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I'naBa 9. TACTPO3HTEPOJIOTUSI U IUTAHUE
Pou Ipayoducenciu, MD, Iumep K. Burmom, DO

OMBPUOHAJIbHOE PABBUTUE MUIIEBAPUTEJIBHO CHUCTEMBI

1. Kak y am6puona o6pasyercs nepeuunas kumxa?

B pesyusrare o6paszosanus nponosbHoil craanKy, HAUMHAIOIIEHCST OT TOJOBHOIE
KOHIIa 59MOPHOHA M TIPOA0IIKAIONIEHiCS B KayAaIbHOM HaIPaBJIEHUH, YaCTh BBICTIAHHG:
IO SHI0/CPMOIT KEJITOYHOTO MEIIKa IOrPYKAeTcsi BHYTPD Tefla aMOproHa 1 o6pasyes
NepBUYHYIO KUIIKY. Ee rosoBHoil KoHel ctanoBuTes epe/iHel KUIIKOM, Kay/iaIbHbl
— sajaneit (puc. 9.1).

Mepeamss knwwka Aopra

TunuyHas
XeNTo4Has aptepus

OtpocTku
XENTOYHOIN apTepun
Nynoyunas aprepus

3aaHsas Kuwka

[yra aopthi

JKenTouHbIi NpoTok

XKentouHblii Melwok

26 aHeit

Puc. 9. 1. Yacmu nepeuunoii xuwxu (nepednsas, cpednss u 3adnss) popmupylomes 6 pesyvmanie
duipgpepenyuposannozo pocma u obpazosanus aamepanvrou u yedaroxayoarvhoii ckradox. Ieped-
M5 U 3AONASL HACIIU HE UMEIOM KOHUEBbLX Omeepemuil, NOCKOIbKY UX NePeKPbIBaom coomeemcmeaen-
Ho ByKKOPapunzearsiasn u kioakaivnas Membpanvt. Cpeomsis KUK nepeonauaIbHo noTHOCIHIO o=
Kpvleaemcs 6 scenmounolii mewok. (Larsen WJ, Sherman LS, Potter SS, Scott W] (eds.); Human En

bryology, 3-rd ed. New York, Churchill Livingstone, 2001, p. 237.)
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2. Koryia 3a4aTok Tpaxeu U JIETKUX OT/eJsieTCs OT NuiieBoja?

3auaToOK Tpaxeu W JIErKUX MOSBJSIETCS Ha BEHTPAJIbHOI MOBEPXHOCTH NepeHei
KUKy npubmsnTenbio B 4 Hegean 6epemenroct. OH 06pasyeT MeKOBUIHOE BbI-
NYMBaHUe B 30He OY/YIIEro MUIIeBo/Ia U B KOHIE KOHIIOB OT/IeJIAeTCs OT HEero Tak Ha-
3bIBaeMOi 930(aroTpaxeaibHoi neperopoakoit. O6pasoBaHue MOTHOIEHHOI Tepero-
POJIKM MMEeT KPUTHYECKOe 3HAYEHUE, TAK KAK COXPaHeHHe KaKoro-ambo coobuenus
MEK/1y Tpaxeeil i MUIEBOOM IPUBOAUT K 00Pa30BaHHIO TPAXEOMHIEBOIHOTO CBUIIA
¢ arpesueil numesoza wiau 6e3 Hee. CaMblil YaCTBIN TUII 3TOTO TOPOKA Pa3BUTHUsA —
arpe3usi MPOKCUMAIBHOI YaCTH MUIEBO/A B COYETAHUN C TPaXeOIMIIeBOJHbIM CBU-
IOM JINCTATTbHOM.

3. Korza pasBuBaeTcs ne4eHn?

ITeyenn HauUMHAET Pa3BUBATHCS Ha 3-if He/iesie 6epeMEHHOCTH B BU/IE BBIPOCTA DH/I0-
JIEPMa/TbHOTO SIIUTEHA ITEePe/IHell KMIIKK — TaK Ha3bIBAEMOTO NeUeHOUH020 OUBEPMUKY -
. YUIMHASACH U CyKasiCh, OH 0Opa3yeT KeTYHBII TPOTOK, COeIMHSIONIHII Pa3BHBAIO-
HIYIOCS TIeYeHb ¢ Hepe/iHeii KUKoil. M3 MeHbIero, BEHTPaJbHOT0, BBIPOCTA 00pasyeTcst
JKeJIYHBIIA 11y3bIPb W ITy3bIPHBII IPOTOK. Hapyuierue aToro mpoiecca NpUBOANUT K aTpe-
3UM BHEIICYEHOUYHBIX JKEJTYHBIX IIPOTOKOB, cocrasisomeil 10-35% ciyuaes arpe3nn
BIX ITPOTOKOB.

Harber BA, Russo P: Biliary atresia. Gastroenterol Clin North Am 32:891-911, 2003.

4. Kak pasBuBaeTcs NoKeNy/J0uHasd Jkene3a’?

[TepBOHAYAIBHO M3 9HAOAEPMBI Mepe/Hell KUIIKKY Pa3BUBAIOTCS JIBa CaMOCTOSTE I b-
HBIX 3a4aTKa IOKETyI09HOM JKee3bl. JlopcaibHbIi 3a4aTOK BOZHIKAET HAlIPOTUB 3a4aT-
Ka JKeTYHBIX [IPOTOKOB, PACIIOIATAETCSl BHYTPU JIOPCAIHON OPBIKEHKH U pacTeT BMeCTe
> HEHTPATHHBIM I0PCATBHBIM ITPOTOKOM ITO/IKETYI04HO KeJIe3bl, KOTOPbIii OTKPbIBAETCsI
g IIEPE/IHIOI0 KUIIIKY Yepe3 MaJIbIid COCOYEK MOPKETyI04HOM JKese3bl. BenTpanbHbii 3a4a-
TOK TIO/IKEJTYI0YHOM JKeJe3bl PUJIEKUT K 3a4aTKy JKeTaHOro rmpotoka. Koraa asenasia-
epCTHast KHIIKa, TOBOPAYMBAsICh, IPHOOPETaeT M0AKOBOOOPasHyIo hopMy, repeiHui
JATOK TTOBOPAYMBAETCS K 33/IHEMY U PACTIOJIATAETCsl HETIOCPEACTBEHHO 1103a/Ii 1 HIKE
ro. [lanee oba 3auaTka pazsuBaioTcst BMecte. [IpoTok /l0pcabHOro 3a4aTKa, CUBasgCh
OTOKOM BEHTPAILHOT0, 00pasyeT IJIaBHbIi (BUP3YHIOB) IPOTOK, KOTOPbII OTKPhIBAeT-
B JIBEHA/IIATUTIEPCTHYIO KUIIKY Ha ee Gosbiiom cocouke (puc. 9.2).

5. KakoBo ximmHuuyeckoe 3HaueHHe OCOOEHHOCTell 3MOPHOHAIBHOTO PA3BHTHS

MO/KETYI0YHOH JKere3bI?

IIpu coxpaHeHUH HEMOCPECTBEHHOM CBSA3MU J0PCATBHOTO 3a4aTKa C /[BEHa/aTH-
€PCTHOI KMIIKOW MOJKeTyI09HAsT JKeJie3a UMEeT /IBA BLIBOJHBIX IIPOTOKA — IJIABHbII
i JIOTIOJIHUTEIbHBIN, CAHTOPUHUEB, BIIA/IAIONIMI B [BEHAALATUIIEPCTHYIO KUIIKY Yepes3
e MaJiblii cocouek (Tak HasbiBaeMasi pancreas divisum). K yBoeHHIO TIPOTOKA MOKe-
FI0UHOIT AKeJie3bl BeAYT MoOble OTKIOHEHHsI B TIPOIIecce CIUSHHS ee 3a4aTKOB. AHO-
PasBUTHS IPOTOKOB IPE/IPACIIOAraloT K MaHKPeaTUuTy.

6. KakoBo kiMHM4YeCKO€e 3HaYeHHE TIOBOPOTA CpPe/iHel KUK ?
Ha nporsixennu 6-it Heziesi GepeMeHHOCTH TOHKasl U TOJICTAsT KUIIKA B CBSI3M ¢ Obi-
BIM POCTOM TIEYEHH BHEAPSIOTCS B IYMOBHHY. 3aTeM MPOUCXOIUT HOBOPOT TOHKO#M
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Muweson

Xenynok
MeyeHo4HbIE NPOTOKK

Tpaxes

3a4atok nerkoro
[y3bIPHbIA NPOTOK
MeyeHOUHbIE TsXU [opcanbHblii 3a4aTok

NOAXeNyA04HOM .
Keneab! XKenuHbiii ny3

BeHTpanbHbii 3a4aTok - ¥
[eenapuaty-  NOAXENYA04HOM Xenessl [lopcansHblil 3a4aToK
noaXenyno4HoMn
~ Wi
BeHTpanbHbii 3a4aToK nepoTHaAKAilke AseraguamnepcrHas xeneabl
A NOMKENYAOUHOM Xenesb B KLLKa

KenuHbiit ny3sips

Perpeccupyowmii
[0pcanbHOW NPOTOK
MeYeHOuHbIA NOKENYA04HON Xenesbl

MpOTOK

AHacTomo3
[0pCankbHoOro
4 BEHTPasIbHOro
....... NPOTOKOB

n
MNeyeHo4HbIe MlyabipHbiit
npor?m npoToK
[My3bipHbIA

npoTak BonbLuoi

COCo4eK
nomxeny-

[O4HO
Xenesbl

[lopcanbHblit 3a4aToK
NOKENYA0YHON XKenesbl

./ [eeranuatinep-  BewTpanbHiil 3a4aToK .
y CTHas KMWka MOKENYI0YHOM Xeness [seHapuatunepcTHas BeHTpanbHblii NPOTOK
X KULLKa 7
XKendubii nyasips NOAKENYA04HON Xenesbl

C D

Puc. 9.2. Passumue nepeuunoil nooiceaydounou sceaesvl. A: na 5-it nedene. B: na 6-i nedexe.

C: na 7-it nedene. D: 8 noadnem pemanvrom nepuode —causnue 00PCarbHOz0 U BEHMPAILHOZO
nPOMOKOE NOOACENYOOUHOT Jceae3vl U 0OpamHoe passumue OUCMalLHOU Hacmu 00PcanLHoz0 NPo-
moxa. (From Carlson BM: Human Embryology and Developmental Biology 2nd ed. St. Louis. Mos-
by, 1999, p. 338)

KHIIKK BOKPYT HEHTPAABHON OCH, KOTOPOH CJIYKUT BEPXHsS OpblKeeuHasi apTepHsi.
ITocsie 3aBepineHust MOBOPOTA MPOTUB 4aCOBOI CTPEJKM KHIIEUHUK BO3BPAIAETCs
B OPIONIHYIO MOJIOCTH U 3aHUMAET CBOE OKOHYATeJbHOE MoJoxenue. TosrcTas KuKa
B pe3yJibraTe IOBOPOTA PACIIOJIaraeTcsi Bllepead TOHKOM, IIPHYeM cJierasi ee yacTh —
B IPaBOM HIDKHeM KBajpanTe. JIioOble HapyieHus polecca MUTPaLuy U OBOPOTA
Cpe/Hell KUIIKYA MPUBOAST K MOPOKaM pa3BuTHsA. Eciiu KUIIeYHUK He BO3BpaliaeTcs
B OPIONIHYIO MOJOCTh, 0Opasdyercs: aMOpUOHaIbHAs TPbika (CHHOHUMBI — OMbaso-
[eJe, Tphika MYMOYHOTO KaHATHKA). JTa AHOMAJNs BCTPeYaercsl ¢ 4acTOTOH
2,5 na 10 000 posioB 1 HEPEAKO COUYeTaeTcs ¢ APYTUMH OPOKAaMU Pa3BUTHUS, B YACT-
HOCTH C MMO3BOHOYHOM PACIIETMHON ¥ ITOPOKAMU Cep/la, UM ¢ XPOMOCOMHBIMU aHO-
MasnusiMiu. AHoMasnbHas hukcalusa OPbIKeRKE TOHKON KUIIKK IIPU He3aBepIIeHHOM
[OBOPOTE TPUBOMAMT K TMEPEKPYTy BePXHeill OpbIXKeeuHOW apTepuu, HapyUIeHUSIM
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ACKYJISIPU3AINI U 3aBOPOTY KUIIKU. 30JIOTBIM CTAHAAPTOM JIHATHOCTUKU He3aBep-
HHOTO TIOBOPOTA TOHKOW KHITKKA OCTAETCSl CePUITHAsi KOHTPACTHAS PEHTreHOrpa-
ST JKEJTY TOTHO-KUIIEYHOTO TPAKTa, KOTOPAst BBISABIISIET IEPEXOISINLYI0 Yepes cpej-
10 JIMHUIO BJIEBO MOAKOBOOOPA3HYIO JBEHAANATUIIEPCTHYIO KHIIKY, PaBHYIO
MBPATHUKY W/ TIPEBBIMIAIOINLYIO €T0 110 BeJUYUHe.

7. Kakoe pa3puTHe npeTepneBaeT 3aHssi KHIIKa?

W3 3aHeil KUIIKH, TIPEACTaBAAIONIENH co00il KOHIIEBOI OT/Ie)I IePBUYHOI, pa3Bu-
TCsL IUCTAIbHASL TPETh MOIEPEeYHO-000/[04HON KUIIKH, NIPSIMasi KUIIKA 1 BEPXHSS
Th 3a/IHEIIPOXO/HOTO KaHasa. [lepBOHAYAIBHO JANCTAIBHbIE OT/E/bl MOYEII0JIOBOMH
TeMbI BIIAIAI0T B 3a/[HIOI0 KUIIKY, 00pa3ys BMecTe ¢ Heil ki1oaky. [Todanee qopcans-
¥ BEHTPAJIbHASI YaCTh KJIOAKU OT/EJSIIOTCS APYT OT Apyra. IIpsMokumednslii ka-
[, C/IMBASICh € HKTOEPMON MOBEPXHOCTH TeJia, obpasyer 3axuuii npoxos. [Ipu Hapy-
X [IpoIecca pas/esieHns KJI0aKu COOOIIeH e MesK/[y KOHIIEBBIMU OT/Ie/IaMH ITH-
APUTEJIHHOM ¥ MOYEIIOIOBOI CUCTEM COXPAHSIETCS] WK 00Pa3yI0TCsl MOYETIOIOBbIE
1. Ecomi He MpoMCXOAnT CANSHUS TUCTATBHOTO KOHLA IPSMOil KUIIKU € 9KTOep-
1 HOBEPXHOCTH TeJIa, BO3HUKAET ATPe3ust IPSIMON KUIIKK U 3a/IHETO IPoxXoja. ATpe-
| 3ajiHeTo 1poxojia Berpedaercs ¢ yactoToil 1 Ha 50 000 KMBOPOKAEHHBIX M 4acTO
TAETCS1 C IPYTUMU IOPOKAMU PA3BUTHSL.

8. YUto Takoe KMIeYyHOe HEPBHOE CIIeTeHHe?

Kumeunoe HepBHOE CIUIeTEHHe PEryJupyeT akTUBHOCTb IVIA/[KOM MYCKYyJaTypbl
MIEYHHKA, T. €. ero MEePUCTANBTHKY. JTO CJAOXKHASL CeTh IaHIVIMEeB, (DYHKIIMOHUPYIO-
HEe3aBUCHMO OT HEIPOHOB POTOB CIIMHHOTO MO3Ta, XOTS OIpe/e/IeHHOe BINSHIe
SKAQIONIMI HEPB U TapacMMIATHYeCKHe BOJOKHA TAa30BbIX U CIIMHHOMO3IOBBIX Hep-
 Ha Hee 0KasbiBaioT. DYHKIMIO KMIIIEYHOTO HEPBHOTO CILICTEHUS] PETYIUPYIOT KJIeT-
Kaxans (Cajal), samaioniye puT™M KOOPAMHUPOBAHHBIX COKPAIIEHMI TJIAZKOI
CyJIaType KUIIeYHUKA.

KJTIOYEBBIE MOMEHTbI: PASBUTUE XENYAO4YHO-KULIEYHOIO TPAKTA
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MEKOHU

9. Yto Takoe MeKOHMI?
MekoHMI COCTOUT U3 BEIIECTB, MPOTTIOUEHHBIX TIJI0/I0M, U CEKPETOB ero nuIeBa-
PUTEILHON CHCTeMbI (2JIEMEHTOB OKOJION/IOAHBIX BOJ, IYHIKOBBIX BOJIOC, KJIETOK
KUIIEYHOTO SMUTENNs], COJMEeH JKETUHBIX KHUCJIOT, JKeTYHBIX MUTMEHTOB, ()epMEeHTOB
MO/IKEJTYIOUHOI JKeJle3bl).

10. Korzia B HOpMe OTXO/IUT MEKOHHI Y IOHONIEHHBIX HOBOPOJK/ICHHbIX ?
Kaxk 1ipaBu/io, MeKOHHMii HaunHAeT OTXOANTD B 1epBbie 12 yacos xkusnu. Y 99% no-
HOIIEHHBIX 1 95% HEIOHONIEHHBIX HOBOPOK/IEHHBIX OTXOK/IEHNEe MEKOHUS HACTYTIaeT
He To3/Hee 48 4acoB KU3HU.

11. KakoBo KIMHHYECKOe 3HAYECHHE 3a/IEPIKKH OTXOXKICHHE MEKOHMSA?
Ecom mexoH#it K KOHILY BTOPBIX CYTOK )KU3HU HE OTOIIEJ]I, BECbMa BEPOsATHA aHATO-
MHUYeCKasd aHOMaJIud KUIMeYHWKa NI pacc*rpoﬁcnao €T0 MHHEePBalluu.

POCT IVIOZIA 11 ETO OIITEHKA

12. TloueMy BasKHO Ha NPOTSKEHNUH GEPEMEHHOCTH OTCIEKHBATh POCT TIoza?

AJZIeKBaTHBII POCT TJI0/a — HaJeXKHbIH Moka3artenb ero Giarononyuns. Hapy-
IIEHNs] POCTA CBHIETENbCTBYIOT O PACCTPOIICTBAX BHYTPUYTPOOHOTO pPa3BUTHSA
BeJefcTBHE 3a00JI€BAHMS MAaTEPH WJIM MMAaTOJIOIMYECKOro Ipolecca y IUI0/a, 9TO
HeoOXOMMO YYUTBIBATH TIPH BeJleHUN OepPeMEeHHOCTH, POJIOB U MepHo/ia HOBOPOJK-
JIEHHOCTH.

13. UTo 03HAYAIOT NOHATHS <HU3KAsl, OYeHb HH3Kasl H DKCTPEMAaJbHO HU3Kas Macca

TeJIa NP POKIAEHUU> ?

= Huskas mMacca Tesa npu poskaenuun — Menpire 2500 r.

= Ouenb HM3Kas Macca Teja npu poskaennu — Menpire 1500 r.

» DKCTpeMaJbHO HM3Kasi Macca TeJia npu poxxaenud — menbiie 1000 r.

Takast kaaccuuKaiys, ¢ KIMHHYECKOI TOYKH 3peHHst, 000CHOBaHa, TaK KaK Heo-
HaTaIbHAs 3a60J1eBaeMOCTh ¥ CMEPTHOCTD MPSIMO 3aBHUCAT OT IeCTAIMOHHOTO BO3pacTa
Y MacChl TeJ1a TIPU POYKIEHUN. '

14. KakoBbI OCHOBHbIE TIPHYHHbI 3a/IEPKKU BHYTPUYTPOOHOTO Pa3BUTHSA NIoja?
3aBucsinue Ot IJI0/A:

KOHCTHTYIMOHATbHBIE 0COOEHHOCTH;

HACJIe/ICTBEHHbIE AHOMAJIUY;

TOKCHYECKHE BO3EHCTBUS;

undexnnum;

BO3/IefICTBUE TEPATOT€HOB;

C/IaBJIEHIE B MaTKe.

3aBucsIe OT COCTOSTHUSI MATEPH U ILIALEHThL:

® Bo3pacT Matepu MoJioxke 16 wam crapire 35 ser;
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3aboseBaHMs MaTepH;
HOPAYKEHUST TIAIEHTBI;
MHOTOILIO/{HAsE GePEMEHHOCTE;
couuaibHbie (PaKTOPBI.

15. KakoBbl IPHYHHBI PEBBINIEHAS] MACCHI TEJIA P POXK/IEHUH COOTBETCTBYIONIEH
recTalliOHHOMY BO3pacTy?

Kax mnpesblmaionieii coOOTBETCTBYIONIYIO JAHHOMY TeCTAIlMOHHOMY BO3PacTy
cyntaercs macca Tea Boiae 90-ro mporentuiss. Camast yacTtast IpUudMHA YCKOPEHUS
POCTA I1JI0/1a — TUTIEPUHCYIHHEMHUS] Y Hero, 00yCJI0BIeHHAS caxapHbIM 11abeToM Mare-
pu. Kpome Toro, macca mioza 6osibliie COOTBETCTBYIOIIEH IeCTAIIMOHHOMY BO3PacTy
MOKeT ObITh CJIEJICTBHEM BOJSIHKY, CUHApoMa BexBura—Bujiemana, TpaHCIO3UIIMM Ma-
TUCTPAJIbHBIX COCY/I0B, OKUPEHHS Y MAaTEPH.

16. KakoBo kIMHHYECKOe 3HaYeHHe MOJAPA3JAENEHHs 3a€PKKH BHYTPHYTPOOHOTO
Pas3BHUTHSA ILIO/J]a HA CAMMETPUYHYIO U ACHMMETPUYHYIO?
IIpu cummMeTpHyHOI 3aneprkKe BHYTPUYTPOOHOTO Pa3BUTHSI HE TOJILKO Macca Te-
A MEHbIIIe COOTBETCTBYIONIEH IeCTAllMOHHOMY BO3PACTY, HO U [IPOIOPIMOHAIBHO €if
eHbIIeHbl POCT U OKPYKHOCTb ToJ10Bbl. OHA HAYMHAETCS HA PAHHUX CPOKax Oepe-
MEHHOCTM M XapaKTepHa /Uil BPOXK/IEHHbIX MH(EKIIHil, XPOMOCOMHBIX aHOMAJINI
H CHH/[POMOB, COIIPOBOKatommXcst auamopdueit. Oguaxo yaiie HabI01aeTCs aCUM-
MeTpudHasi hopMa 3aepPXKKH BHYTPUYTPOOHOTO Pa3BUTHS IJI0AA, IIPU KOTOPOH Macca
eJIa OTCTaeT OT TeCTallMOHHOTO BO3PAcTa 3HAUYUTEIBHO OOJIbIle, YeM POCT U OKPYIK-
cTh T0J10Bbl. OHa HaunHaeTcs Ha Oosiee MO3AHUX CPOKAX GepeMeHHOCTH U 00y CII0-
3JeHa BHEIIHMMM 110 OTHOLIEHHUIO K IIOAY (hakTopamu, Hampumep, rectozom. OT/a-
JEHHbII TIPOrHO3 MOCTHATAIBHOIO PA3BUTHS IIPU aCUMMETPUYHOIT (hopMe 3aziepiKKe
BHYTPHYTPOOHOTO pa3BUTUS OIATONPHUSITHEE, YEM TIPH CUMMETPUYHOIA.

KIMHWYECKHNE ACITIEKTbI 3AJEPKKU
BHYTPUYTPOBHOTI'O PASBUTUA [1JIOJA

17. KakoBbl OTJajieHHbIE MOCTE/CTBHSA 3a/€PKKH BHYTPHYTPOOHOTO Pa3BHTHS

nrona?

= [locrHaraipbHOe pasBHTHE: IIPOTHO3 3ABMCUT KaK OT IPUYMHBI M TSKECTH 3a-
JIePAKKH BHYTPUYTPOOHOTO Pa3BUTHS, TaK ¥ OT yCJIOBHIl xusuu. Kak npasuio,
JIeTH, TIepeHecline aCHMMETPUYHYIO 3a/IepPIKKY BHYTPUYTPOOHOrO pasBUTHS,
B IICUXOMOTOPHOM ¥ MHTE/UIEKTYaJIbHOM Pa3BUTHUH 3aMETHO He OTCTAlOT, HO
B IKOJIbHOM BO3PacTe y HUX MOTYT BO3HUKATh TPYAHOCTH OOYIEHHsI 1 TOBE/IeH-
YecKue paccTpoicTBa.

m Cocrosmue 370poBbA: 3a/[ePiKKa BHYTPHYTPOOHOTO PA3BUTHsI SBJISETCS (hak-
TOPOM PHCKa apTepuasbHOIl THIIEPTOHUH B TOAPOCTKOBOM U MOJIOJIOM BO3PACTe,
HU3KMI MacCO-POCTOBOI MH/IEKC ITPU POKAECHUN — (haKTOPOM PUCKA CHHIPOMA
X (caxapwbrii guaber Turma 11, aprepuasbHasi THIEPTOHUS W TUIIEPJIUITHAEMUS )
M CMEPTH OT CepAeYHO-COCYAUCTOr0 3ab0ieBanus B Bo3pacre 10 65 et (rumo-
te3a Bapkepa [ Barker]).
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I'napa 14. OPTOIIE/IN A
Lowcowya 3. Xaiimen, MD
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1. Ha BbisiBIeHHE KAKMX BPO3KIEHHbIX AHOMAJIHH ONIOPHO-ABHTATEIHHOTO aNmapa-
Ta HANPaBJEH OPTONEANYECKHI OCMOTP HOBOPOJK/IEHHBIX ?
Hucnnasuy Ta306epeHHBIX CyCTABOB, AU3padHUeCcKUX AHOMATNIT II03BOHOYHIKA,
Hesopa3BUTHs U ehopMariuii BEPXHIX KOHEYHOCTEI,

2. Kakue uccieioBaHus IOKa3aHbI HOBOPOXK/AEHHOMY, /UIMTEIbHO HAXOIMBIIEMY-
cs Ha UBJIL, ecn y Hero cHuzkeH 00'beM JABHKEHHI B paBoii Hore?

[Ipex e Bcero o6p1aHbIe TaOOPATOPHBIE UCCIIE0BAHMSI, HATIPABJIEHHbIE HA BBISIB-
JieHrie NHPEKIUH, KOTopast B IaAHHOM CJIy4ae BeCbMa BEpPOsiTHA (OOl aHAIM3 KPO-
BU, OlIpe/ieieHie CKOPOCTH OCelaHMsl 9PUTPOLMUTOB U ypoBHs C-peakTuBHOrO 6€J-
ka). OaHako jake eciy Bce yKasaHHbIe N0Ka3aTeld B HOPMe, 3TO He MUCKIIOYaeT
undexnun. Heobxonnuma takke pentrenorpadus Beeit KOHEYHOCTH /ISt HCKTIOYEHUS
nepesioMa, He COIPOBOXKIAAIONIIErOCs TUITMYHBIMU KJIMHUYECKHMU IPOSIBICHUSMU.
Ho ocreomuesnut u aprput Ha panseii cragun pentrenorpadus e peisipaser. Ciesy-
€T YYUTBIBATh, YTO B JIaHHOM CJIy4ae KOCTHO-CYCTaBHasl MH(MEKIMA HepeaKo ObiBaer
MHOrooyarosoii. Pasymeercs, HeOOX0/MM TIIATEIbHbBIH OCMOTP KOHEYHOCTH, TAK KaK
BBIIIOT B CYyCTaBe MM OTEK 110 X0y AJMHHON TPy6YaTOl KOCTU MOKeT OBbITh e/IBa 3a-
MeTHBIM. BBIIOT B TazobepeHHOM cycTaBe 3aMeTHTh TPY/HO, IIOCKOJIbKY €ro Tepe-
KpbIBaeT ¢JIoM M. Yacto ero ymaercst BoISIBUTH TOJIBKO ¢ nomouipio Y 3W. Ilen-
HBIM METO/IOM IMarHOCTUKU MHOI00YaroBOi KOCTHO-CYCTaBHOM MH(DEKIMU SBIISETCS
cuuHTUrpadus ¢ rexuemnuem-99.

3. Kakue wuccienoBanusi B HepByi0 odepenb MOKA3aHbl HOBOPOXKIEHHOMY
OT NEPBBIX POJOB C TYrONOABHIKHOCTBIO HECKOJIBKHX CYCTABOB PYK MW HOT
¥ KOHYCOO0OPa3HbIMH JIMIIEHHbIMM CKJIaZ0K KoxH mambinamu? Kakos nan6onee
BEPOSATHBIN NpenoaraeMpiii Mardo3?

MHokecTBeHHBIH BPOXKAEHHBI apTPOrpPUIIO3 — BPOXKAEHHOE HEJOpa3BHTHE
CYCTaBOB, TPHBOJAINEE K MHOXECTBEHHBIM KOHTpakTypam. /lokasaTesbCcTB Hac/ell-
CTBEHHOM IIPUPO/IbI 9TOr0 3a00/1€BaHMsI HET. B 4aCTHOCTH, €ro HaJM4He y OHOTO pe-
Gerka B ceMbe He MOBBILIAET PUCK IS /IeTeit oT nocieayionmx Gepemensocreii. Hepex-
KO Math 60IBHOrO peGeHKa OTMeYaeT BO BpeMs OepeMEeHHOCTH C1ab0CTh IIeBeIeHUH
1ioza. Koneynocrn o6pr4Ho cummerpuynbl. KOHTpakTypbl Kak hieKcopHbIe, TaK 1 9K-
CTeH30pHbIe. B nopa)keHHBIX cycTaBax orpaHuyeH 00bheM aKTHBHBIX M ACCHBHBIX J(BH-
Kenuit. Koxa tyro maramyras, Guecrsimias, Haj CycTaBamMM MCIENIPeHa SMKAMU.
Habmopatores BbIBEX Oe/iep, TOT MJIM MHOM BAPHAHT KOCOMATIOCTH HJIM BPOXKACHHOE
BEPTUKATbHOE IOJOXKEHNE TapaHHOM KOCTH, BHYTPEHHsA poTaius Ied. VMeercs
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(bekcopHasi WM 9KCTEH30PHAST KOHTPAKTYpa JIOKTEBBIX CyCTaBOB, YaCTO — BBIBHX
rOJIOBKY JIyueBoil KocTu. [Ipezrieupe HAXOANTCS B TIOJOKEHUHN IIPOHAIIMY C TIPUBE/Ie-
HreM 60X Tanbies. KOHTPakTypbl KOJIEHHBIX 1 JIOKTEBBIX CYCTABOB ILI0/a MOTYT
3aTPY/IHUTH €r0 POKAEHUE U PUBECTH K IIEPEIOMaM ILIedeBbIX U Oe[peHHbBIX KocTeit
B posiax. KusHeHHO BakHble (YHKINH OOBIYHO TIPU BPOXKIEHHOM apTPOrPHUIIO3e
He CTPAJAIoT, XOTsI HepeIKO B MepHOJl HOBOPOK/IEHHOCTH OTMEYaeTCs JIeTKasl /bIXa-
TeJIbHAs HEIOCTATOYHOCTH U THIIOTPODUSI.

4. MakTOPOM PHCKA KAKOro MOPOKA Pa3BUTHS NO3BOHOYHHKA SIBJISETCS HHCYIMHO-
3aBHCHMBII caxapHbiil quabeT y MaTtepu?

Arenesuu KpecTiia ¥ TOSICHUYHOTO OT/eJa O3BOHOYHMKA, TIPH KOTOPOIl OTCYT-
CTBYET YaCTh KPECTIIOBBIX W MOSCHUYHBIX ITO3BOHKOB U COOTBETCTBYIOIIUX CETMEHTOB
cIMHHOro Mo3ra. IToceiHee PUBOAUT K PACCTPOUCTBAM (DYHKIIMN MOYEBOIO Iy3bIps
U npsaMoii kuiiku., KinHimueckast KapTHHA 3aBUCHT OT YPOBHS IOPaKeHUs ¥ COOTBET-
CTBEHHO €ii 110 Pento nojpas/iessiercs Ha YeTbipe TUIIa:

8 Tun [ — yacTuyHOE MM OJIHOE OTCYTCTBUE KPECTIIA.

® Tun II, Hanbosiee pacpoCTPaHEHHbIH, — YaCTUYHAS areHe3us: KpecTia ¢ CuM-
METPUYHBIM /1e(heKTOM KPECTIIOBO-TIO/[B3/IOITHOIO COYIEHEHMs], HE JIUIIAIONIMM
ero cTabuIIbHOCTH.

m Tun I11 — nosHas areHe3us: KPeCTIa U areHe3ust TON WM UHOM 4acTh MOsACHUY-
HBIX IO3BOHKOB. [T0/IB3/101IHbBIE KOCTH COYIEHSIOTCS ¢ HUKHUM U3 UMETOIUXCS
MOSICHUYHBIX TTO3BOHKOB.

® Tun IV, ananoruden tuty 111, HO co caustHEEM NO/B3/IOUIHBIX KOCTEH, Ha KOTO-
poe omnupaercss KOHIleBas ILIACTHHKA CaMOTO HHXKHEr0 U3 HMEIIIUXCs
MOSICHUIHBIX TI03BOHKOB.

B 3aBHCHMOCTH OT TSXKECTH areHe3unH eil COMyTCTBYIOT Te WK MHbIe AedopManun

CTOII ¥ aHOMAJINU Ta300€IPEHHBIX ¥ KOJEHHbBIX CyCTaBOB.

5. ¥ HOBOPOZK/IEHHOTO OTMEYAETCA HAPY KHAS POTALHsI HOT B IIOKOE, MaJIbIii 06beM
ABWKeHMit B Horax M nedopmanus o6eux cron. KakoB HeoGxoqumsiii 06beM
pentreHorpacpun?

Pentrenorpadgun nozsiexar Mo3BOHOYHHUK ¥ Ta3, TAK KaK MIPUYHHAMYU ONMCAHHBIX
SIBJICHUI MOTYT 6])1’1‘1: HE TOJIbKO aHOMAJIMM CaMMX HUXHUX KOHC‘{HOCTeﬁ, HO ¥ aHOMa-
JIVSI TIO3BOHOYHH KA.

6. PentrenorpaMma Kakoil 4acTu ckejeTa Hanbojiee BajkHa NPH TO03PEHHM

Ha HACJIEJCTBEHHYIO OCTEOUCILIA3HIO?

PentrenorpaMma IeitHOro oT/ieJia I03BOHOYHNMKA B GOKOBOI 1poekimy. Mspect-
no 6osee 150 HacmeCcTBEHHBIX OcTeoauCIIa3nil. Kax/as U3 HUX MMeeT cBOM 0cobeH-
HOCTH, HO X PEHTIeHOJIOIHYeCcKasi KapTHHA BO MHOIOM CXO7iHa. B wacTHocTH, 1714 11€-
JIOTO Ps/ia OCTEOAMCIIA3Wii XapaKTepHa THIIOIIa3Ms WM areHe3us 9JIeMEHTOB Iieii-
HBIX MO3BOHKOB, NPUBOASIMIUX K HECTAOMJIBHOCTH IIEHHOro OT/es]a T03BOHOYHHMKA
W PUCKY MOBPEXK/AEHUsI CIIMHHOTO MO3ra MPH OOBIYHBIX MAHUITYJISAIMAX 1O YXOLY.
CBOEBpEMEHHOE BbISBJICHUE AHOMAJIHI MEHHOro OT/eNa TO3BOHOYHHMKA MO3BOJISET
obecreynuTh ero UMMOOUIN3AIINIO U 30€KaTh MOJOOHBIX TIOBPEXKIEHHUIA.



OPTOMNEANA 499

7. Yro Takoe AUCILIa3us Ta300€APEHHOrO cycTaBa?

ITO HeZOPa3BUTHE TA300€IPEHHOTO CYCTaBa C MHPOKUM CIIEKTPOM KIMHUYECKUX
] .IIpOﬁBJIEHPIﬁ — OT HeCTa6HJIbHOP0 ITOJIOJKEeHW ST 6ez[pe}m0171 KOCTH /10 ee BbIBUXa, He T10/1-
JIAIOLIET0Cst BIIPABJIEHUIO.

8. Ilouemy TepMuH <«ducniasus mazobeopennHozo CyYcmaea» BHITECHWI TEPMHH
«8poJcOennbLil 6bi8UX Oedpar?

Tepmun «/uCITa3us Ta300€PEHHOTO CyCTaBa» TIOYTH IIOJHOCTHIO BHITECHUI TEP-
MUH <BPOJK/IEHHBIH BBIBUX Gexpa», Tak Kak COOTBETCTBYET MPUPO/E ATOTO AederTa
~ y Jereil HepBBIX MecsleB kusHu. JacTtora AMCIUIA3uM TA300€APEHHOrO CcycTaBa —
2,5-6,5 na 1000 xuBopoxaeHHbIX. OfHAKO JOBOJBHO YacTO ITOT Ae(EKT Pa3BUTHsI
B [IEPHO/] HOBOPOK/IEHHOCTH He JIMATHOCTUPYIOT U3-3a OTCYTCTBUS SIBHOTO HAPYIEHUS
Gynkumn cycrasa. [loaTomy 1poBepsiTh IPU3HAKU JUCILIA3UH Y JIeTell TIePBOro rojia

- JKM3HU PEKOMEH/IYeTCsI IIPU KaKI0M MPO(UIAKTHYECKOM OCMOTPE.

KJIIOMEBBIE MOMEHTbI: AUCINJIA3USA TASOBEPEHHOIO CYCTABA

9. Kak BbIsSIBUTh NPU3HAKH JMCIUIA3WM Ta300eJPEHHOT0 CycTaBa y HOBOPOXK-
JI€HHBIX ?
- Jlns BBISIBJIEHHS STHX IPU3HAKOB I0JB3yIoTcs npuemamu Oprosanu, Bapioy
u Taneary.
m [Ipuem Opronanu (ripuem BrpasJenus ). B nonoxennn peberka Ha CIiiHe HOTY
B Ta300eIpeHHOM cycTaBe crubaiot noz yriaoM 90° u mpuBoAAT K CpeHei TuHuH,
3aTeM OCTOPOXKHO OTBOAAT O€po, MOAHMMAsi B 00acTH GOJIBIIOrO BepTesa.
B ciydae qucniiazum aTOT NpPUEM MPUBOAUT K BBIXOY TOJOBKH Oeipa U3 BEPT-
JIKHOM BIIQJIMHBI U TIOCJIEAYIONIEMY €€ BIIPABIEHUIO, TPU KOTOPOM ITAJIbITbl UC-
i cJIeIoBaTeIs OLYIIAIOT MeT40K (M0I0XKUTeNbHbIH pusHak Oprosanm).
s [Ipuem Bapioy (1puem MpoBOKAIUH BBIBUXA MMPH HECTAOMILHOCTH CyCTaBa).
B nonoxenun peberka Ha CliMHEe HOTY CrubaioT B Ta300€IpeHHOM CyCTaBe MoJ
yriaom 90° ¥ IPUBOJAT, EPEXO/Ist CPEAHION0 IMHHUIO, 3aTEM CJIETKA HA/laBIIUBAIOT
Ha KOJIEHHOI cycTaB 1o ocu Oexpa. B ciyyae aucruiasun ucciieoBaTesb OILy-
IAeT BBICKAJIb3bIBAHUE TOJIOBKU O€IPEHHOI KOCTH U3 BEPTIY)KHOM BIIaJHHBI.
m Ilpuem Taneauuu BbisAB/ISET Kajkylleecs MM UCTHHHOE yKOpodeHue Oejpa.
B nonoxennu peberka Ha CriHe HOTH CrHOAIOT B Ta300€APEHHBIX U KOJIEHHBIX
CyCTaBax TakK, YTOObI IIOJIONIBbI IIOJHOCTHIO PACIioIaraauch Ha croue. O aucrnia-
3MM OJHOTO M3 Ta300ePEHHBIX CYCTABOB CBHIETEJHCTBYET DPACIOOKEHIE
KOJIEH Ha Pa3HOM YPOBHe.
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10. Kakoe Buayaiusupyloliee HCCIe0BAHNE 1[eJeCO00Pa3HO HCNOIb30BaTh B {Har-
HOCTHKe AMCIUIA3HN Ta300€/IPEeHHbIX CYCTABOB Yy J€Teil IEPBBIX MECSIEB KU3HH?

V zeTeii mepBBIX 4 Mec. JKU3HM B AMATHOCTUKE MCIUIA3UH Ta300€[PEHHBIX CYCT

BOB 11eJ1eco06pasHo ucnoab3oBats Y 3. B aTom Bospacte sijipa OKOCTEHEHHS TOJIOB
GeIpeHHOM KOCTH eliie TTOTHOCTBIO XPALIEBbIE, T.€. MPO3PauHble /Uit PEHTITeHOBCKHX JI
yeit. Penrtrenorpadus ctaHoBUTCS WHGOPMATHBHOI B IMarHOCTUKE JUCILIA3UN Ta30~
Oe/lpeHHBIX CYCTABOB TOJIBKO TI0CTIE 4 MeC. JKU3HMU.

11. KakoBsl (paKTOphl pUCKA AUCILIA3UH TA300€/IPEHHBIX CYCTABOB? '
[pyniy HauGOJIbIIEro PUCKA COCTABISIOT POAMBIIMECS B Ta30BOM IHpe/JIe/KaHUN
JIEBOYKH OT MIEPBBIX POJIOB C OTATONIEHHOM 9TOI aHOMaJIKeli Hac/1e/ICTBEHHOCTHIO.

12. Kakue aHOMajiu¥ ONOPHO-IBHTaTeJbHOTO aNNapaTa HepeaKo CONMyTCTBYIOT
JIMCILIa3MH Ta300€e/IPEHHBIX CYCTaBOB?
Kpusomtest, Bpokientoe nepepasrubaHiue B KOJEHHBIX CycTaBaX, NpUBEIEHHE
I[UIIOCHBI, KOCOJIATIOCTb. -

13. Kak neuyaT AMCILIa3uI0 Ta300eJPEHHBIX CYCTAaBOB B NEPHO/ HOBOPOK/EH-

HOCTH?

B neprosi HOBOPOKAEHHOCTH € YCIEXOM MCIOJIB3YIOT TIpHcrocobaenys, pukcu-
pylomue Geipo B MPaBUILHOM TI0JI0KeHUH, HartpuMep, cTpemst Ilapmuka. [Tociennee
(buKkcupyer HOru B os0KeHnH criubanust oz yriaom 90° B Ta306eIpeHHOM U KOJIEHHOM
cycTaBax npu orBeeHun 6ezep noa yraom 60°. /L HOBOPOKAEHHOTO TaKoe MOJIoKe=
Hue HanboJee ecTecTBeHHO U y06H0. OHO obecreynBaeT BXOK/IEHHE FOJIOBKH Oe/IpeH-
HOIT KocTH TIy60KO B BepT/IyKHYyIO BrajuHy. [losHee okpysKaiomme Ta300e/|peHHbli
cycTaB MSITKHe TKaHU (PUKCUPYIOT ee B 3TOM HOJIOKEHUH.

14. YT0 TaKoe KOCOJanocTh?
Koconanocts (pes equinovarus — MOBepHyTasi BHYTPb KOHCKas CTOMA) — BPOK-
JeHHAsT aHOMAJMs, XapaKTepHU3yIolascs CylvHaluell, MO/0IBEHHbBIM CriubaneMm
U IIPUBEIEHUEM CTOTIbL.

15. HackosbKo pacnpocTpaHeHa KOCOJIAoCTh?
Yacrora kocomanoctu — 1,2 na 1000 kuBOpOXK/IEHHBIX. Y MaJIbYMKOB KOCOJA~
1I0CTh BCTpeuaeTcs B 2 pasa yaiie, ueM y feouek. B 50% ciryduaes KocosrarnocTs ObiBaeT
JIBYCTOPOHHEI.



