IO TOCTOSHHBIM ITOJIOXKHU-
TeJIbHBIM JaBiienreM [50—52].

N3 Xupypruueckmux MeTOI0B UCIIOIb3YIOTCS: Tpa-
Xe0CTOMMSI, TJIOCCOXeWIaire3ust Uau rjaoCccorneKkcus
[32, 53—65]; mogHALKOCTHUUYHAS MOOMIM3AIUT
MBI THA TTOJIOCTH pTa [66—68]; TPAHCTIO3UIIUS TTe-
penHel J4acTu SKeBaTe/bHOM MBIMIIBI (M. masseter)
C Tejla HUJKHEeW 4esiocTu B 06/1acTh eé BeTBU [69];
BBITSDKEHME HUYKHEW UeTI0CTH I'PYy30M Ha [TPOBOJIO-
ke [70, 71, 72, 73].

[lepeuurcieHHble METOJbl UMEIOT psAJll HEIOCTaT-
KOB - BBICOKYI TpPaBMaTUYHOCTh, HeOU3MOIIO-
IMYHOCTh, HU3KYIO Pe3yJIbTaTUBHOCTh M HeOO0CTa-
TOUHYIO HA[EXKHOCTh [OJYUEHHOrO Ppe3ysbTara.
HekoTopble MeTO[Ibl CJIOKHBI B UCITOITHEHWH, GOITb-
LWIXHCTBO U3 HUX 3HAUYUTEJIBHO YCJIOKHAIOT JleUeHue
OOJILHOTO M YXYAIIAI0T Ka4ecTBO ero >KM3Hu. Heko-
TOpbIe U3 HUX MOTYT OBITh MTPUMEHUMBI B KaueCTBe
BPEMEHHOUW Mephl Ha BpeMs TOJIFOTOBKK pebGEéHKa
K OoJlee paJMKaJIbHOMY JieueHUI0. TpaxeocTomus,
HECMOTpPS HA TO UTO SIBASETCS caMbiM 3QPeKTuB-
HBIM U3 [epeYUCIeHHBIX METO 0B, He pellaeT Mpo-
OiieMy 1 He SBJITeTCs edeHreM 3a00JieBaHUs, U 110
COBpPeMEHHBIM TIpeACTaBJIEHUSIM DTO WHBAJIMU3U-
pylolllee orlepaTUBHOE BMeIIaTeIbCTBO, Pe3KO YX Y-
1Iaolee KaueCTBO KMU3HU OO0JIbHOTO.

YKazaHHble OTpULATe/IbHbIe CTOPOHBI [Eepeyuuc-
JIEHHBIX METOJ0B ABUJIUCH NIPEIOCHIJIKON K TpUMe-
HeHUIO B nedyeHun COA y MIaJeHleB C CUHPOMOM
[Tkepa PobeHa KkoMnpeccuoHHO-OUCMPAKUUOHHO20
ocmeocuHmesa - MeTofa, 00Ja/IaloIero ofgHOBpe-
MEHHO MaJjioll TPaBMaTUYHOCTHIO, (U3UOIOTUUHO-
CTBIO, BBICOKOUW 3bGEKTUBHOCTHI0O W HAMEKHOCTHIO,
JOCTATOYHOW TIPOCTOTON MCIIOJHEHUS, HU3KUM
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MpPOLEHTOM OCJIOKHEHUW U XOpOollIei CTerneHblo
Yy UIeHUs KaueCTBa SKU3HU OOJIBHOTO.

BriepBble B Poccuu MeTO[ KOMIIPECCUOHHO-AMC-
TPaKLMOHHOTO OCTEOCHHTe3a Yy MJIaJleHIleB C CUH-
npomoMm Ilbepa PoGena Ob1 NpuMeHeH Tpod.
B. B. PoruackuM B 1998 1. B I'BY 3 «[leTCcKasa ropoj-
cKas KIMHW4YecKast bonbpHUIA CB. Bragumwupa [13M».
B panbHeyineM MeTO[ KOMIIPECCUOHHO-AUCTPAK-
[IMOHHOI'0 OoCTeocuHTe3a B JieueHuu COA y gereit
c cuHapoMoM I[Tbepa PobGeHa TOYyYWII TIPU3HAHUE
M aKTWBHO MCIIOJIb3YeTCHd B Halllel CTpaHe [Jid jie-
YeHUd TaKkux [eTei. HecMoTpsd Ha 3TO, B OTeye-
CTBEHHBIX MYOJMKANUAX HA JaHHYI0 TeMy KOJIU-
4eCTBO MPOLIEIINUX JIeUeHWe [eTeil ¢ CUHIPOMOM
[Thepa PobGeHa 0ObIYHO HEBEJTMKO. B oTeuecTBEeHHO
UTEepaType JUIIb HeGobIIoe KOJWYecTBO padboT
CcoJlepykaT CBeeHUs O KOHKPETHBIX TOKa3aHUIX
K MPUMEHEHUI0 KOMITPECCUOHHO-IUCTPAKIIMOHHOIO
ocTeocuHTesa y wmiafenne ¢ COA, oOycioBjeH-
HBIM HaJiMuureM cuHpoma [1bepa PobeHa, HeflocTa-
TOYHO IIMPOKO MPe/ICTaBIeHbl PabOThI, B KOTOPBIX
paspaboTaHbl aJITOPUTM M TAKTUKA JIeUeHUsT TaKMUX
OoNTBHBIX (BKJTIOUAIOIIME B ceOs1 XapakTep Ipeore-
pPaIMOHHOW TO/ITOTOBKY, BeJleHrWe OOJIBHOTO B I10-
C/leornepallMoOHHOM TMepuojie 10 W IoCjie Hayvajia
JUCTpaKIMK). PaznnyaTcd MeTOAUKU Orepalrui,
MPUHIIUITBI UCTIOJIB30BAHMUS arapaToB, XapaKTepu-
CTUKW CaMOTO Mpolecca AUCTPaKIMU — CKOPOCTh,
PUTM, CPOKU eé Hauaa, JJIUTEeTbHOCTh PeTEHIIMOH-
HOTO nepuopa. TakyKe Mo JaHHBIM JTUTEpPATyPhl pas-
JINYAKOTCA CPOKU, KOJIMYECTBO 3TATIOB U METOAUKU
BBITIOJTHEH WA Y PAHOIIIACTUKHY Y TeTeW C CUHIPOMOM
[Thepa PobeHa.

CoOTBETCTBEHHO, HACTOSIIAsI CTAThs IOCBSIIEHA
YCTpPAaHEHWIO BBINIEOTMCAHHBIX TIPOOEesIoB B IPO-
fieMaTrKe XWUPYPruyeckoro JiedeHWs MlafleHIleB
c cuHpoMoM I1bepa PoGeHa.

Pe3synbTaThl

B orpmeneHWy UeNIOCTHO-IMIEBONM XUPYPruu
I'BY 3 «[leTckas ropojckas KIMHUYeCKast 6OTbHUIA
cB. Bnragumupa [13M» BbipaboTaH ajropuTM Jieve-
HUs eTel ¢ cuaapoM [1bepa PobeHna:

1. KoMIpecCHOHHO-IUCTPaKIIMOHHBIN OCTEO-

CUHTE3 HUJKHEW YeToCTH.

2. YpaHomnaacTuka.

3. OpTOOOHTHYECKOE JIeUEHME.

OtrpeneHnnie MMeeT GOJIBIION OMBIT TTPUMeHEeHUS
KOMIIPECCUOHHO-JUCTPAKIIMOHHOTO  OCTEOCHUHTEe3a
y neTeir cuagpoMoM [Tbepa Pobena (80 meteii - me-
pelloBOM OITBIT B MMpE) C BBICOKMM IPOLEHTOM XO-
pomnx pesynbpratoB. C 1998 1. mo 2020 1. kommpec-
CHOHHO-JIUCTPAKIIMOHHBI OCTEOCUHTE3 INPUMeHEH
y 80 netert ¢ cuHapomMoM ITrepa PoGeHa B Bozpac-
Te oT 4 gHe#t mo 1 ropma (76 meTeir — o 6 MecsIles,

4 - ¢ 6 mecsiieB J0 1 roga). C TAXKEIOM CTeneHbio
CUHJpOMa OOCTPYKTHMBHOTO amHos Obuto 48,8 %
(39 nmereit), co cpenHelr - 35 % (28), ¢ JErKOU -
16,3 % (13). 40 % pereit (32 pebGéHka) MocTymnasno
MepeBoJIOM W3 [PyrUX Je4eOHbIX YUupexIeHui
(B TOM uwucie U3 POOUIIBHBIX [TOMOB) HENOCPesC-
TBEHHO B OTHeJIeHWe peaHWMalluy Ha UHTY Ol uoH-
HOM TpyOKe B CBSI3M C MOJHOW HEBO3MOXKHOCTHIO Ca-
MOCTOSATEJIBHOTO AbIXaHUA. /I OLeHKM pesysibra-
TOB MPUMEHSIUCH ClleflyIole KpuTepuu (Tabm. 2):

Ta6muua 2. Kpurepuu oLeHKH pe3y/IbTaToB JIeueHHUsI.
Table 2. Outcome evaluation criteria

Pesynsrar | Kputrepun

Xopowmui [IOJIHOe yCTPaHeHNe KINHUYEeCKUX
nposiBiieHnt COA;
BOCCTaHOBJIeHUEe HOPMaJILHOI'O
COOTHOLIEHUS YeII0CTeN.

YIoBIeT- IepeBoy, TSKEI0M WIN CPeIHeTs-

BOpUTEJIb- xémon crenieHen COA B JIETKYIO

HbBIN CTelTeHb (CJTyvyaeB MepeBofa TIKE-
JIO B CPEJIHETSIRETYI0 He ObLIO0);
BOCCTaHOBJIEHUE HOPMaJILHOI'O
COOTHOIIEHUS YeTI0CTeN.

OTpuna- - crenenb COA mociie eyeHus

TEJILHBIN He M3MEeHUJIACh.

Xoportuii pe3ynbraT nonyueH y 90 % (72 pe6Gén-
Ka), yJIOBIETBOPUTESIbHBIHN —~ Y 6,3 % (5), oTpullaTesb-
HBIY -y 3,8 % (3). Y ogHOTr0 pe6éHKa OTpUIlaTe TbHbII
pesynbTaT ObIJ CBA3aH C TPYyOON COMYTCTBYIOIIEH
HEBPOJIOTMUEeCKOM [1aTOJIOTMel, Boe JeTell yMepiiu
B I10CJIe0NepallMOHHOM I1epUojie OT TSXKEJION COIyT-
CTBYIOLEI CepleuHO-JIETOUHOM [1aTOJIOI M.

B oTHOLIeHMM OTHA/IEHHBIX Pe3yJIbTAaTOB MOYKHO
CKa3aTh, YTO MPU KaTaMHECTUUECKOM HaGII0IeHUN
neTeit ¢ cunpomoM [1bepa PoGeHa y Bcex JleTe co-
XPaHSAIUCh AOCTUTHYTBIE OKKJIIO3MOHHbIE COOTHO-
LIeHUs W, COOTBETCTBEHHO, HU Yy KOTO M3 [eTell He
0TMeuanoCh 06CTPYKTUBHBIX HAPYIIIEHWH JIbIXaHUS,
Y HU OfIMH peOéHOK ¢ cuHApoMoM [Tbepa Pobena He
obpaitnancs K HaM TTOBTOPHO.

Bcem peram mnocie 1 roga nposefieHa OfHO3TAIl-
Hasd (yCcTpaHeHWe paclle/IMHbl U TBEPAOTO, U MSAT-
KOTO HEOA OJTHOMOMEHTHO) YPAHOTIACTUKA B MOJIH-
bukamuy KIMHUKK (pazpaboTurku — A. JI. IBaHOB,
JI. B. AreeBa). B pmayibHeimeM Bce feTu Habsroma-
JIMCh Y OPTO/IOHTA, 0COOEHHO YUUTHIBAS TO, UTO TI0-
CJle YPaHOIIJIACTUKM HepeJIKO 0TMevYaeTCs OTCTaBa-
HMe POCTa BepXHel UellloCTHU.

[To Teme cTaThu onyO6sMKOBaHO 14 paboT, B TOM
yncie kauauparckas auccepranug (C. A. [y6uw,
2006) u poxtopckasa guccepranus (. H0. Komerns-
ruH, 2006). TTonyuen mateHT N° 2289343 «Cmocob
ycrpanenusg COA y HOBOPOXIEHHBIX feTei, 00y-
CJIOBJIEHHOT'O HeJI0pa3BUTUEM HUKHEUN UeT0CTU.
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IToka3zaHusg M INpaKkTUYeCKoe IPUMEHEHHe KOM-
TNPECCUOHHO-AUCTPAKI[MOHHOT'0 OCTEOCHUHTE3a

[TokazaHUIMU K TPUMEHEeHUI0 KOMIIPeCCUOH-
HO-IVCTPAKIMOHHOTO OCTEOCUHTEe3a Y JleTell ¢ CUH-
npomoM ITbepa PoGeHa sBASIOTCS:

— TsKénasg u cpenHad crerneHu COA;
— HEBO3MOXXHOCTh CaMOCTOSITEJIbHOTO TIMTAaHUS
Y HOBOPOKIEHHBIX MpU JErkon cterneHun COA.

BaXXHO OTMeTWUTh, UTO MeTOJ, KOMIIPeCCUOH-
HO-IVCTPAKIMOHHOTO OCTEOCUHTEe3a He MMeeT BO3-
PaCTHBIX TPOTUBOTIOKA3aHUN.

OmnepaTUuBHOE BMEIIATeJIbCTBO Y eTeil C CUHIPO-
MoM ITbepa Pobena n Hannurem COA BBITIONTHSETCS
rocJjie TpoBeleHusT HeoOXOooUMO MTpeoTepaluoH-
HOM noAroToBku. Omniepanus MpOBOAUTCH IO 3H[I0-
TpaxeajabHbIM HapKo30M. IHTYyGalus Tpaxeu y naH-
HBIX OOJIBHBIX MOYKET TIPe[ICTaBsITh 3HaUMTeIhHbIe
TpynHOCTH. [T03TOMY TIPU TPYAHOCTIX MHTYOAIMK
eé cie/lyeT MPOBOJAUTH C TIOMOIIbIO TOHKOTO OpPOH-
x0puOPOCKOMA, KOTOPHIM BO3MOXKHO BBECTH B WH-
TYOAIMOHHYI0 TPYOKY. IIpM OTCYTCTBUM TOHKOTO
¢dubpockoria BO3MOYXKHO MCIIOJIb30BaHKWe Oojiee TOJ-
CTOr0 BMeCTe C TIPOBOJJHUKOM, B KaueCTBe KOTOPOTO
MOKeT BLICTYyTAaTh aHTHorpaduyeckass CTpyHa WK
TOHKUI KaTeTep [74].

s BBITIOJIHEHUS KOMIIPeCCUOHHO-IUCTPaKIU-
OHHOTO OCTeoCHMHTe3a HeoOXOIMMO UCITOIb30Ba-
HUe KOMIIPeCCUOHHO-AUCTPAKIIMOHHBIX almapaToB
(KOA). Bo3M0OXXHO HCIOJIb30BaHWE KaK HAPY KHbIX
CTepPsKHEeBBIX (PUC. 2), TAK U HAKOCTHBIX (pUC. 3) atria-
paToB. B oTHeleHUU 4eTI0OCTHO-JIMIEBOW XUPYPruun
I'BY3 «[leTckas ropojickast KinHu4Yeckast 60JbHNTIA
¢B. Bragumupa [I3M» IpUMeHA0TCSI KOMIIPECCUOH-
HO-AUCTpaKUMOHHbIe arnmnapaTtbl Mapok KOHMET,
KLS Martin, Synthes.

PucyHok 2. PeGEHOK € YCTAaHOBJICHHBIM CTEpPSKHEBBIM KOMIIPECCHOHHO-IUC-
TPaKLMOHHBIM allapaToM.
Figure 2. A child with a rod compression-distraction device installed

PucyHOK 3. Pe6EHOK € YCTaHOBIEHHBIM HAKOCTHBIM KOMIIPECCHOHHO-
JUCTPAKIHOHHBIM aIlllapaToM.
Figure 3. A child with an external compression-distraction device installed

-

HakocTHble anmapaThl ¢ HAapy >KHbIM PacIoiodKe-
HUWEM TIPUBOJIHOTO BUHTA 3apEKOMEH/I0OBaJiu Cebst
HaWJIydliuM oOpa3oM TIpW MCIIOJIb30BAHUM Y MJla-
NeHIleB, TOCKOJbKY TMPU WCIIOJb30BAHUU TaKUX
amnmnapaToB Jierye M TPOIIe yXOfd 3a armapaToM;
anmnapar He MelnaeT pebEHKY yn0OHO HAXOIUTHCS
B KpOBaTH; He IeruisieTcss 3a 0ejbé; BEPOSITHOCTH
BOCTIAJIMTEJIBHBIX TIPOIECCOB B 06J1aCTH TIPUBOIHO-
ro BUHTA afmmnapaTa 3HaUUTeIbHO MeHbIe M0 CpaB-
HEHUIO C TAKOBOW B 00JIaCTU CTep>KHeM Hapy KHO-
ro amnmnapara (4acTble BOCIMAJIMTEe/IbHbIE MPOIEeCCh
B 00/1aCTH CTepXHed OTPUIlATeIbHO CKAa3bIBAIOTCS
Ha dbopMuUpoOBaHWUM pereHepaTa U GuKcaldu amma-
para B KOCTH); OT CTEpP)KHeM Ha KOoXKe B MIEUHOMN 00-
JIACTU OCTAIOTCS TPyOble MOMOJHUTEIbHbIe PYOIlbI;
CTepKHeBOU KOMITPECCUOHHO-AUCTPAKIMOHHBI
annapat (9 rpaMMoB) TOUTH B 4 pasa TsxKejaee Ha-
KOCTHOro amnmapara (2,5 rpamMma), 4YTO UMeeT BasK-
HOe 3HaueHWe TMPU YCTAHOBKE UX Y HOBOPOXK[IEH-
HBIX; PACIOioKeHre TPUBOHOTO BUHTA B MOJIOCTHU
pTa MpU KCIOJb30BAHUM BHYTPUPOTOBBIX armapa-
TOB 3HAUUTEbHO OCIOXKHSIET MPOLecC KOPMJIeHUS
1 3aTPyOHSET yXO[ 3a alnrnapaTaMu, OUYeHb MellaeT
pebGEHKY (TpUBO/IsI K TIOBBIIIIEHHOV CajIuBalluN), YBe-
JIMUMBAET BEPOSITHOCTh BOCIAIUTEIbHBIX SIBJIEHUN
B 00J1aCTH armaparTos.

B HacTosiee BpeMs Bpauud OTAE/IeHUS YeoCT-
HO-ULEeBON xupypruun I'BY3 «JleTckaa ropoackas
KJIMHUYecKkast OonbHUIIA ¢B. Bragumupa [13M» oT-
KazaJUCh OT UCIIOJIb30BAHUS CTEPKHEBBIX KOMIIpeC-
CHOHHO-TMCTPAKIIMOHHBIX anmapaToB. Heo6xomumo
OTMETUTh, UTO HEeyT00CTBOM MpPUMEHEHUsT HAKOCT-
HBIX anmapaToB SIBASETCS JOMOJHUTEebHAS onepa-
LU 110/, 00IIMM 00e300/ITMBAHMEM C 1IeJIbl0 UX y/ia-
JIeHUS.

OnucaHue XoJa ONEPAaTUBHOrO BMeINATeIbCTBA
(mpu MCMO/Ib30BaHNM HAKOCTHBIX alMapaToB)

M3 TOOHWKHEUeToCTHOTO JOCTyMa  IOCIIOH-
HO CKeJlleTUpYeTCsl BeTBb, YTOJd W Tejo HUKHen
yemocTh. [lo3af W HUIKe MOUKM yXa BBITION-
HSeTCS TOPW30HTANBHBIN pa3pe3 KOXM IJIWHOU
5-7 MM [Jd CO3[aHUsS KOHTpATepTyphl, asee
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TYIBIM IYTEM MOCKUATOM CO3[1aeTCd KaHaJI B OCHOB-
Hyt0 paHy. KaHas gomskeH 00s13aTeIbHO MPOXOIUTh
yepes MbIIIeYHbIe CJIOU, IIOCKOJILKY IIPOBeeHNe ero
TOJILKO JIAIIL Yepes MOOKOKHOKUPOBYIO KjleTyar-
KY 3HAUUTEJIbHO YBEJIUUYUT BePOATHOCTL BOCIIAJIU-
TeJBLHOr0 TIpollecca B 00JaCTW armapara, Tak Kak
[IOJKOXKHO-KMPOBas KyleTuaTKa SABJISAETCS IIJIOXUM
6apbepoM [JIsi MUKPOOPraHW3MOB M3 BHEITHEN cpe-
OBl Ha IIyTU K KOPIIYCY allrapara, KOTOPLIA HaXo-
OUTCS BHYTPU TKaHeH. KoHTpamnepTypy cjlenyer Ha-
KJIaJIbIBaTh TAKUM 00pa3oM, 4TOObI TPU BbIBEJIEHUU
yepes Hee IIPUBOLHOIO BUHTA allliapaTa MecTo coe-
JVHEHWS BUHTA C KOPIYCOM ObIJIO CKPBITO BHYTPU
CO3/JaHHOTO KaHajla B MATKUX TKaHIX (puc. 4).

B 0CHOBHYVI0 paHy BBOLUTCY alliapar C BbIBeIeHU-
€M ero MpUBO/JHOTO BUHTA Yepe3 cGOPMUPOBAHHY IO
KOHTparnepTypy B 3ayliHo# obigacTu. JIanmku amnmna-
para HakjaAbIBalOTCAd Ha KOCTbh (3aJHAA Ha Yroj
YeJTIoCTH, TepefHssd — Ha TeJjio) U PUKCUPYIOTCH
K He# mypynaMu. JJavHa 1IIypynoB [0OKHA ObITh
Ha 1-2 MM 6oJTbliIe TOIWHBI KOCTH B MECTe ero pac-
[IOJIOJKEHU.

AnmapaTbl GUKCHPYIOTCI K KOCTHM TakuM obpa-
30M, 4TOOBI BEKTOP IMUCTPAKIIMU OBIJT TapajeneH
OKKJIIO3MOHHOM IIJIOCKOCTU ¥ MaKCHUMaJIbHO IIa-
pajulesieH CcaruTTajbHOM IUIOCKOCTH, a ero Jall-
KU JIOJDKHBI OBITH TpeIBAapUTENIbHO pa3Be/leHbl
Ha 2-3 MM C LeJIbl0 CO30aHUd 3araca AJid HoCIeny-
fo1e KOMIIPeCCUM.

Kaxpgas manka QuKcUpyeTcst KaK MUHUMYM
TpeMd WIypynaMu. Bo3MOXKHO UCIIOIb30BaHME KakK
0OBIUHBIX CAaMOHApPe3alo[nX IYyPYIIOB C MpeiBapu-
TeJILHLIM I[IPOCBEpPIMBAHUEM OTBEPCTUHN CBEpJIOM
COOTBETCTRBYIOIIEro nuamerpa (06g3aTebHO C HC-
MOJIb30BaHUEM BOJITHOTO OXJIaKAeHMS), TaK K CaMO-
CBEpAAIIMX IIYPYNOB (KeJaTelbHO MCIOJIb30BaTh
1y pyIbl guamerpom 1,5 Mm).

BoinonHgeTCs 0CTEOTOMUA MeXKIy BeTBBIO U Te-
JIOM 4YeslocTU. OCTeoTOMUIO JKejlaTeJIbHO BBIIOJ-
HSTb TM0O0 PEIUTIPOKHON MTHJION, TUOO MTbe30XUPY P-
rMYeCKMM MHCTPYMEHTOM, TTOCKOJIBKY DTO HauboJsee
maasdiie MeTo/ibl OCTeOTOMUM (B KpaliHeM ciiydae
BO3MOYXHO BBITIOJTHEHWE OCTEOTOMUU TOHKUM 60-
pom/dpesoii). McronbzoBaHue BOASHOTO OXJIaKie-
HUf B IIpollecce BLITIOJIHEHUS pacluja ABIIeTCd
00s13aTeTbHBIM B J11060M ciyuae. OCTeOTOMUI0 He06-
XOIMMO BBITIOJTHATH TaKUM 06pa3oM, UTOOBI NCKITIO-
YUTH MOBPEXKIeHMe 3aUaTKOB 3y00B U MTOBPEKIeHUe
COCYJMCTO-HEPBHOTO MyuKa YeJIoCTU (Y4acTOK KO-
CTU B IIPOEKIUU IIyUKa OCTaBIAeTCH HellepellnjieH-
HbIM). 3aBepllieHre OCTeOTOMUM MPOBOJUTCS JTHOO
packpyurMBaHuWeM armapara, b0 [0JI0TOM, eCcu
Ha arnrapare Mpyd 3TOM BO3HUKAIOT CIIMIIKOM OOITb-
mue ycunusg (Mpy MpoJOJIKeHWM packpydyuBaHWUA
alapara pe3Kko Bo3pacTaeT yrposa BhIXOIa Kpels-
KX IIYPYIOB U3 KOCTH).

JInHUSg 0CTeOTOMUU HOJIKHA IIPOXOLUTHL OT BBI-
peskd MeXXOy YIJIOM U TeJIOM HUKHeU YeIloCTU
B HAIlpaBJIEHUU K IlepefHeMYy Kpalo BeTBU, HO IIpU

DTOM BEpXHSS MMOJOBMHA/TPETh IMHUU OCTEOTOMUM
JOJIKHA OTKJIOHATHCS KIepeau (B CTOPOHY TOJ00-
pozKa), 4ToObl 130eKaTh OCTABIeHUs HA TepeHeM
dparmMeHTe BBICTYMAIOIIEr0 KOCTHOTO «3ayCeHIa»,
KOTOPLIM I[IpU HajibHeUIleM IepeMelleHUN Iepel-
Hero ¢gparMeHTa BIepéJ MOXKET SBUTBHCS MPensT-
CTBUEM [JIf CMbIKaHUs YeJI0CTel U3-3a ero ylopa
B Oyrop BepxHell YeJlfOCTH, BBI3BATh ITPOJIEKeHb
CTUBUCTON 060JIOUKH, YTO MPUBEIET K BOSHUKHOBE-
HUIO THOMHO-BOCIIAIMTE/IbHBIX OCJIOJKHeHU.

[Tociie 3aBeplIeHUS OCTEOTOMUU BLIIIOIHAETCH
KOMIIPEeCCHU.

Pana mocjioHO yIInBaeTcsd, IPUUYEM MbIIIeUHBIN
CIoi HeoOXOAMMO YIIKUTh HAJl KOPIYyCOM afapara,
UTO II03BOJIfeT 3HAUUTEJILHO YMEHBIIUTL BEePOAT-
HOCTB IIPOJIEJKHS TKaHe) Hall alllapaToM B cjlydae
X HaTAKeHUd, a TakyKe 3HAUUTEJIbHO YMEHLIIUTD
BEpPOSITHOCTH BOCHAJIMTENTBHBIX OCJIOKHEHUMN (1o
TeM JKe IIPUYMHAM, KaK U B BBIMICONUCAHHOM CJIY-
Jae ¢ KOHTpamepTypoi). HaknagbiBaeTcs 1-2 mBa
Ha KOXYy B 00J71aCTU KOHTpanepTyphbl. ['emMocTas ocy-
LIeCcTBIgeTCcd 10 Xo4y omepaunu. HakiapgbiBaeTcd
acernrtuyeckas IOJIYCIUPTOBas II0BA3KAa Ha MIBLI
¥ BOKPYT BUHTa alltapara. AHaJOruyHas olnepanud
BLIIIOJIHAETCS C LPYTOM CTOPOHEL.

PucyHOK 4. A - cXemMa yCTaHOBKM KOMIPeCCHOHHO-AUCTPAKIMOHHOTO arlma-
paTa; KpacHBIM 1[BETOM MOKa3aHa JMHUSI OCTEOTOMUM. B - oKoHYaHMe auc-
TPaKIWK; HYDKHSS YeTI0CTh yIJIMHEeHA, KPaCHBIM I[BETOM 3aIlTPUXOBAHA 00-
JIaCTh pereHepara Mex [y (pparMeHTaMn HIKHe YeTioCTH.

Figure 4. A - installation of compression-distraction device; osteotomy line
is shown in red. B - distraction outcome; the lower jaw is elongated; graft
area between the fragments of the lower jaw is shaded in red
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ANTOpUTM M TaKTHKA MpefoNepanuoOHHOr0 M To-
C/1eonepanoHHOTO BeieHUs MIAa/JeHIEeB C CUH[PO-
mowM ITrepa PoGena

OmepaTrBHOe jleueHre MIa/leHI[aM C CUHIPOMOM
[Thepa PobGeHa MOJI’KHO MPOBOJUTHLCS B YCIOBUAX
MHOTOMPOGUIBHOIO AETCKOTO CTalMoHapa ¢ 00si3a-
TeJbHbIM HAaTMUeM OTAeJIeHUN UeTI0CTHO-TTUIeBOM
XWPYPruu, peaHuMaluu, XUPYPruu HOBOPOXKIEH-
HBIX, TOpaKaJbHOU xupypruu, JIOP-oTtnenenus, sH-
IIOCKOITMYeCKOM CJTy>KObI, 00111e60/IbHUYHON TIe1ua-
TPUYECKON CITYKOBI.

[IpeonepanoHHbIN TePUOL,

[Ipr mocTyIUIleHUY MJIafeHIa ¢ CMHOpoMoM [Ibepa
Po6Gena u ¢ Hanuunrem COA niérkoii cternerr pebEHOK
MOJKET OBITh TOCTIUTAJM3UPOBAH B XMPYPruvecKkoe
ornenenue. [lpu Hanuuum COA cpepHeTsKENON
CTeIleHU - JKejlaTesibHa FOCIUTaIu3anud B oThesIe-
HUe peaHUMalUN.

Ecnu pe6éHOK ObIT BCE JKe TOCIUTATM3WPOBAH
B XUPypruyeckoe OTHeJIeHUe, WU IIPU HEeBO3MOXK-
HOCTH BBITIOJTHUTH MHTYOAIMI0 Tpaxew B YCJIOBU-
X OTHOeJIeHUd, UIN Ha BpeMd OKUOaHUg IIepeBoga
pebéHKa B Ccrenunaan3vpoBaHHOe OT[e/eHre/yY-
pexeHne, HeoOXoIMMO COOTI0/IeHe Mep, KOTOpPhIe
CHUJKAIOT BEpPOATHOCTH, YaCTOTY U [OJIUTEIbLHOCTD
DTTM30/10B 0OCTPYKTHUBHOTO aIllHO?, a TaK)Ke BeposiT-
HOCTD aCIIMpaluy CJIIOHEBI, IUIIN WX CPBITUBAEMO-
r0 COOepP>KMMOr0 JKeIyaKa, @ UMeHHO:

— TIOCTOSIHHOE TI0JIOKeHre pebéHKa Ha GOKY;

— TiepeBof;, pebGéHKA B TIONOKeHWE HaA JKUBOTE
C TIoJiBelLIMBAHMEM 32 I'0OJIOBY TIPU TsHKEnon Gop-
Me COA (puc. 5);

— YCTaHOBKa HaA30racTpPaibHOTO 30HAA [JIS IIUTa-
HUS,

— BBIJIep)KMBaHNe pebGEéHKa B TOJIOKEHUU C TIPHU-
IIOOHATBHIM TOJIOBHBIM KOHIIOM B TeuYeHUe
20-30 MUHYT 1IOCJIE KOPMJIEHUS;

— YCTaHOBKa BO3[YXOBOMa;

— TpolUMBaHKe A3bIKA C ero puKcauueil Ha [JIUH-
HOU 1uratype.

PucyHok 5. Pe6énox 1 mMecsit ¢ cunpoMoM [Ibepa PobGeHa B MojI0sKeHnU Ha
SKMBOTE C MOfIBEIIIBAHUEM 3a TOIOBY. YCTAHOBJIEH HA30TaCTPaIbHbINA 30H/ .
Figure 5. A 1 month old baby with Pierre Robin syndrome in a prone position,
head is supported. Nasogastric tube installed

C Tsoxkénon crenenblo COA MaageHIbl [OJIDKHBI
ObITh TOCMUTAIM3UPOBAHBI 0093aTe/IbHO B OT/esIe-
HUWe peaHuMaluu. IlomaBisdioniemMy OOIbITUHCTBY
Takux geren TpebyeTcd sHAOTpaxeasibHad (pexe
HazodapuHreabHas) WHTYOANUST 1yt obecriedeHns
BO3MOYKHOCTH [IbIXaHUS, HA30racTpaJibHOe TUTaHUE.

OrnepaTUBHOE JieYyeHWe HOBOPOXAEHHBIX C CHUH-
npoMoM I[Tbepa PoGeHa BO3MONKHO C TIEPBBIX [IHE
JKU3HU TIPU OTCYTCTBUM TIPOTWBOIIOKA3aHUA B CBY-
3M C COMYTCTBYIOIIEN matosorueit. Ecnu y pebéHka
Mpy MOCTYIJIEBHUM MMeeT MeCTO TPaxeoOpPOHXMT,
UTO JAOBOJIBHO YaCTO BCTpevaeTcsd y MJIaleHIIEeB, MO-
CTYMalIUX WHTYOMPOBAHHBIMM DHOTpPaxeasbHo,
OoTlepaTUBHOE JleyeHue CJIeflyeT BBIMOJIHAThL TMOCe
KYMUPOBAHHUS TPaxeoOpOHXKTa, TMHO HA MUHUMYMe
€ro TNposBJIEHUW MMPU HEBO3MOXKHOCTHU TIOJTHOTO €ro
KynupoBaHusd. [Ipy HaIMUMK MTHEBMOHWM Ollepalriug
BO3MOKHA Ha GOHE OCTATOUYHBIX €€ MPOSIBJIeHUA.

[locieonepanioHHBIA TepUOL,

B mepBBle dYackl TOCe omepanuu Ha 067acTH
OIlepallMOHHBIX paH HaKJIAAbIBAOTCS EMKOCTU CO
JIBJIOM C 11eJIbI0 YMEHbIIEeHUT 0TeKa MATKUX TKaHeu.
[TpoBoguTCS aHTUOAKTepWasibHAs Tepanus (AHTH-
OMOTHK IIMPOKOTO CIeKTpa [EWCTBUS B TeueHUe
7-10 mHelt).

[Ipy ycTaHOBKe Hapy’>KHOI'O CTEPJKHEBOI'O KOM-
[IPeCCUOHHO-AUCTPAKLMOHHOIO allapara, a TakxKe
[IpU HAPYJKHOM paCIOJ0KEeHUU [PUBOLHOIO BUH-
Ta HAKOCTHOIO allrapara IIPOBOJUTCS eXXeJHeBHas
CMeHa acCelTUYeCKUX [OJYCIUPTOBLIX I[OBSA30K.
[IBel ypanswTes Ha 7-10-e cyTKU mocjie onepauuu.
[Tepros KOMIIpeCCUM AJIUTCS 57 Hel. 3aTeM cliefy-
eT Iepuojl OUCTpakuuu. ucTpakuus MpoBOLUTCS
1o 1 MM B cyTKH 1po6HO: 10 0,25 MM 3a 4 pasa 1o BhI-
JBUKEHUS HUOKHEN YeJIloCTU KIlepeau 10 IIpaBuilb-
HOI'0 IpUKyca.

B paHHeM mnocieornepanoOHHOM IepUOe BayXXHO
pemnTh BOMPOC O CPoKax dKCTybanuu. Perrenue
[IPUHMUMAETCHd PeaHUMaTOJIOrOM Ha OCHOBAaHUU W3-
HauanbHOU cTenenn COA, HEBPOJIOTMUYECKOTO CTa-
Tyca pebGéHKa, HATWYMS SBIEHUN TPaxeoOpPOHXUTA
W PYyTUX KIMHAYECKU 3HAUYUMBbIX PaKTOPOB.

Y MmnanenueB c nérkou crernenbio COA srcTyba-
LMS B HEKOTOPBIX CJIydasiX BO3MOJKHA [ake [10 Ha-
yasa AucTpakuuu. Ho, Kak mpaBuio, 0OBIUHBIN CPOK
OKCTyOanmm - 3-5-e CYTKM 1oc/ie Havyajia JUCTpaKk-
UM (B TSOKENBIX Cydasgx DTOT CPOK MOXET yBe-
auumBaThes 10 7-10 cyTok). Ecnu peGéHOK mocre
DKCTYOalMy He CITPaBISETCS C CAMOCTOSITETbHBIM
ObIXaHWEM B TeueHWe CYTOK, ero HeoOXOAMMO T0-
BTOPHO MHTYOWPOBaTh, @ DKCTyOMPOBATh HE paHee
yeM uepes 3 JHS.

[lepeBosi Ha CaMOCTOSITEIbHOE TTMTaHWE HE0OXO-
JMMO HAUMHATh II0CJIe TOr'O, KaK AblXaHUe I10JIHO-
CTbl0 HopMajmasyetcs. [lepeBon ocyliecTBisIeTCs
[IOCTEIIeHHO C Me[JIeHHbIM YBeJIMYeHueM [0JIu
CaMOCTOSITeIbHOI0 KOPMJIEH UM (JOKOPM Yepe3 30H/1).
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Bo BpeM# AMCTpakiMy 4acTo HAOJI0aeTcss OT-
CTaBaHWe B paCKpy4YMBaHWUU OJJHOTO M3 alllapaToB.
Kaxk mpaBuJio, OTCTA&T armapar, pacloIO’KeHHbBIN
Ha CTOPOHe, Ha KOTOPOI Hauboiee 4acTo JIeXKaT HO-
BOPOXX[EHHbIE 1eTH, TaK KaK, HECMOTPS Ha TO, YTO
CeCTPUHCKU TTepcoHall IepuoguvecKy nepexsiaibl-
BaeT feTel ¢ 6OKy Ha OOK, BCé ke Gojibliiee BpeMs
pebGEHOK TPOBOAUT Ha KakoM-Tu6o ofHOM GOKY -
B OCHOBHOM Ha TOM, KOTOPBIM 0OpaIlléH B CTOPOHY
npoxoja y KpoBaTu. [103ToMy HEOOGXOMMO BHUMA-
TeJIbHO CJIE[IUTh 32 OTKJIOHEHWEM HUYKHEN Yen0CTHr
OT Cpe/lHel TMHWU B MpOLecce NUCTPaKIINK.

[Tp¥ BO3HMKHOBEHWM OTKJIOHEHWS HeOoOXO[qnMO
YMEHBIIUTh TeMI OUCTPaKIUKW Ha Olepexarollem
arnmnapate jM00 YBeJMUUThH €ro Ha OTCTAIIEM.
[IpyHSATHE MEPBOTO UJIM BTOPOrO pelleHUs 3aBUCUT
OT Pe3yJbTaToB sXorpabuuyeckoro ucciegoBaHUS
JUCTPaKIIMOHHOTO perenepara (Y 3U).

Y3W nUCTpakIIMOHHOIO pereHepara IMo3BOJIseT:
— TOYHO KOHTPOJMPOBATh BEJIMUUHY PACKPyUMBa-

HUA anmnapaTos;

— KOHTPOJIMPOBATh CTeleHb 3PEJIOCTU JTUCTPAKIIU-
OHHOI'O0 pereHepata W B 3aBUCMMOCTU OT CTelle-
HUW €ro 3pesjioCTu MHIMBUAYAJbHO MEHSTh TeMIl
W PUTM JIMCTPAKIIMKU B CTOPOHY MX YBeIWYEHUS
WV YMEHbBIIIeHUd 11 popMUupoBaHus Hosiee Moj-
HOIIeHHOT0 (HOPMOTPOPUUECKOr0) pereHepara.

ANropuTM  3XOorpapuueckoro  KCCiaegoBaHUS
JVCTPaKIIMOHHOIO pereHepara MpW KOMIIPECCUOH-
HO-TUCTPAKIIMOHHOM OCTEOCUHTE3e (pUC. 6):

— Iepell HayaJIOM JUCTPaKlUW [POU3BOIUTCH
ornpejleJleHMe B3aMMHOI'O PaCIIOJIOKEHUA KOCT-
HbIX (GparMeHTOB U U3MepeHHWe PACCTOSTHUS
Me3KAY MPOKCUMAaJIbHbIMU U TUCTATbHBIMU GUK-
CUDPYIOLIUMU DJIeMeHTaMU (JlTallkaMu) almnapara;

— HayalJl0o [OWUCTPaKIWW OCYILIECTBISETCH HeIOo-
CpeACTBEHHO MOJ, 3XOorpapuueckuM KOHTPOJIeM
JI0 BU3YyaJIbHOW perucTpaluMu TepBbIX MpU3HA-
KOB CMellleHU s KOCTHbIX pparMeHTOB;

— pxorpaduueckuii KOHTPOJIb 3a MepeMelleHUueM
KOCTHBIX GpParMeHTOB U COCTOSTHUEM UCTPaK-
[IMOHHOI'O pereHepara cjefyeT OCYIIeCTBIITH
C MHTEepBaJjioM B 3-4 [IH4;

— W3MepeHue JUCTPAKIMOHHOIO IepeMelleHnd
KOCTHBIX GPAaTMEHTOB CJIeJyeT MPOBOIUTH, OPH-
eHTUPYSICH HA TPUPOCT PACCTOSTHUS MEXKXTY GUK-
CUPYIOIIMMHU BJIEMEHTaMU KOMITPECCUOHHO-IUC-
TPaKIIMOHHOTO alllapara;

— BBISIBJIeHWe 3Xorpaduyueckux TPU3HAKOB Gop-
MUPOBaHUS HOPMOTPOGUUECKOTO pereHepaTa He
TpebyeT U3MeHeHWs TeMIla JUCTPAKIUU; BhIsSB-
JleHre 3XorpadruecKuxX MPU3HAKOB GOpMUpOBa-
HUS TUNEPTPOOUUECKOTO pereHepara TpedyeT
yBeNMMUeHUsT TeMTa OUCTPaKIuu A0 1,5-2 MM
B CYTKU; BBIIBJIeHME 3XOrpaduuecKux MpuU3Ha-
KOB GOPMUPOBAHUS TUTIOTPODUUECKOTO pereHe-
para TpebyeTr 3aMeJJIeHUsd TeMIla JTUCTPaKIUN

1o 0,75-0,5 MM B CYyTKH;

— B [IepUOJ] PeTeHIIMU dXorpapuuecKruit KOHTPOJIb
3a COo3peBaHMeEM AWUCTPAaKIMOHHOTO pereHepara
MPOBOJUTCS C MHTEepBaJoM B 1 MecsI] A0 TOSIB-
JIeHW S TPU3HAKOB 3aBEepIlIeHUs MUHEePaIM3anu
IUCTPaKIIMOHHOIO pereHepara.

PucyHoK 6. DXorpaMmbl 30HaJIbHOW CTPYKTYPbl pereHepaToB B [epuo[, J1C-
TpaKLMK: a) runoTpopudeckuis; b) Hopmorpoduueckuis; c) runeprpoduue-
CKHHA.

Figure 6. Echograms of the zonal structure of grafts during the distraction
period: a) hypotrophic; b) normotrophic; c) hypertrophic
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It Toro uTo6bl M36EeKaTh 3aePKKU TUCTPAK-
LIVY, CBA3aHHOW C MpeojoIeHueM YIIPYTUX Halps-
JKEHUHW B KOMITPECCUOHHO-IUCTPAKIIMOHHOM arma-
paTe, HeEOOXOJMMO BCerja HauMHATh JUCTPAKIIUIO
MOJ, YIBTPa3ByKOBbIM KOHTPOJIEM, KOTAA PACKPY UM~
BaHMe OUCTPAKIMOHHOTO armnapara OCylleCcTBIsIeT-
CsI HETMOCPEe/ICTBEHHO IM0j] 3X0oTrpadrdyeckuM HabITIo-
IleHueM A0 TMOSIBJIeHUS MepBbIX dXorpabuueckux
MPU3HAKOB Hayaja CMelleHUs KOCTHbIX dparMmeH-
TOB. MIHaue Takas 3a/lep>kKa Be/IET K U30bITOUHOMY
co3peBaHU0 GUOPO3HOM TKAHU, UTO SIBISETCS He-
JKeaTeTbHbIM.

B KoHIe meproa [UCTPaKUUA TPOBOAUTCSH PEHT-
FeHOJIOTUYECKUA KOHTPOJIb pereHepaToB, IOJIOXKe-
HUS U COCTOSIHUS arrnapaTos.

[Tociie OKOHYAHUA OUCTPAKIIUUA TTPUBOJTHON BUHT
arrnapara cjiefyeT OTCOeNUHUTH OT KOopIlyca arrma-
para. [Ipu 5TOM, eclii KOHTpanepTypa B 3ayLUIHON
0671aCTM BO BpeMs OIMEpPaTUBHOIO BMeIIATe bCTBa
Oblj1a HaJlOKeHa MPaBUJIbHO, KOPIYyC armapaTta Oy-
JIeT TIOJTHOCTBI0 CKPBIT B MATKUX TKAHAX, 4YTO 0be-
CIIEUUT TOJTHOE 3a’KMBJIeHWEe KOKHOW paHbl KOHTP-
amepTypbl Haj anmnapaTtoM. TakuMm o6pasoMm, Bech
pPeTEeHIMOHHBIA TIepuoy, anmapaTt OyeT MOTHOCTHIO
M30JIMPOBAH MATKUMU TKAaHIMU OT BHEIIHEW cpe-
Ibl, UTO MCKJIIOYAeT HEeOOXOOUMOCTH eKeHeBHOM!
CMEHBI TIOBA30K BOKPYTI armnaparoB, Kak, Hallpu-
Mep, B CJlyyae YCTAaHOBKU CTep’KHEeBBIX KOMIIpec-
CUOHHO-TUCTPAKIIMOHHBIX alnapaToB (MOCKOJbKY
peOEHOK Ha Tepuoj PeTeHIIMHM BBITTUCHIBAETCS [0-
MOW) W MCKJII04aeT BO3MOYKHOCThH BOCHATMUTEIbHbIX
OCJIOKHEHUN.

[Tociie OKOHYaHUS Tepuoa AUCTPAKIIUU CIedy-
eT PEeTeHIMOHHBIW Iepuoj, KOTOPBIK CcoCTaBiIdgeT
MUHUMYM 12 Hepenb. [To MCTeUeHUU peTEHIMOH-
HOTO Tlepuoja MPOBOAUTCH yOajleHue KOMITPeCcCH-
OHHO-AUCTPAKIMOHHOTIO armapara B IJIaHOBOM I10-
psifiKe: HAKOCTHBIe — o, o61uM 06e360TMBaHUEM,
CcTepXHeBble — B aMOYJIATOPHBIX YCIOBUSX Oe3 aHe-
cTe3nu. [lepen ymajieHreM anmnapaToB MPOBOJUTCS
PEHTIeHOJIOTUYEeCKUM KOHTPOJIb COCTOSATETbBHOCTU
pereHepaToB U CTeNeHU UX occupukanuu (mpu He-
IOoCTaTOUHOW occubUKalUK yaaleHue KOMIIPeCccu-
OHHO-AUCTPAKIMOHHOrO arrapara CcjiaefyeT OTJIO-
SKUTH 00 OOCTUXKEHUST HeOOXOIMMOM eé CTeIleHw).

YpaHoniaacTuka (0JJHOMOMEHTHass — MSTKOTO
M TBEPIIOTO HEGA) BBHITIOITHSAETCS B TIJITAHOBOM TTOPSI/I-
Ke HauMHasd ¢ Bo3pacTa 1 roa.

B paHHeM mocjeonepaluoHHOM Tepuofie Tocie
MpOBEIEHHOW YPAHOMIACTUKKA MOT'YT BO3HUKATh
BpeMeHHble 0OCTPYKTUBHbIE HAPYIIEHUS [IbIXaHUS
M3-32 T0CJIe0NEepPaIMOHHOTO CY)KeHWsT HEOHO-T10-
TOYHOTO KOJIbIIA M MTOCIe0NepaMOHHOTO OTEKA MST-
Koro HéGa (M MHOTIA f3bIKa). M3 3TOro BBITEKAIOT
creaytole peKoMeH /1Al nu:

— TPU HaJIMUYMUU TPAXEOCTOMBI €8 3aKphITHE CIIey-
eT MPOBOAXTH MOC/Ie YPAHOIIACTUKY;
— pebGéHky ¢ cuHapomoMm Ilbepa PobGeHa, Ko-

TOPOMY He IIPOBOOWJICA  KOMIIPECCHOHHO-
OUCTPAKIMOHHEIM OCTEOCUHTE3 HUIKHEHN Jeslto-
CTH B CBSA3M C JIETKON popmoit COA M y KOTOpPOTO
BCE JKe coXpaHAeTcs HeJopasBUTHe HUKHeU ye-
JIIOCTU K BospacTy 1 rofa, cienyer mepep ypa-
HOIJTACTUKOM 3a071aroBpeMeHHO TTPOBECTH 3TAll
KOMIIPECCUOHHO-OUCTPAKLIMOHHOIO  OCTEOCUH-
Te3a HUJKHeU YejIIoCTU C LeIbl0 MUHUMU3ALUU
BO3MO>KHBIX OOCTPYKTUBHBIX HAPYIIEHWH [1bIXa-
HU4 II0CJIe MOC/IeAVIolel ypaHoIlJIaCTUK Y.
OcobeHHOCTH COOCTBEHHOU MoauduKauu ypa-

HOIIJTACTUKY 3aKJIIOYAIOTCS B CJIeIYIOLIeM:

— MBbIIIIBl HEOA OTCEKAIOTCS OT MECT MaToJoruye-
CKOTO TIPUKPEIIeHUsT K HEOHBIM KOCTSIM;

— MBIIIIBL OTCEapoOBLIBAIOTCA U OT HOCOBOH, U OT
POTOBOWi CIM3UCTOMN 000JIOUKHY;

— MBIIIBL CIIUBAIOTCS BMeCTe «KOHel] B KOHeIl»
¢ GopMHUpOBaHMEM MBILIEUHOrO KOJIbIIa;

— OJWH U3 A3bIUKOB OTCeKaeTC s ITOJIHOCTHIO;

— yuBaHue HEOA B 001aCTH sI3BIUKOB MTPOBOUT-
€S C UCIIOJIb30BAHMEM IIJIACTUKU TPeyroIbHUKA-
MU 715 0OecriedeHus TTOJI0KeHUs 0CTaBIIerocs
S3blUKa I10 [eHTPpalbHOY JINHUY;

— ecJyTu HEOHbBIe JIOCKYTHI K OKOHYAHWIO OMepaThB-
HOr'O BMeIllaTe/IbCTBA OKa3bIBAIOTCH CMeIlleHHEI-
MM K3aAu, UX QUKCUPYIOT B 3TOM IOJOKEHUHN
6e3 monTATUBaHUS K GPOHTAJBHOMY OTIENY
BepXHeH uejIioCTy;

— eC/JIM K KOHILy oIlepalliyd O0CTaeTcd Yy4YyacToK
HUJKHEM IOBEpXHOCTU HOCOBOW CJIM3UCTOMH,
He TOKPBITHI HEOGHBIMU JIOCKYTaMU, Ha TIepe/-
HUM oThoen HEGa HaKIaabIBaeTCs 3allUTHAs
noBsd3Ka ¢ (QuKcalueil ee KpaeB K CIAW3UCTON
aJIbBEeOJIIPHOI0 OTPOCTKA BepXHEN UeII0CTHU.

ABTOpPCKMI XUPYPru4eCcKuii MeTo/| ¢ UCIOIb30Ba-
HUEeM KOMIIPeCCUOHHO-IUCTPAKIMOHHOIO OCTEOCUH-
Te3a y MJajieHIeB ¢ cuHapomoM IIbepa Podena

Crnoco6 ycrpanenus COA y HOBOPOX/IEHHBIX
nereil, 0OYCJIOBJIEHHOTO HeIOpPa3BUTHEM HUYKHEH
yenocTu (mateHT N° 2289343). OcTeoTOMUS HUXK-
Hell 4YesloCTH OCYIIEeCTBASIETCS 4yepe3 o0Oe KOpTH-
KaJibHble TIJIACTUHKYU W TybuaToe BeleCTBO KOCTH,
KOCTHBIE OTJIOMKHU IIOABEpPraroTcsd KOMIIPpeCCuy,
a 3aTeM JUCTPAKLUU C [IOMOIILIO ABYX HAKOCTHLIX
KIA. BUHTEI aniapaToB BLIBOLATCH HapYXKy uepes
OT[eJIbHble KOHTpallepTypbl Ha KOXKe B 3ayIIHbLIX
obnactsax. Bo BpeMs AUCTPAKIUK TTPOUCXOUT Tie-
peMelleHre HUKHeN YeII0OCTU BMeCTe C MBILIIaMU
JIHa TI0JIOCTU PTa U A3LIKOM KIlepe[y, B pesyjibrare
yero MpoCBeT BepXHUX [ObIXaTeJIbHBLIX IIYyTeil yBe-
JINYUBaeTCs, ObIXaHUe IIOJHOCThI0 HOPMaju3yeTcs
(puc. 7, 8).

[TucTpakuus HAaUYMHAETCS HA 5-7-e CYTKHW Tociie
orepanuu 1Mo 1 MM B [ieHb 3a 4 npuéma 1o 0,25 MM
710 OCTUYKeHUsT HeoObXoauMoro GyHKIIMOHAIBHOTO
U KOCMeTHUYeCcKoro peasysbrara. [lepuon pereHnuu
IUIUTCS He MeHee 12 He[esib, 3aTeM allllapaThl yaa-
JISIOTCSL.
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PucyHok 7. CxeMa BEePXHMX [BIXaTeIbHBIX IyTell ¥ cxeMa pa3paboTaHHOIO PucyHok 8. CxeMa BepXHUX [JBIXaTeIbHBIX IIyTeil U cXeMa IIOITyUeHHOro pe-
crocoba TIpu CHHZIpOMe 0OCTPYKTHBHOTO allHOd. SI3BIK CMeIeH K3alu U Ie- 3y/bTaTa Mocje AUCTPaKIUK. HIDKHSS YeToCTh U SI3BIK IIepeMellleHbl KIepe-
PeKpLIBAeT IPOCBET BePXHUX [bIXaTeIbHbIX My TEIL IV, TIPOCBET BEPXHUX JIbIXQTeIbHBIX Ty TeH YBeIMIUICS.

Figure 7. Upper respiratory tract and developed treatment for obstructive Figure 8. Upper respiratory tract and distraction outcome. Lower jaw and
apnea syndrome. The tongue is displaced posteriorly and obstructs the upper tongue are moved anteriorly, the upper airway is enlarged

airway

CBoj, NMPpaKTUYECKHUX peKOMeH}IaHI/Iﬁ

[TpuHIMIIMaIbHAS CXeMa JieueHust IeTel ¢ cuHapoMoM ITbepa PobGena:

1. KoMIpecCHOHHO-IUCTPAKLMOHHBIA OCTEOCUHTE3 HU)KHEN YeII0OCTH.

2. YpaHomnacTuka.

3. 3aKkpbITHe TPaxeoCTOMBI (TPU HATUYNN).

4. OpTOAOHTUYECKOe JIeUeHue.
[Tpu poskfeHnn pebéHKa ¢ cuHIpoMoM [1bepa PobeHa MeIUITMHCKOMY MePCOHATY YUpeXaeHus
HeOOXOMMO CBSI3aThCs CO CTAIIMOHAPOM, B KOTOPOM TIPOBOJIUTCS JIeUeHNEe TaKWX JleTel,
Y 110 COTJIACOBAHUIO C OTBETCTBEHHBIMU JIMLIAMU IIPOBECTU NUATHOCTUKY [JIS PelleHus BOIlpoca
0 HAJIMYMH MOKa3aHUl K OTIePATUBHOMY JIeUeHUIO (ITPU 3TOM [TaHHOe pellleHune >KelaTelbHO
MPUHUMATh B TeUeHWe TePBO HeJleu YKU3HU PeOEHKA).

[I7151 oripesiesieHusT TOKa3aHUM K OTIepaTUBHOMY JIeYeHUI0 HeOOXOIMMBI:

— KOMIIbIOTepHAas ToMOTpadus uepera 1 IIeu C arom He 6oree 1 MM;

— TIpoBeieHre GpUOPOTAPUHTOCKOTINN;

— 3aKJIloUeHre HeBPOIaTosora C JaHHBIMU HeMpocoHorpaduy;

— BBITTMCKA peOEHKa;

— OCMOTP UYeJIIOCTHO-JIMLeBOro xupypra, JIOP-Bpaua, reHeTHKa (€C/I UMEeTCs Takasi BO3MOYKHOCTB).
Ha ocHOBaHWM DTHX JaHHBIX TPUHUMAETCS pellieHre O epeBo/ie B CelMaTu3upOBAHHOE YUpeKe-
Hue. PellieHre o TiepeBo/ie MPUHMMAETCs COBMECTHO C BpauaMy U afMUHUCTpALMe yupexxaeHus,
Ky/la TIepeBOINTCS MaeHT. Eci pe6éHOK HAXOOUTCS B JOMAITHUX YCIOBUSIX — TOCTIMTAIA3ATINS
MTPOBOJIUTCS B MHAMBUIYATBHOM TTOPSITIKE (B 3aBUCUMOCTH OT COCTOSTHUST pebEHKa).

JleueHue TakuMM [1€TSM JOJDKHO OKa3blBaThCs B YCJIOBUSIX MHOIONPOQUIIBHOIO eTCKOI'o CTalMoHapa
¢ 06sI3aTeIbHBIM HaJTMUYKMeM OT[eIeHUI UeTI0CTHO-TTUIeBOY XUPYPIruy, peaHuMallliu, XUPYPrun HOBO-
POXK/IEHHBIX, TOPaKaIbHOW XUPyprun, JIOP-oTAeneHust, SHA0CKONNYECKON U TTeUaTprIecKoil CIyKO.

Mitagenuesn ¢ nérkoy crerneHblo COA MOJKHO FOCIUTAIM3UPOBATE B XUPYPruueckoe OTheIeHUE,;
CO CpeJHeTSKEJION CTelleHblo — JKeJlaTeJIbHO TOCIIUTAIM3UPOBAaTh B OTAe/IeH1e peaHMalluy;

C TSIKEI0M — 0053aTeIbHO B OT/le/ieHre peannManuu. [1pyu HeoOXoAMMOCTH — UHTYOAIINS Tpaxeu,
YCTaHOBKA HA30raCTPJIbHOTO 30H/A.

HPI/I TOCIIUTA/IN3allN B XUPYpIruyecKoe oThae/ieHue — CO6HIO,Z[€HI/I€ MeDp, CHMOKarmnX BepoOATHOCTD,
HacCTOTy U OJIMTEJIBHOCTD DITM30/40B O6CTPYI(TI/IBHOFO allHOD3, a TaKoKe BEePOATHOCTL aCIllvpalin CJII0-
HbI, TTNIIX WUJIX CPbIT'MBaeMOIro Cooep>KMuMOoro.

OnTuManibHbIe CPOKMU OTTIepaTUBHOT'O BMellaTe/IbCTBa Y HOBOpO)K,I[éHHBIX — MATBIA-CeIbMOU TeHb
Tmocjie posKaeHund, KoToa KYITUPYIOTCA ABJI€HUA JKeJITY XU HOBOpO)K,I[éHHbIX. HpI/I HeO6XO,[[I/IMOCTI/I 110
TMOKa3aHUAM BO3MOJKHO ITPOBECTU OIlepaTUBHOE JieHeHNe 1 B IIepBbIe 2-3 OHS KWU3HU [0 ITOSABIEHUA
BBICOKWX 3HAUEHUI 6I/IHI/IPY6HH8 %] mpounx YCHOBI/II;I — OIIepaTuBHOE BMellaTe/IbCTBO JOJDDKHO ITPO-
BOOWUTHCA Ha MUHHUMYMe (HYLH_HG — ITOCJIe IIOJIHOT'O KYHI/IpOBaHHH) SBJIIEHUN TaneO6pOHXI/ITa; I1ocjie
CTUXaHUId OCTPhIX SABJIEHUU TTHEBMOHWU (HPI/I eé HaHI/IqI/II/I).
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IIpUBOAHOT'O BUHTA B BHYLHHOI;I obacTu.

[apauie/ibHbl CaruTTasl bHOW TMMJIOCKOCTH.

ncciaenoBaHMd.

PeTeHIIMOHHBIV TTIepro[; He MeHee 12 HeJlelb.

PeKOMeH,[[yeTCH VCITOJIB30BaHWE HAKOCTHbBIX allllapaTOB C HAPY>KHbBIM PACITIOJIOKEHUEeM

Cosmanvie KOHTPAINEPTYPhI B 3ayIITHONW 061aCTH [ BEIBOJIA TPUMBOTHOIO BUHTA arapara.

KoHTpamepTypy ciefiyeT co3/laBaTh TakKMM 06pa3oM, YTOOBI MECTO COeIMHEHNS TTPUBOHOTO
BUHTA C KOPITYCOM arapara HaxoIuI0Ch MOl MATKUMU TKaHIMMU.

Kanan KOHTpaIlepTypbl JOJDKEH IMPOXOAUTb Uepe3 MbIllIeUYHbIe CJIOU.

BGKTOpr OUCTPaKLIWKW OOJIDKHbBI OBIThH Iapajijie/;ibHbl OKKJTFOBUOHHOM TMJIOCKOCTU ¥ MaKCUMaJIbHO

BepxHsisi MOI0BMHA/TPETh TMHUK OCTEOTOMMU JO/DKHA OTKIOHATHCS KIIEPEeIy.

MpbIIIIeuHble CJIOM YIITWUBAIOTCS HAJT KOPITyCOM alllapaTa.

Hauaso AucTpakiiuy — Ha 5-7-e CYTKH Mocjie OTepaliyi.

Cpok skcTybaluu — 3-5-€ CYyTKH IT0C/Ie Havasia IUCTPaKIK (B TSOKEIBIX caydasax 7-10-e cyTKH).

HepeBo,u Ha CaMOCTOATe/IbHOE IMUTaHWe OCYIIeCTB/IAeTCd IoCjie TOJTHOM HOpMaJIn3alluKn NbIXaHWA
C IIOCTeIIeHHbIM YyBe/IMYeHUueM OOJIN CaMOCTOATE/IbHOI'O KOPMJIeHUdA (,HOI(OPM uepes SOH,E[).

Y3-KOHTPO/Ib PereHepaToB C KOppeKirei TemMrna 1 puTMa AUCTPaKLMY 110 pe3ysibTaTam

KoHTpo/b CMellleHus CpeliHeil IMHWKA HYDKHE!N YeslOCTH ¢ KOppeKluel CMeleHusT 33 CYET
M3MEeHEeHHUs TeMIla U PUTMa AUCTPaKLUH (110 pe3ysbraTaM Y 3-KOHTPOJIsl pereHepaToB).

OTcoenvHeHMe IMPUBOOHOTO BMHTA OT KOPITyCa allllapaTa Imocjie OKOHYaHud rneproga JUCTpaKiinuu.

[Tpu coxpaHsoIeMcst He[JOPa3BUTUMU HUYKHEN YesII0CTH IPOBeieHre KOMIIPeCCUOHHO-
JMUCTPaKLMOHHOIO OCTEOCHUHTE3a HUKHEN UeJIIOCTH Iepe]] YPaHOIUIACTUKOM, eC/IU AUCTPaKI s
paHee He NTPOBOAMIIACH M3-3a JIETKOM hopmbl COA.

OpHosTamHast (ycTpaHeHre pacile/IMHbl 1 TBEPIOTO, U MIATKOT0 HEOA OHOMOMEHTHO)
ypaHOIJIaCTUKA B TUTAHOBOM TOpsifIKe Tocie 1 rosa.

HPI/I HaJIMUWKU TPaxeOCTOMbBI ee 3aKpbITHe ClieayeT IMPpOBOJUTL TTOCJIe YPaHOIUIaCTUKHN.

Ha6HIO,I[€HI/Ie " JieueHre y OpTOOOHTa Ha BCeX dTallax (HO HOKaBaHHHM).
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