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Tema Homepa: KAPLNOIOT A

BrinucaHa ¢ yiaydiieHueM. PekoMeHI10BaHo:

[Mpuem Bapdapuna 2,5 Mr X 2 p/cyt. ¢ mognepxanuem MHO
B auamnasoHe 2,5-3,0. B ciyyae HacTyrieHUs1 6epeMEHHOCTH Bap-
dapuH 3aMeHUTb Ha TenmapuH + acMUPUH: alleTUICATUIIUIOBAsK
kuciota (80 Mr/cyr.) ¢ MOMeHTa 3a4aTusl B COYETAaHUU C rerapu-
HoM (5000-7000 ex.) /K Kaxnple 12 9acoB ¢ MOMEHTA TTOATBEPXK-
NIeHHOI O0epeMeHHOCTH (OOBIYHO yepe3 7 Heleb Mocje 3a4yaTus)
B TeueHue | rpumectpa; 5000-10000 en. remapuHa Kaxnbie 12 9acoB
Bo II-11I TpumecTpax 10 MOMEHTa pOOB.

B0306HOBUTH JIedeHUE TerapuHOM 4Yepe3 12 4yacoB Mociie poaoB
M TIPOJIOJIKATH €ro 6 Heleb C TIepeXoIoM Ha BapdapuH.

M36eraTh IIUTENbHBIX HEMOABUXKHBIX COCTOSIHUII BO M30exkKa-
HME NPOBOKaLMi TpoMb03a.

[pu npueme BapdapuHa He 3aHUMAThCSI TPABMATHYECKUMU B -
JlaMU criopTa.

OrpaHM4YuMTh MPOAYKTHI, coaepxaiine BuTaMu K.

CungpoM MapdaHa

W39

JlaHHBI KIMHUYECKUM caydyaili MHTepeceH B ILIaHe Kaccuye-
ckoro TeueHrss ADC 1 HeoOXOAMMOCTH COOJIONEHUST pEeKOMEH 1a-
LU TT0 BeIeHUI0 OepeMeHHBIX XeHIIuH ¢ ADC.
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Bgenenue

Jlo cux mop cuHapoM MapdaHa BOCIIPUHUMAETCS OOIBIIMH-
CTBOM CIEIMAJIMCTOB KaK PEAKOEe COCTOSTHUE M acCOLMUPYETCs
C apaxHOAAaKTUJIMEH, TOABBIBUXOM XPYCTaIMKa U aHEBPU3MOii aop-
Thl. OmHAKO cundpom (6oae3ns) Mapghara BcTpedaeTcs B HOMYJISILIUN
¢ yactotoii 1:10000-1:20000. CuHApoM 0OYCTOBIEH U3MEHEHUEM
reHa Ha 15 xpomocome (15q15-21), OTBETCTBEHHOTO 3a CUHTE3 (b1~
OpWITMHA, BaXHeHIei cocTaBHOM YacTh MUKPO(GUOPUILUT 3J1aCcTH -
YeCKHUX BOJIOKOH. B onHOM reHe onucaHo yxe 6osee 500 MyTaLuii,
YTO JieJTaeT MMOHSITHBIM BapruabeTbHOCTh cUMITTOMOB [ 1]. Tum nepe-
JauM a/M1, pUCK POXKIEHUs OOJIBHOTO peOeHKa BO3pacTaeT y MoXH-
JIOTO OTILIa, BO3pacT MaTepu 3HayeHust He uMeeT. CeMeliHbIe Cilyyaun
cocTaBisioT 10 75% Bcex HaOmoaeHUi, B 25% MOXHO TOBOPUTH
o0 HoBoiW Myrtauuu. Haubosee Tsokenble (GopmMbl HaGII0AAIOTCS
y JeTeil, POXAEHHBIX OT ABYX poauTeseii-MapdaHoB (FOMO3UTOT-
HocTb). [leHeTpaHTHOCTh TeHa BbICOKA, BHYTpHUCEMEHas Bapua-
0eJIbBHOCTh MPU3HAKOB LIMPOKA: OT HEOHATAJIbHBIX TSIKENbIX (HOPM
JI0 eliBa TUAarHOCTUPYEeMbIX aHOMajuii. Bo3moxkeH cuHapom Map-
¢dana (CM) 6Ge3 acTEHMYECKOro CIOXEHUs (MACKYJIMHHBIA THIT
B3POCJIbIX), KOTOPBIN BCTpeYaeTcst 3HAYMTEIbHO Yallle U OCTaBJIsIET
MHOTO CJIyyaeB He TMarHOCTUPOBaHHBIMU (puc. 1).

Ectb u npyrue nato¢pu3noorudecKue MeXaHu3Mbi:

1. Huskwuii mopor npoTeonu3a hdudpuiInHa, HapylIeHue TOMEO
cTa3a 3J1aCTUYECKUX BOJIOKOH.

2. CHmXeHHas peniapaTuBHas criocooHocts JJTHK [2].

3. BolpaxeHHasi AMCPEryJsilivsl aKTMBAlMKW W CUTHAJIM3ALUU
TpaHchopmupylomiero dakropa pocra p (T®P-f), npusomsmas
K aronro3sy. BeisgBiaeHa Mytauus reHa peuenrtopa tuna II, tpaHc-
(opmupylomiero ¢pakropa pocra 3, 00yciaBIUBaOLIAsd YKa3aHHYIO
aucperyisiuvio. MaeHtudukauus HapylleHMs TeHa pelenTopa

T®P-B c nokycom 3p24.2-p25 mociayxKuna OCHOBaHUEM ISl Bble-
sieHust CM tuna 11 B otiimune ot CM turna I, o6ycioBieHHOro MyTa-
nueii reHa GUOpUUTMHA. 3aKJII0YEHUE O HApYIIEHUU CUTHATM3aLuK
T®P-B panrkaabHO U3MEHWIIO TPEACTaBIeHNsT 0 matoreHe3e CM.

4. Mytauuu B peuentopax TunoB I u 1l TpaHchopMupymoiiero
(akTopa pocta P okasanuch npuuuHoin Jloeiiec-umy cundpoma
aHEBPU3MBI aOpTHI U BpoOXIeHHBIX aHoManuii (Online Mendelian
Inheritance in Man [OMIM] 609192).

B utore HapymeHus penentopo Tunos I u I1 Tpanchopmupy-
fomero Gakropa pocTta [ MPUBETHN K BBIAEICHUIO HOBOW TPYIIITBI
cUHIpOoMOB MapdaHa BHYTpM OoJiee OOIIEro COCTOSIHMSI TeHepa-
JIN30BAaHHOW MMCIUIA3UU COEAMHUTENIBHOW TKaHU. DTa HeJaBHO
BbII€JIEHHAs! TPYIINa CUHAPOMOB Mosyunia Ha3zpaHue TPP-f cue-
Haronamuu [3].

O/HaKO CJIOXXHOCTb MIEHTU(UKAIMU DPAa3JIUYHBIX BapUaHTOB
CM, 0coGeHHO B TpaKTUYECKOM paboTe, OMHOTUITHOCTh Tepary Ha
COBPEMEHHOM 3Tarle MPUBOAUT K TOMY, UTO BCE OHU OObEAMHSIIOTCS
JieyallM BpauoM B OHO cocTosiHue. [103ToMy Hallly 3aKJTIOUeHUST
0 Pa3JIMYHOM NEHETPAHTHOCTHU F€HOB, BApUaOeIbHOCTHU NMPU3HAKOB
OOBSICHSIIOTCSI, BUIUMO, TEM, YTO, HapsiLy ¢ MHOXECTBEHHOCThIO
MyTallMii B OTHOM T€HEe, Mbl B JACHCTBUTEIbHOCTH CTAJIKMBAEMCS
C MYTallMsSIMU B pa3HBIX TeHaX WIH, ellle CIOXHEe, C COUYeTaHHBIMU
MyTalUsIMU B reHax ¢pubpuiuinHa u peentopos TOP-f.

Kinnuyeckas KapTuHa

JuarHoctuueckue npusHaku CM, ompenensiolive KIMHAYE-
CKYI0 KapTuHY, cieayiomiue [4, 5]:

1. O0mas xapakTepucTuka

A. JIu110 TpeyrojabHoit (popMBI C MaJ€eHbKUM ITOAOOPOIKOM, Te-
peHocHIIa BbIcOKast (MTUYbE JIUIIO), I1a3a MOoCcaXeHbl 0JM3KO APYT
K JIpyry, T1y0oKo, BbIpaxeHue rpycTHoe. [lallMeHT HamoMuHaeT
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KapTuHbI DJib-Ipeko. Vi 60Jblire, OTTONbIPEHHbIE, MOYKHU CBO-
o6onnseie (ymu bynasr) (puc. 2).

b. He6o Bricokoe (rotuueckoe). HempaBuabHbIil poCT 3y0OB,
MaJIbOKJTIO3UsI, TpOrHaTusl. [0J10C BBICOKUIA.

B. HonuxocteHoMenust (IJIMHHBbIE TOHKME KOHEYHOCTH) —
y 80% o6crenoBaHHBIX, aCTEHUYHOCTb CJIoXeHUs. boubloii na-
Jiel yKJIablBaeTcsl MOMepekK JIAAOHU 1 BBICTYIIAET 3a €€ yIbHAPHBIM
kpaii (mpusHak LlTeitHGepra). MusuHileM W OOJBITUM TATblIEeM
nalueHT CBOOOMIHO OXBaThIBaeT CBOE 3amsiCTbe (Mpu3HaK Mapao-
xa) (puc. 3). HuxHuit cerMeHT Tesia 00Jibllie BEPXHETO, pa3Max pyK
MPEBBIIIAET POCT.

I'. PocT BBICOKMIA, T.€. TIPEBBILIACT CPEAHUI POCT 30POBBIX POJI-
CTBEHHMKOB 1-0li cTeneHu polacTBa (He OpUEHTUPOBAThCSI Ha MO-
myJIsIuio!).

. «KypuHasi rpyib» WIN «IPyAb CallOXHUKa», YaCTO aCUMMe-
TPUYHO.

E. ITnockas cniuna, kudockonunos* (45%).

XK. TuntepnioaBIXHOCTH cycTaBoB (60%).

3. [unoTpodus MBbIIIIII.

. Tpbrku, 9yacTo peuaIuBUPYIOIINE.

K. bapxatucras msrkasi Koxa co CKyIHO MOJAKOXHON XUpo-
BOW KJIETYATKOM, cTpuu pacTsikeHust (20%).

JI. KucTbl BepXxylleK JIETKUX, PeLIMIMBUPYIOLINI THEBMOTOPAKC
(1-5%).

M. DKTa3zuu TBEpAO MO3roBOi O0OJOUKHU B JIOMOOCAKpPasb-
HOM OTfeJie, apTepUOBEHO3HbIE aHEBPU3MbI B TOJIOBHOM M CITMH-
HoM Moare. Pamnpenue Cysterna magna.

H. Protrusio acetabuli.

2. I3meHeHus a3

A. BbIBUX/TIOABBIBUX XPYCTAJIMKOB, 4Yallle ABYXCTOPOHHUU IO
HarmpaBJeHUIO BBEPX U KHapyXu, B 60% pa3BuBaeTCsl B BO3pacTe
10 4 net (puc. 4). JIusg cBOeBpeMEHHOM TWAarHOCTUKM BaXKHO UC-
cjeoBaHUWE C TOMOILbBIO IeJeBOil JaMIbl Ha (hOHEe MUIpHUasa.
KnvHuvyeckuil nmpusHak AUCIOKALMU XPYCTAIUKOB — IpOXaHue
BHYTPEHHETO Kpasi pamyKKHu.

B. Muonus (y 55%), 4acTo 00ycI0BI€HHAs IHAPOBUIHBIM XpY-
CTaJINKOM, MeTrajJlOKOpHea, IMJIOCKOM pOrOBUIIEIH.

B. Kosio6omMa pagyxku, rjiayKkoma, OTCJI0MKA CeTYaTKU.

I Y3kue 3pauku (Hemopassutme M. dilatator pupillae), Arcus
senilis.

3. Cepaeuno-cocynuctbie u3meHenus (99%)

A. Tlporpeccupyioliiee paciimpeHre aopThl U/uiau cuHyca Banb-
CaJbBbI.

B. PacciaunBaroliiasi aHeBpr3Ma aopThl M/WIIH €€ Pa3pbiB.

B. HenocTtaTouHOCTb a0pTaJbHBIX KJIalIaHOB.

I. Mponanc mutpanbHoro kiamaHa (95%), ero HemocTaTO4-
HOCTb, MMKCOMAaTO3Hasl JereHepaiusi CTBOPoK, OObI3BECTBICHUE
MMTPaAJIBHOTO KOJIbIIA.

J1. HapyimeHus puT™Ma cepatia.

4. CemeiiHblii aHaMHe3

YacToTa BCTpeyn Y POACTBEHHUKOB 1-0ii CTEMEHM pOACTBA —
75%, cniopaguueckue ciaydam — 25%.

Nuarno3 CM ocHOBBIBaeTCSI Ha KIIMHNYeCcKoi KaptuHe. Heob-
XOAUMO HAJIMYMe MUHUMYM 2 OCHOBHBIX MPU3HAKOB, OTMEYEHHBIX
3BE3[0YKOM, (XOTsI ObI IO OJHOMY 13 JIIOOBIX YEThIPEX BhIILIENIEepe-
YUCJIEHHBIX I'PYII) U HECKOJIbKO TOTIOJHUTETbHBIX.

Knmauueckas kapruHa CM He ocTaeTcsl CTaOMIBHON Ha MpPO-
TsDKEHUU XKu3HU. OHa MoJiBepXKeHa IMHAMUKE, OTpelesisieMoil Kak
TeHETUYECKUMU OCOOEHHOCTSIMU, TaK M BHEIIHWUMU YCIOBUSIMU
(usuyeckass Harpyska, npoduaakKTUUYeCKre U JieueOHble Mepo-
npusitisi). JUHAMUYHOCTb KJIMHMYECKOM KApTUHBI BHYTPEHHSISI
U HEOTHOPOIHOCTb CaMoTo cundpom Mapgana npuBean K TUCKYC-
CHM O 11eJIeCO00pa3HOCTH BBeACHUSI TepMUHa 6oae3nb Mapgpana.

CaMblii HeOJaronpusTHbIM BapuaHT CM — HeoHaTalbHBII
cuHapoM. OH XapaKTepu3yeTcsl MPOSIBIEHUEM «KJIacCUUECKOTo»
CM (HepeBMaTH4eCKasl HEIOCTaTOYHOCTD KJIallaHOB, pacIIMpPEeHUe

AOPThI, DKTOIUS XPYCTAJIMKA, HAPYIIEHUs CKeJieTa) YXKe MPH POXK-
neHun. OTHOBPEMEHHO OTMEUaeTcs T.H. cutis laxa, KOHTaKTypHI,
«MSITBIC YIIW», TUIOIMJIA3UsI CKEJCTHBIX MBIIIL, aHOMAaJuu IJia3,
sMdu3emMa JIETKUX U MUOKapauajibHasi HeJOCTaTOYHOCThb. Takue
MalnueHTsl ymMupaloT paHo. CuHapoM Mapdana, MaHudbecTupy-
IO YK€ ¥ HOBOPOXIEHHBIX, 00YCIOBJIEH MyTallleil B TeHe (pu-
opwuinHa (FBNI reH). U3MeHEeHHBIM OKa3bIBaeTCsl 9K30H 23-32
IoMeHa (hakTopa, IIOA0OHOT0 IHUIEPMATEHOMY (HaKTOpy pocTa

JuddepenuuanbHas IMarHoCTHKA

Hawu6osee BaxxHbiM 11 J1/] siB/IsIeTCS MCKITIOUEHUE TOMOLIMCTH -
HYPHH, TIOCKOJIKY UMEETCsI BO3MOXHOCTh €€ YaCTUYHOM TepareB-
TUYECKOW KoppekKuuu. Tur mopaxeHusi OMOpHO-ABUIATEIbLHOTO
armapata, TUCJIOKALMs XpycTajarKa cOImxKaloT oba 3a00JeBaHuUs,
OJIHAKO IS TOMOLIMCTMHYPUM XapaKTepeH a/p TUIl HacjienoBa-
HUSI, TIOJABBIBUX XpyCTajJMKa dYalle MPOWMCXOAUT He BBEpX, KakK
npu CM, a Buu3. B 30% ciydaeB CHMXXEH MHTEICKT, TPOMOO3bI
U TPOMO3MOOJIMH, OCTEONOpO3 ¢ TepejoMaMu Kocteil. B Moue
oOHapyXuBaeTcsl 00JbllIoe KOJUYEeCTBO roMouucTuHa. Pasznuya-
10T TUPUAOKCUH-UYYBCTBUTEIbHYIO U MUPUIOKCUH-PE3UCTEHTHYIO
(dopmbl. OrpaHuyeHMe METMOHMHA U Ha3HAuYeHUe BUTaMMHa B
MpU MUPUIOKCUH-3aBUCUMOI (hOopMe HOPMAJIM3YIOT YPOBEHb Ce-
pocojepxkaliux aMUHOKHUCIIOT.

Cunnpom Dnepca-dannoca (CO/) nmeer mHOTO 0611IeTO ¢ CM
[6]. OnHuM U3 KapauHaNbHBIX Tpu3HakoB COJI sBJsIeTCS TUIIEP-
3JIaCTUYHOCTh KOXM. OHa GapxaTucrasi, HeXHasl, MsirKasi, ¢ To-
BEPXHOCTHO PACIOJIOXKEHHBIMU COCYIaMU, Terulasl, OYeHb JIETKO
BBITSITMBACTCSI U Cpa3y BO3BpalllaeTcs B MpexHee rmojoxeHue. OT-
MevaeTcs TUIePMOOUIBHOCTh CYCTaBOB BIJIOTh 0 CUMIITOMA «Te-
JIeCKOTIa», FeMOPParu4ecKnii CAHAPOM U MOBBILLIEHHAs! PAHUMOCTh
Koxu. MMHorma o6pa3yloTcsi XxapakKTepHble pyOIlbl TUIIA «ITallupPOC-
Hoil 6ymarm». Paznuyator 11 tunoB CB/l B 3aBUCUMOCTH OT KJTU-
HMYECKOM KapTHWHBI M TUINA HacjemoBaHus. [1o HalIMM JaHHBIM
y 6obHBIX ¢ CO/I pexxe, yeM npu cuHIpomMe Mapdana BcTpeuaeTcst
aHeBpu3Ma aopThl. O61MM 11t cuHapomoB Ctukiepa 1 MapdaHa
SIBJISIIOTCST  TOJIUXOMOP(HOE TeJOCIOXEHNe, TMIOTUIaCTUYeCKast
MYCKYyJaTypa, MmopaxeHue rjia3 (cM. Tabj. 1), JOMUHAHTHBIA TUIT
HacnenoBaHus. Ho B otmmume ot CM cycrassl ipu cunapome Ctu-
KJiepa YBEJIMYEHbl B 00beMe, MHOTAAa O0JI€3HEHHBI IPU IBUKEHHUSIX,
ObIBaeT MOKPACHEHNE KOXHU U MECTHOE TMOBBIIIEHUE TEMIIEPATYPhI
HaJ HUMM. PEHTreHOJOrmvyecku OoTMevaeTcsl HapylleHUe CTPYK-
Typbl nuadus3oB u snmudu3os, a ipy CM — ocTeomnopo3 1 UCTOH-
YeHue KOPTUKAJIbHOTO cjiosi. OueHb XapaKTepHbl JJIsSi CUHIpPOMa
CTukjepa MMOIMSI BBICOKOW CTereHM, Tjaykoma. JIMIIO Takux
OOJIbHBIX CYILIECTBEHHO OTJIMYAETCs OT JIMLA OOJbHBIX C CUHAPO-
MoM MapdaHa: oHO yIUIOIIeHHOe, BO3MOXHA aHoMasana Poou-
Ha, B pslie cydyaeB — TJyXOTa U «BOJYbsl MTacTb». MHOIo 00I1ero
¢ cuHapoMoM MapdaHa uMeeT BpoXIeHHasi 10OpoKayeCcTBEeHHAs
KOHTpaKTypHas apaxHoaakTuius (cuHapom buca), nist kotopoii
XapaKTepHbl JOMUHAHTHBIN TUIT HACIEIOBAHUS, apaXHOAAKTUIIMS,
MPOKCUMAJIbHbIE M AUCTAJbHbIE KOHTPAKTYpPbl (OTJIMYUTEbHbBIN
npusHak or CM), reHepan30BaHHAasi OCTEOMATHSI U «MSITbIE YILIU».
KapauoBackyisipHble HapylIeHUsl MOAOOHbBI TAKOBBIM MPU CUH]I-
pome MapdaHa, 0qHAKO BCTPEYalOTCs pexke, MOTYT ObITh Pa3HOO-
OpasHble MOpaXKeHUs IJ1a3.

«MaphaHOUIHBI» BUI CBOMCTBEHHEH OOJIBHBIM C CUHIPOMOM
KneitHdbensrepa, ofHaKO MOCACIHUN OTIMYAIOT TMHEKOMACTHS,
TUIIOTOHAMN3M, a300- ¥ OJIUTOCIIEPMUsI, TTOBBIILIEHHAS SKCKPELIMS
TOHAJOTPOMHBIX TOPMOHOB, CHMXXEHME BBIACJIEHUS] aHAPOrEHOB
U 3ajiepkKa co3peBaHus KocTteil. OCHOBHOM MPU3HAK — TPUCOMMUST
WJIW 1aKe MOJMCOMMUSI MOJIOBBIX XpoMocoM. Ele pa3 moguepkusa-
€M, UTO KapHuOoJIOTMUECKNe NCCIeOBaAHUS HY>KHBI HE JIsl TUarHo-
ctuku CM, a s uckimodeHus: heHokonuii. bianszok ¢ cuHapoMy
Kneitndenbrepa cuHApOM eBHYXoMau3Ma (TUTIOTOHAANU3M), COYe-
Taloni «MaphaHOUAHOE» TEJIOCIOXEHUE U HEeI0pa3BUTUE BTO-
PUYHBIX TIOJIOBBIX MPU3HAKOB. Y XEHIIUH OTMEYaeTCsl aMeHOpesl.
[pu runeproHagOTPOTHOM TUITOrOHAAM3ME HaOII01aeTCsl CHUXe-
HUE 9KCKPEIUH MOJOBBIX TOPMOHOB ITPY HOPMaJIbHOM UJIU TTOBBI-
LIEHHOM YPOBHE F'OHAJ0TPOIMHOB.



w}\” 41
; Nonormna

Tema Homepa: KAP[]

008 1.

‘4 (28) aBryct 2

ME
M rl/lnororlaﬂlzwre
HO o
HaJ0TPOI moronan
ro o
1 (¢) .
R s TOHAJAOTP
CKpeLu .
I o CHUKEH
i ; o e Hiics co -
353 ) HOB, 3CTpOre - comeraom o s
g %E g g E Bricokuii poc ’Bblx enes, o e o
3 = I10J10 o _
| < g u T
| | %%’ g% 3 eM GyHKIMK nononu MO}KeHO(bma o mnege
— : rm ne
= 20622 TU3ME, 4 e £
m 2 UTaH o g
g e a S + [+ |+ S FQ rO3MH0q)MﬂbHOI&)aﬂbHHX WIeTOK, 3 ke nocre
om : i JIbH
QP =l © S _ o MHOCDM =
:[E MI i e o T K TUTa
s I <8 m mp bexuuit. e ;
s gz>2 oo o e
| 1 od BO3p o
| i1 o CKOM et
Za © © e o -
: 'y era
¥ | =i S runohu o o 1
s ) : B A |
© )§ z + ! g 3 g o MY, a B 3p€JIOM, SHATLROMY POCTY axponer M;u;
o ’ " BEJ
< o E + s @ TTOPIT P e
$53 ol B .1, g3 3 K mzrcnpoee e S
Q= £ 3 H :
250 (g = =5 -n o | e
=) g 5 ®© [0} Qo ._ = ZUIH
I :[ E I 4acT L . |
T : g§ § oo 1IEN, KUCTEH. - on
ag €5 £33 Hoca, y si— -
i H - COYCTUH,
g = o 82w OBEHO3HBIX ey o
© 36 &S I oy %3 aprepu o oo .
§ $3 | 128 g5 ) (cungpom e Toek o OGmpM
= L3 25 | e n
Q I + s a Crnenye —— . 00
o 357 =8 e - |
h " o 3are
s ®ls s e cleayeMb R o o
5] a ¥ S 3 o _ Ha hno o i
a 52 5 3 eTcd TH ra ne o
=i 3 I o3 SBITS n0cn =
T = IQ2353 HOpOME M. Tpu Ko
s S % QI T < st cn o a i 06pa30
T o @453 9 S o :
| Q 5 . JacTuy Sonan
X [} | O @ = e, s -
F te} | ! ook €I0TCS i o2
o @ 0 X © = 2 ;e e v
s 5.8 o oV ¥ 5] JIEH ! s a
] SRR o I eiore i =
I I 5 o @ s " = & =
] 228 51 + s = p Jie3, K o .
= Qovo? d 5 g ™ LIX e o o
o gazl 3| B 2 | | = - :
E S5 30 3 s £ B3 O k Kenes, pg =
s | & 336 = 5] Sx58._¢2 HiiKa, o o
I s I I x 3O 3 e Hop e
| %32 = £ g § s I 2 JIUIIOMBI, MEH bonte. Mandan o 17
IO P o P o e u w
[] s = |°':°"’oq,: s N
o s [ 5228 Exo HBIX apoua -
(3] o =4 | [&] GE) o c k z i s =
s =) Q SES 2 ERE- " cepl e - _
s oK + N : g ke e
H S© SR + s Koyne o o
b 3z g2 4 s dbanous  omean .
X =3 Sl 0 - & «Map o o
] =8 > iayeV] S = Ao it i
o L5 = S E 2 oME  MHOX oD o o
o oY o f= 8 E np Holt Kap e HOH
| S oo €CTBEH o
:: oo HOX! n
E | 1 B alTcs M o g
a 2 | * S$c Hab6non 2 RO, 1o
- g 5 gz AHHbIE TIAMYJTbI e, omon oponen
(7] () = p>4 = B a e
m | I — i cucre bt
| éé % | . o OJIU U KUCTHI S "
| ! % J1a3, OITyX! en .
| I m ) i OMBI eon e
5 Sz i §x8g U3M, TeiioMu s e e
. ,
g € 5 g -g g3 g A AHAJIOrMYHOE HabonaeTcs HpI/IBa}OTCH -
x s [ naparta ant pash : -
2 + | Q5o ori : o g
a © + O > hHO X . |
H s o | 283 T€ e o !
m | i : oo Hp CTb CO Ci e
o L ®© S 0 Cm : o o L
I © = I + + 5% 6HM | £
| g : | § § | g g crenypitn JletanbHbIl HC -
Q o. ’
X S 3 © c M : o . u H ,
g gé & 8 iy CTZO};TaTO‘lHOCTb}O - HECKBMTa_BM_
F °SOos o 23 He ; e " u
o > OKUI p eurtap i B
| | i o o KpOTJI
s g + |+ 83 aeTCd TakKxXe MpyeTes ¢ Ma DMM corci
g o & = i ! T g 610, a. OH accoum I 1 163
® S = s + S Q : - ! s eHHH
| c M I . i 1o _
el & 5B 3 + |+ 5 S = =
2|2,z = + S mynoy vsone o
S |zs63 g ol g ;Est s s = =
2 |o & g & S‘ sl 3 =3 o e o
HOM - o
s |8 82§ =3 $E0q o nex e o
2 (6 I T é o . T 8 o é HOB, ¥ 0 CO3peB At : -
o Q T o o1 Q sz S yweser . i
S | o X g o g + |+ 3= @S KOB cospe CbaHOMH _
g s + + 2I PR JIN pasit . <Map i
: | | = ronan TAaHOBJICH. Hown
s s + s o a s HE yC o6mms np e
s s ® ¢ + |+ | I 5 = . IOBaHU ? yeranonie! ¢ o :
] S 9 SR s s nyue eoa e
Z|8g¢es B RERS s Co%208  ,han e cromon i
I Tozt o & xxOsoS¥ e i a
] IEcS S| S S Le I 0 opo o MapcbaH | e
s 3Mo nzg3& o Tnd OMa o
[ o © aQ SLfz2xece oo t o o
o s g + + & 2259 5z Tudpu-Koxn pMapmaﬂﬂa_CM e
s alg 2gze Sd°s= NIPOM N s
8 = s e A R B -0 <@ ¥ 8 bpu- i ey
| ; | g | ] g § CKEJIETHbIE U ) e e
s ez =l o o © > o u e =
= S N = c X ¥ o o s
o or 19 S$ o i =
° LO Ec i i i yern. i oTCTaN0C
: S i 258 rja3amu, ot
j X S 3 BEH
g 8SEE It g0 8 s, pac oo
s IS ¢C S 1 + §2 ; o
| S i : : — HbIE Ccllyya
=} s ® o0 + + + g g 2 g | -
H s 2Xx I £8 : Ka -
| gfg E[ :§ - T N : Bpaueonas TaKTMOpqm3Ma MMHMHCHCTeMHHX
) o o & J= = o » 6_
s e =y o s i 5 e - -
Ey 5s = @ s¢ ;8 = S B o -
I ol e = s 3 30 : o -
[ s Sl h o = = S 5|28 < : o o
o = NES m¥§§‘:£p§ ] EQl-mmo 3 y K
@ g3 S'Q-szsp-g = ms%gga g N
< © 3505{5‘“7\82‘“ 3 gﬂmamg 8 us3
€ 8::‘»35?2 E%EOg x |23 EC|I
H :[EoOSQ’g%OQ_DI X 52 |
: 5|38 £%/2 & IR Q I 2
N s|28{='] S 582 5| % g :
© 3538 L
= I
H
g S
s




|
N

Tema Homepa: KAPLNOIOT S ‘4 (28) aBrycT 2008 1.

=

MpumeyaHve
KpaiiHe 0CTOPOXHO MCNOb30BaTb
npu rmneppeakTMBHOCTU
6pOoHXO0B. MpUMeHeHne BO BTOPOM
TpumMmecTpe 6epeMeHHOCT
BeeT K POXAEHNIO MaNoOBECHbIX
neteit. OTMeHATb NOCTEMNEHHO Ha
npoTsxxeHun 1-2 Hepenb
MoBbiwaTtb 403y O4EHb
nocteneHHo. OTMeHsSTb

XOIUMBI KOHCYJIbTAIIUU KJIMHUYECKOTO TeHETUKA, KapaAHOoJI0-
ra, odTaabMoyiora, ClenralNCcTa MO CepAeYHO-COCYIUCTON
XUPYPTUU, OpTOIieaa, OPTOAOHTA U Mcuxosiora. JlanbHeninme
KOHCYJIBTAIIM¥ 3TUX WU UHBIX CITEIIUATMCTOB CTPOSITCS C yde-
TOM 00l IMHAMUKK CUHAPOMA.

CrienimanbHOM nueTsl He Tpebyercs. EcTh coobmieHwust
0 HEOOXOIMMOCTH YIOTPeOJeHUsI B MUILY 3aJMBHBIX OJIIOI,
HaszHaueHUs BuUTaMuHa E, acKOpOMHOBOII KMCIOTBI, HO HH
O/IHA U3 3TUX PEKOMEHAALMI He MPOBEPeHa MO MPUHLIMIIAM
JIOKa3aTeIbHON MeIU-ITUHEL.

dusnyeckass aKTUBHOCTb DPErYJIUPYETCS TOJBKO COCTO-
SHUEM TalMeHTa W HaJW4heM OTATYAIOIIUX CHUMIITOMOB

NoYeYHOM HeJOCTaTO4YHOCTN.

KOHTPONb PyHKLMI NeveHn.
OrpaHnYnTb NPUMEHEHNE NPU
OrpaHununTb ynotpebneHune koode,
0TKa3aTbCsa OT afikorons.
J[103y OTMEHSATb NOCTENEHHO
B03MOXHbI COH/IMBOCTb U TOLLHOTA
B Hauasne fieveHms. Mol HaunMHaem
NleyeHne ¢ MUHUMasbHbIX 003,
NOCTENEeHHO NX NOBbILLIAs

MpoTrBonokasaHus
Mnep4yBCTBUTENBHOCTDL K Npenapary,
cuHycoBas 6paavkapams, 610k cepaua
3-4 cT. (6e3 BoauTens putma), ABHas
cepaeyHas HeOCTaTOYHOCTb, aHypPUs
MMnepyyBCTBMTENbHOCTb, CUHYCOBast
6pagukapamns, 6poHxmanbHas
acTMa, 3acToiHas cepaedHas
HEeA0CTaTOYHOCT (32 MCKIIIOYEHNEM ee | MOCTENeHHO B TedeHre 1-2 Heenb
BTOPVYHOCTM B OTBET Ha TaxMapuTMUIO)

(peryprutauusi 4epe3 aTPUOBEHTPUKYJISIDHbIE OTBEPCTHS,
aHeBpU3Ma aoOPTHI, MOJABBIBUX XPYCTalWKa, MUOIUS BBICO-
KoM crenieHu M T. 1.). [IpoTuBomoKa3aHbl COPEBHOBATEIbHBIE
¥ KOHTaKTHBIE BUBI CITIOPTA KaK IMOTEHIIMAIbHO TPaBMaTHUd-
Hble M, BCJIEACTBUE PE3KUX HEKOHTPOJIMPYEMBIX HArpy3ok,
ypeBaTble TpaBMaMu. MaKCUMaJIbHYIO OITACHOCTb TaWUT M30-
MeTpUuecKasl Harpy3Kka, BbI3bIBAIOIINE CYILIECTBEHHbIN MOAb-
€M apTepraJbHOTO NABJICHUS U CO3/alo1IIasl yrpo3y BHE3aMTHOM
cmepTtu. HeobxonuMo n3berath TpaBM rojIOBbI, KaK Ipeapac-
MOJIaraloNIMX K TPaBMaTUYECKOW IMCIIOKALIMU XPYCTaluKa.
C uenbio npodUIakKTUKU MHEBMOTOPAKca HeJb3sl UCTOJIb30-
BaTh CKOPOCTHBIE MUGTHI, HBIPSTHUE C IbIXaTeJIbHBIMU arlra-
paTamu, HerepMeTHUYHbIE CAMOJIETHI.

FMnepyYyBCTBUTENBHOCTL. Tsxenas
NeBOXenya04KoBas ANChYHKUUS.
CHUXeHMe apTeprasnibHOro JaBneHus,
AB-6n0k 3-4 cT., MepuaHue n
TpeneTaHue Npeacepanin (gaxe npu
Hanuuun BoguTens putma). CvHOPOMbI
Bonbd-MapkuHcoHa-Yarita, Knepk-
JNesun. OnacHOCTb OCTAHOBKWU cepaLa
Y HOBOPOXAEHHbIX
HenepeHocnmocTb

, CMexThI,

6ap6uTypaToB, X0NeCTUPaAMMHA, HECTEPOUIAHbLIX
NPOTMBOBOCNAINTESIbHBIX MPENapaTos, NeHUUMINHA,

aTPUOBEHTPUKYNAPHON MPOBOAUMOCTH.

Ha3HaYeHUN CONen antoMUHNS UKW Kanbums
rnapanasvHa, uHrméutopos MAO

B3aumopgencTeuve ¢ apyrumu npenaparamm
YcunueaeT gencTeme rmnoTeH3BHbIX CPeAcTB.
QAP deKT CHMXaEeTCs NPU 0AHOBPEMEHHOM
pudamnuumHa. TOKCUYHOCTb YCUNMBaeTCs Npn
HasHavyeHuu rasionepuaona, NeTNeBbIX ANYPETUKOB,
Mpn 0AHOBPEMEHHOM Ha3HaYeHUn pesepnuHa unm
€ro aHanoros BO3MOXHbl apTepuanbHas rmnoTeH3ns,
peskas 6paamkapams, rofoBoKpyxXeHre, 06MOPOKU.
B coveTaHum ¢ 6nokaTtopamMu KanbUMEBbLIX KAHANIOB
— CHUXEHWE COKPATUMOCTV MUOKApAaA, HapyLueHve

[MokazaHbl M3UYecKre HATPY3KHU U CITOPT, He TpeOylolre
Pe3KHUX M aKTUBHBIX YCUJIMI (XomabOa, pblOajka, CIOKOMHHas
e3na Ha Beyocumene). Mckimodarh Takylo Harpy3Ky HeJb3s.
AnekBaTHasl (puznueckasi Harpy3Ka siBIsieTcsl HermpeMeHHbBIM
YCJIOBUEM COXpaHeHUsT (PU3UYECKOTO U TICUXOJIOTUIECKOTO
KoMmdopTa.

JlekapcTBeHHas koppekimsa. [Ipu creproit dopme CM
(06e3 BbIpaXXeHHBIX apaxHOJAKTUIINU, CEPAEYHO-COCYIUCTBIX
1 OpTATBMOJIOTUIECKUX U3MEHEHUI) MEIUKAMEHTO3HAas Te-
panus He nokasaHa. Tak Kak TaKMM MallueHTaM CBOMCTBEHHBI
9MOIMOHAIPHBIC U BETeTaTUBHBIC HApYIIeHU [ 7], Mbl Ha3Ha-
yaeM Mpenaparbl MarHus, aganToreHbl (IYCTBIPHUK, MHUOH,
Basiepuany), peHuoyT [8].

MenvkaMeHTO3Hasl Teparnusi UCIOJb3yeTCsl B OCHOBHOM
KaK CUMIITOMaTUYECKOe BMEIIATETCTBO WIJIM TTOTBITKA TIpe-
NOTBpALECHUs OCIOXHEHUM (pacuiMpeHusi aopThl, Hapyllie-
HUs puT™Ma cepaia u T. 1.). C oCTOPOXKHOCTBIO 00CyXIaeTcst
BO3MOXHOCTb FeHHO# Tepanuu [9].

MoBbIWaeT 403y ankorons B KPOBW, YCUMBAET €ro
adpdekT. OgHOBPEMEHHOE HadHayYeHue B-610KaTopoB
CYLLECTBEHHO YrHeTaeT COKpaTUMOCTb CepaLa,
NPOBOAMMOCTb. B3anmonencTByeT C rmnoTEH3NBHLIMU
npenaparamu, aHTUapUTMUYECKUMM, HATPaTaMu,
LUMMETUAVHOM, TEODUTMHOM, LIMKSIOCMOPUHOM,
VHranAaUMOHHLIMY aHECTETUKAMMN.
YcunueaeT [encTene CHOTBOPHbIX U aHECTETUKOB

Jetckas nosa
1-2 mr/kr/maccsbl/
24 yaca B 2 npuema
Per os
npuemMa

1-2 mr/kr maccbl/24
yaca Per os B 2-4

Jlns vHAOyKuuy mybeprarta, 3aKpbITUS 30H pOCTa, TpPem-
YIIPEKIEHUST CKOIMO3a UCIOJIb3YIOTCSI MPOTeCTEPOH M 3CTPO-
reH. OIHaKO IIMPOKOTO PACMpPOCTPAHEHUST dTa TAKTHKa HE
TosTy4uJia.

AHTaroHHUCTHI f-aIpeHePTUIECKUX PELETITOPOB SBISIOTCS
MpenapaToM mepBoro psaa rnpu jedeHun CM. OHU yMeHbIa-
0T BEPOSITHOCTD PACIINPEHMS aOPTHI, (POPMUPOBAHUS AaHEB-

3-6 mr/kr/24 yaca
Per os B 3 npuema
o 8 net-0,15;
8-14 net- 0,25
1-2 pasa/24 yaca
Per os

J[lo3a B3pocnoro
25-100 mMr/24 yaca
Per os
120-240 mr/24 vaca
Per os B 3-4 npuema

pu3MBbl, ee pa3pbiBa. [1og0XUTENbHBIN 3 (hEKT 00BICHSIETCS,
BUIMMO, HE TOJBKO CHIXKEHUEM apTepUaJbHOTO NaBJICHUS
M CBO€OOPA3HOTO IaXXEHUSI CTEHKU aoOpThl, HO U CITOCOOHOC-
THIO TIPENapaToB BMENIMBATHCS B OOMEH COEIMHUTEIBbHOM
TKaHU U cTabunusuponBaTh ee [10]. AHTarOHMCTBHI KajbIUs
NEWCTBYIOT aHaJoTUYHO. ONTUMaTBHBIN BO3pacT IJIsT Havaja
Tepanuu He onpeaeneH. [Ipeaynaraior HauaTh ¢ AETCTBA, APY-

80-120 mr/24 vaca
Per os B 2 npuema
0,25-0,5 2-3 pas3a/24
yaca Per os

Mpenapat

CenekTuBHbIV aHTaroHncT f-1-
apeHepru4ecknx peLenTopos
HecenekTnBHbI aHTaroHWCT B-
afpeHepru4yecknx peLienTopos

Mponpaxonon (UHpepan)

AteHonon.

Ta6nuua 2. MegukameHTbl, UCTMOJIb3yeMbie 415 Jie4eHUs NauMeHToB ¢ cuHapomom Mapdana

rue — TpY JOCTHXKEHUU AMaMeTpa aopThl 95 mepLeHTIN WIK
npu ObICTPOM ee pacliupeHun. ONTUMAaTbHBIN CPOK Hauyania
Tepanuu, BUANMO, TIPU AUaMeTpe aopThl He 6osee 3 cMm. Ecim
JIUaMeTp aopThl AOCTHraeT 6 CM, BEPOSATHOCTb €€ pa3pbiBa
B Ommkaiimme 3 Mecsia 4pe3BblyaiiHO BbicoKa. OCHOBHBIE
npenaparbl, MCMOJb3yeMble ISl JiedueHus: OonbHbIX ¢ CM,
TIpeCTaBIEHBI B TA0. 2.

Bce mpoune BMelnaTenbcTBa (KOPPEKLMSI MUOMUM, IIO-
CKOCTOTIUSI, BEPOSITHBIX TPBIK, CKOJINO03a, TPOMWIAKTUKY UH-
(eKIIMOHHOTO 2HAOKapaAuTa, TpPOMOO30B IOC/e 3aMelleHUs
KJIaTlaHOB CEepIIia, TICUXOJIOTUIECKOM TTOMOIIN) TIPOBOAUTCS
10 CTAHJAPTHBIM CXeMaM U MTOKa3aHUSIM.

M3onTuH (Bepanamun)
MHrmburpyeT NpUTOK KanbLms
B KneTkn. MNpepoTBpawiaet
paclumpeHme aopTbl. CHuXaeT
BblAeNeHne rMnMKo3aMnHOMIMKaHOB
Kak MHaMKaTopa pacnana
COEONHUTENLHOM TKaHW
DdeHnbyT
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Tema Homepa: KAPLNOIOT A

PucyHok 1. BHewHuWi1 BUA, AeBOYKN-NOAPOCTKA C MAaCKYJIMHHBIM TUNOM cuHapoma Mapdana. AnuHa HuxHero cermeHTa tena (100 cm)
Gonblue, 4eM NoJsIoBMHA pocTa (pocT — 185 cm). Aroauubl yNJoLWEHbl, YTO ABASIETCSA MPU3HAKOM HEPa3BUTOCTU MbILLILL.
PucyHok 2. XapakTepHblii Bug nuua pebeHka ¢ cunapomom MapdaHna («nTuube nuuo»). Masa nocaxeHbl 6,1M3K0, NOAGOPOAOK OCTPbIN, yLIn

Gonblume (ywn Byanst).
PucyHok 3. TecT 3ansicTbsa

PucyHok 4
MoasbiBNX
XpycTanuka co
CcCMeLLeHnem ero
BBEpPX

VYnaneHue xpycraauka Moka3aHo MpU ero CMELIeHUU B Mepe-
HIOIO KaMmepy, OCOOEHHO €CIM OH KacaeTcsl SMUTEIUS] POTOBUIIHI,
MPOBOLIMPYET YBEUT, IJIayKOMY, CYILIECTBEHHO TOMYTHEH, HEKOppe-
TUPYEMOM CHIKEHUU 3pEHUs M yTPO3€ eTo MOJHOTO BhiBUXa [1].

Oco0yto mpobjieMy MpeacTaBiseT TaKTHKa Bpaya IO OTHOIIE-
HUIO K OepeMeHHBIM ¢ MaHU(bECTHBIM cUHApOoMoM Mapdana [11].
[IpoGiemMa COCTOUT HE TOJILKO B Yrpo3e pa3pbiBa aOpThl B IMepU-
o1 poaoB, HO B 50-75% BeposiTHOCTH poxiaeHMst pebeHka ¢ CM.
KeHinHa noXHa OBITH TIIATEIbHO oOcienosaHa. Ecnu nuameTp
aopThl cocTaBisieT 40 MM U MEHbIIIE, TO TTIPOTHO3 OEPEMEHHOCTH
XOPOILUiA. YIbTPa3ByKOBbIE HCCIENOBAaHUS AOPThl HEOOXOIUMO
TIOBTOPSATH Kaxkbie 5S-10 Henenb, T.K. pUCK pa3pbiBa a0PTHI B TTepU-
o1 0epeMEeHHOCTU TOCTaTOYHO BBICOK Jaxke 0e3 MpealliecTBYIolei
KIIMHUYECKON CUMIITOMATUKU. B OONBIIMHCTBE ciIydyaeB pomopas-
pelieHue BO3MOXHO Yepe3 ecTecTBeHHbIe yTu. KecapeBo ceueHue
TpU GJIATOTIOIYYHOM COCTOSTHUU CEePIeYHO-COCYIUCTOU CUCTEMBI
PEKOMEHJyeTCsl, MPeX/e BCero, Mo aKyllIepCKUM MOKa3aHUsIM (Ha-
TpuMep, HECOOTBETCTBUE Pa3MepPOB TOJIOBKY TLJIO/IA M POJOBBIX ITy-
Teil, MpesKIaMIICus ).

Ilpoerno3 CM TIOTHOCTBIO OTIPENENIsIeTCs] CTETICHbIO U3MEHEHUsI
CepleYHO-COCYIUCTOM crucTeMbl. OIHAKO B COBPEMEHHBIX YCJIOBH -

sIX TIPU paHHEeW JUarHOCTUMKE U afeKBAaTHOW Tepanuu, Mpu Heoo-
XOIWMOCTH — XUPYPIMUECKOU KOPPEKIINU, TTPOJOIKUTETbHOCTD
XKU3HU O0JBHBIX gocTUraet 70 jeT.
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