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Cnmcok cokpameHnu

A®I] — O-heronpoTenH

BI' — BpokneHHas reMmaHruoma

UI" — undanTriibHAs reMaHTHOMA

KI'D — kanommgopmHas reMaHIMO3HA0TENNOMA

KT — xommnbrotepHast Tomorpadust

MPT — Maruutope3oHaHcHasi ToMmorpagus

PJ1C — pecipaTOpHBIi JUCTPECC CUHIPOM

V3U — ynbTpa3ByKOBOE UCCIICIOBAHNE

[IIK — nBeTHOE IyNJIEKCHOE KapTUPOBAHUE

OKI — anexTpokapanorpadus

Ox0oKI" — sxokapauorpadus

GLUT1 (Glucose transporter 1) — 6e10k, TpaHCIOPTUPYIOIIHH TIIIOKO3Y

FGFa/FGFb (Fibroblastes Growth Factors) — ¢akrop pocra ¢pudpobdiaactos a/b

HIF-1 (hypoxia-inducible factor) — ¢akrop, nHAYyIHPYEMBI THTIOKCHEH

IH-MAG (Infantile Hemangioma — Minimal or Arrested Growth Hemangioma) — aGopTuBHBIMH
NI, wim petuxymsipasimu UT°

ISSVA (International Society for the Study of Vascular Anomalies) — wuHTepHaIMOHATBHOE
COOOIIIECTBO 110 U3YUEHUIO COCYAMCTHIX OMYyXOJei

LUMBAR (Lower Body hemangioma, Urogenital anomalies, Ulceration, Myelopathy, Bony
deformities, Anorectal malformations, Arterial anomalies, and Renal anomalies)

MMPs (Matrix Metalloproteinases) — MaTpuKkcHbIC METAJUIONPOTEHHA3BI

NICH (Non Involutive Congenital Heamangioma) — HEHHBOJIOTHPYIOIIAS BPOXKICHHAS
reMaHruoma

PCNA (proliferating cell nuclear antigen) — simepHbIii aHTUTEH TPOTUPEPUPYIOIINX KISTOK

PHACE (Posterior fosse abnormalities/Hemangioma/Arteries anomalies/Coarctation aortic/Eyes
troubles/Sternal malformations)

PICH (Partly Involutive Congenital Hemangioma) — yacTMYHO HMHBOJIIOTHUPYIOILAS BPOXKICHHAS
reMaHruoma
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PELVIS (Perineal angioma, External genital malformation, Lipomyelomeningocel, Vesicorenal
abnormalities, Imperforate anus, Skin tag)

PP (propranolol) — mpompanoson B iekapcTBEHHOM opme "pacTBOp [Is IIprUeMa BHYTPh"

RICH (Rapidly Involutive Congenital Hemangioma) — ObICTpOMHBOIIOTHPYIOIIAs BPOXKICHHAS
réeMaHruoma

SACRAL (Spinal dysraphism, Anogenital, Cutaneous, Renal and urologic malformation, Angioma
Lombosacral)

TGFo/B (transforming growth factor o/ ) — TpanchopmMupyromuii GaKTop pocra o/

TIMP (Tissue inhibitor of metalloproteinase) — TkaHeBOI HHTHOUTOP METAJLIONMPOTCHHA3

TNF (tumor necrosis factor) — bakrop Hekpo3a omyxosu

TSH-like factor (Thyroid-stimulating hormone-like factor) — TTI-momgo0OHbI# hakTOp-THPOTPOIHH

tPA (tissue plasminogen activator) — TkaHeBO# aKTUBATOP IJIA3MHHOT€HA

UPA (urokinase plasminogen activator) — ypokrHa3HbIi aKTHBATOP IJIa3MHHOI€HA

VEGF (vascular endothelial growth factor) — sugorenuanbHblii cocyaucThiii hakTop pocta

VEGFR1/R2 (Vascular Endothelial Growth Facteur Receptor) — peuenrop 1/2 sHaoTennanbHOTO
cocymuctoro (hakropa pocra

WT1 (Wilms tumor genel) — omyxoseBsiii 6eok Bunbmca

TepMHHI)I H onpeacjJcHus

HoBrie u Y3KOHAITPABJICHHBIC HpO(i)CCCI/IOHaJH)HI)Ie TCPMHHBI B HACTOAIIMUX KIMHHUYCCKUX
PEKOMCHAAIHMAX HE UCITIOJB3YHOTCA

1. Kparkas wuHpopmanussi mnmo 3a00/IeBAHUI0 WJIM COCTOSSHUIO (rpynimbl
3a200J1eBAaHUI UJIM COCTOSIHUI)

1.1. OnpenesieHue 3a00JieBaHUsI WJIM COCTOSIHMA (rpynnbl 3a0ojieBaHMil WM
COCTOSIHUIN)

WNudantunpaas remanruoma (M) — 310 100poKadecTBEHHOE COCYIHMCTOE HOBOOOpa3OBaHME, B
OCHOBE KOTOPOH JIGKHUT aHOMalbHAas Tposmdepanuss >SHIOTCTHAIBHBIX KJICTOK C HapyIMIEHHOU
aApPXUTEKTOHUKON KPOBEHOCHBIX cocynoB [1].

1.2. DJrtuonoruss W nAaToreHe3 3a0o0jieBaHUsI WJIM COCTOSIHHS (TPynnbl
3a200J1eBAaHUI UJIM COCTOSIHUI)

ITHOJIOTUSA

OTHoNorusl ocTaercs N0 KOHLA Heu3BecTHOM. CyIIecTBYIOT HECKOJIBKO O0CYXKIaeMbIX T'HIIOTE3
(mnameHTapHasi, MyTalusl TIeHa, 3aJeHCTBOBAHHOIO B MpojiHdepanuu SHIAOTENUANBHBIX KIETOK), HO
COBEpIICHHO OYEBUAHO, YTO THUIIOKCHUS KakK aHTeHaTallbHas, TaK M IepUHATajbHas, SBIAETCS
NPUHIMIUATBHON rHmore3oii Bo3HukHOBeHMss WIT [2]. Ha »To ykaseiBatoT u Oojblias 4YacTb
npeapacnosararomux ¢akropos [3-5]:

- aHTeHaTaJIbHasl TUIIOKCHS;

- MHOTOIUTIOAHAsI O€PEMEHHOCTb;

- OCJIO’KHEHHasi 0epeMEHHOCTh (TIPEIKIIAMIICHS, TATOJIOTHS MJIAIlEHTHI/OTCIONKA TUIAICHTHI);

- Bec mpH poxkaeHun meree 1500 rpamm/He0HOIEHHOCTH (dacTota Berpedaemoct UIT — 25%) [6];

- aMHHUOIICHTE3/XOPUOIIEHTE3;

- )KEHCKHUH TI0JT;
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- eBpOTICOHTHASI paca;
- IOXKHJION BO3pacT MatepH [6].

IMaTodusuonorus

Cuwnraercs, yto UI' umeer sMOpHOHAIbHOE MTPOUCXOXKACHUE, 00pa3ysach U3 Me30AepMbl. B HOpMe
(dbopMUpOBaHHE COCYAUCTON CUCTEMBI B KOKE 3aKaHUMBAETCS Ha MOCIEAHUX Heaensax recraiuu. Eciu ato
CO3pEBaHME HE 3aBEPIICHO K POXKICHHIO, HEKOTOPhIE COCYIBbl OCTAIOTCS TMOJA JACHUCTBUEM
CTUMYJHMPYIOIIUX (PAKTOPOB, UTO MPUBOAUT K HX dYpe3MepHOM mnponudepanuun u (GopMUpOBaAHHIO
COCYIUCTOI 00pa30BaHMUA.

B ocnoBe QopmupoBanus UI' nexutr HapylieHue aHrHOreHe3a, OOYCIOBICHHOE IucOalaHCoOM
MEXy aHTUOTEHHBIMH U aHTUAHTHOHHBIMH (DaKTOPaAMH.

AHTHOreHe3 TMpEACTaBISET CI0KHO pEerylupyeMblii Mpolecc, KOTOPbIH 3akKio4yaercs B
peMoenpoBaHuu (IIy4KOBaHUE, OObEAMHEHUE, PErPecc HE3PEIBbIX COCY0B) MEPBUYHOTO COCYIUCTOTIO
CIUIETEHUS! B HOBbIE KAMWULSIPhl U3 MPEIIIECTBYIONMX KaK B (DU3MOJOTMYECKHUX YCIOBUAX, TaK U MPHU
MATOJIOTMYECKOM TpoIlecce O] ACHCTBHEM MHOXKECTBA CTUMYJIHMPYIOIUX U WHTHOMpYOMMX (akTopos
[7].

Tpu mocnemoBaTenbHBIX Oaphepa CTOSIT Ha MyTH (OPMHPOBAHUS HOBBIX COCYIOB: Oa3aibHas
MeMOpaHa, MePHUIHUTHI, COCTUHUTEIbHOTKAHHBIE KJIETKH, KOTOPHIE OKPYKAIOT COCYA, U MEXKKIETOYHBIN
maTtpukc. /s ¢GopmMHpoBaHMS HOBOTO COCyda HEOOXOAMMO paspylleHHEe 3TUX O0apbepoB IyTeM
aKTuBaMu  (EepPMEHTOB CHUCTeMbl (GUOPUHONM3a U  CTUMYJISIUU  DHAOTEIUANbHBIX  KIIETOK
MUPKYJIUPYIOIIMMHU WK JIOKAIBHO akKTUBHBIMHU (hakTopamu: UPA (urokinase plasminogen activator) u tPA
(tissue plasminogen activator). DT (epMeHThl aKTUBUPYIOT B CBOIO O4YepeAb MAaTPHUKCHBIC
MetaionporenHassl  (MMPs), paspymaromue MexkieTouHbslii marpukc. MMPs  crocoOcTByror
"OTCIOGHUIO"  MEPUIIMTOB,  JU3UPOBAHHWIO  0Oa3ajlbHOM  MEMOpaHBI W OCBOOOXKICHHUIO B
HKCTPACIUTIOJIIPHOM MATPHUKCE TPOCTPAHCTBA JJISI DKCIIAHCHM HOBOTO COCYAa. AKTHBHPOBAaHHBIC
SHAOTENHUATBHBIC KIETKA MUTPUPYIOT U3 ""MaTepUHCKOT0" cocyaa U MpoaudepupyoT B cOpMUPOBAHHOM
HUIIIE YKCTpaleUIIoNIsipHOro MaTpukca (Pucynox 1).

Pucynok 1. Cxemarnueckoe n300pa’keHUE pa3IMYHbIX 3TAllOB aHTHMOTeHE3a

Jransl aHTUOTEHE3a

aaee - s,

1.2 - AKTHBALMA IHOOTENVANBHLIX KNETOK 3 - [TPOTPY3HA JIHAOTENHANLHLD KNETOK
- Paspywenwe SasansHol mentpams

=z =

4 - Murpausa IHO0TENAANLHLIX Ke TOK 5 - PoOpraHn3auma IHOOTENWANBHED KNeTOK
- NpoNWQEpALAR IHAOTENHANBHEX KNETOK B KANKNNARD
~ BOCCTaHOBNEHIKE GAIANEHON MEMOpaHE
(«CTalunM3aunAs» CTRYKTYDGI)

1, 2, 3: akTuBamMs SHAOTETUAIBHBIX KIETOK MOJ JEHCTBHEM CTHUMYJIUPYIOIMIHUX (PaKTOPOB,
pazpyuieHue 6a3zaabHOU MeMOpaHbl ¢ OCIEAYIOLIEH MPOTPY3UEH SHIOTETHAIBHBIX KIIETOK
4: MuTpanys SHAOTETHATBHBIX KIETOK, Ipoiudepaus 1 GopMUpOBaHUE KalMUIIpHON "moukn”
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5: co3peBaHHE IHAOTEIHAIBHBIX KJIETOK ¢ (OPMHUpPOBAHHWEM NPOCBETa B KaMWUIAPHOU '"moduke",
BOCCTaHOBJICHHE 0a3anbHON MeMOpaHbl. OOpa3oBaHUE COCYAUCTON CETKH.

B kauecTBe raBHBIX (PAaKTOPOB, CTUMYJIHUPYIOIIMX AaHTHOT€HE3, MOYKHO BBIJCITUTH J1BA!

VEGF (Vascular Endothelial Growth Factor/snmorenuansHbiii cocyaucThiii (akTop pocra) —
MOIIHBIN crnenuduueckuii (akTop pocTta SHAOTEIHATBHBIX KJICTOK, OOJIaJaroIuii MUTOTEHHOW U
AQHTHOTE€HHOM aKTUBHOCTBIO, CIIOCOOHBIN CTUMYIHPOBaTh 00pa3oBaHue KanwuisipoB. OH ¢ukcupyercs Ha
cnerduuecknx penentopax (VEGFR-1, VEGFR-2), pacnionoxeHHBIX Ha SHIOTETUAIBHBIX KJIETKaX H
UX TpeAlIeCTBEHHUKAX, TMpHUBOJAS K mpoiudepaurd U (EHOTUIUYECKOW  TpaHchopmanuu
SHJIOTEIHANBHBIX  KJIETOK, BBIPAOOTKE MPOTEONUTHUYECKUX (EPMEHTOB, YTO B COBOKYIHOCTH
Croco0CTBYeT (POPMHUPOBAHKMIO HOBBIX COCYIOB [8]. B yCIIOBHSX TMITOKCHHU TOBBIIIACTCS KOHIIEHTPALIUS U
skcnpeccust VEGF 3a cuer moBsimieHuss tpanckpumnimu dakropa HIF-1 (hypoxia-inducible factor).
AxTtuBHasg ¢opma mocienHero MHAyHupyer TpaHckpunmuio rena VEGF. Kpome Toro, B ycioBusx
runokcun cekpernss VEGF yBennuuBaercs nop aefictsueM nntepieiikunoB 1 TGF (Trasforming Gtowth
Factor). Bce »tu aktopsl crnocoOCTBYIOT mnponudepanu >HIOTEIHAIBHBIX KIETOK, CEKpelHH
MPOTEHHKHHA3 (METaJUIONPOTEHHA3bl), KOTOpPBIE HEOOXOMMMBI JIi PEOPraHM3alMi BHEKJIETOYHOTO
MaTpHKca, KoopauHanuu quddepeHpoBKH KIETOK COCYI0B M aHTHoreHe3a [8].

FGFa/FGFb (Fibroblastes Growth Factors/daktop pocta ¢pubpoOmactoB) — 3TO ayTOKPUHHBIN
dakrop pocra. OH 00yamaeT BBHICOKOW MUTOTSHHOW aKTUBHOCTBHIO B OTHOIICHHH OOJBIIOTO CIICKTpa
KJIETOK ME30/IepMaIbHOTO U HEHPOIKTOAEPMAIBHOTO IPOUCXOXKICHUS, K KOTOPBIM, B TOM YHCIIE, OTHOCST
SHJIOTETMANIbHBIE KIIETKH, TJIaAKoMblmeunsile U (pubpobnactel. bFGF ywactByer BO Bcex srtamax
HEOAHTHOreHe3a (PUCYHOK 2), BKIItoUasi SMOPHOHAIBHBIN 1epro] GOpMUPOBAHUS COCYIOB, CIOCOOCTBYS
mudQepeHIPOBKE aHTMOOIACTOB Me30/IepMbl B JHAOTenuanbHble KieTkn. Kpome Ttoro, FGF Obin
BBIJICJICH U3 MHOT'MIX TKaHEH, BKIIIOYasi OmyxoJieBbie [8] u sHIOTeIHaIbHbIE KIETKH MPOIHPEPUPYIOLIHX
COCYAMCTBIX HOBOOOPA30BaHUH.

Pucynox 2. FGF perynsus anruorenesa [9]

Nopasnexne CMHTE3a

KaarepuHa
Mpoayxuma HapyweHue AKTHBAUMA Hamerenune
npo:eaa KNETOMMO#M YeenuueHne nepe::;':_:;’:::““ MEXKNETOMHBIX  CTPYKTYPbI nﬁ:"::::::e
areinm CuHTE3a KOHTAKTOB MaTpuKCca P
‘ HHTerpMHa \ J \ /
Aerpapauma
6asanLHoM MemGpaHs Murpaums Nponudepaumn Mopdorenxes CospesaHue cocyaos
PaHHAA MHBa3MBHaA (ha3a MNospHAnA chasa cospeBaHmA
aHrvoreHes

ChopmupoBanHass TakuM 0Opa3oM TIeMaHTHOMa MPOXOJUT TPU CTaJAMU: TNpOoJUQeparuu,
cTaOWIM3allul W WHBOJIONUHM, KOTOPBIE PEryJIMPYIOTCS aHTMOT€HHBIMH (akTopamMu Hu (HaKTopamu,

UTHOUPYIOLIMMU aHTHOTeHEe3 (MHTeppepoH p , anruoctatut, tpombocronaud; TIMP [Tissue inhibitor of
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Metalloproteinas] — wuHrHOuTOp HeoBackymorenesa) [10]. ®a3a HHBOMIONHMH XapaKTEPH3YCTCS
MOBBIIIEHHON 3KCIIpeccueil Mapkepa 3penocTu HaoTennaIbHbIX KieTok — ICAM-1 (skcmpeccupyercs B
npoepupyoINX HSHIOTEIHAIbHBIX KIETKaX M MPEACTaBIsAeT COOOH MOJEKYldy MEXKIECTOYHOH
anresuu). Perpecc peanmusyercss myTeM amnonTo3a (SHAOTENMANbHBIE M CTPOMAJbHBIE KICTKH
HKCIPECCUPYIOT MapKephl alloNTO3a — IPOTEOIUTHYECKHE PEPMEHTHI — Kacmasy 3).

1.3. DnugemMuosiorusi 3a00/1eBaHUsA WJIH COCTOSTHMS (rPynnbl 3a00/1eBaHUil HJIH
COCTOSIHUI)

Cawmoii yacToit u3 Bcex hopM cocyaucTou narosoruu ssisercs UI.

YacroTa BcTpeuaemoctu cocraBisieT 5-10% [11] y nereit 1-ro roga xu3uu 1 30% y HEOHOIIEHHBIX
nereii ¢ Becom meree 1800 rpamm. W varie BcTpedaroTcs y A€BOYEK eBpoIeickoi pacel (2,5-4:1) [12].
VYV HEIOHOIIEHHBIX J€TEeH COOTHOIICHHE IEBOYKM: MaJIbUMKM MeHblie — 1,4:1, HO 3TO COOTHOIIEHHUE
3HAYMMO YBEJIMYMBACTCS MPH OCIOKHEHHBIX U cerMeHTapHbIX ¢popmax U™ u coctasmsier 9:1 [13].

1.4. OcoOeHHOoCTH KOAWMPOBaHMA 3a00/1eBaHMA WMJIM COCTOSHMA (rPynmbI
3a00/1eBaHUil MJIM COCTOSIHUI) MO0 MexXIyHApOAHOM CTATHYECKOH KJjacCH(pPUKaALUU
0oJie3Hel U MPo0JIeM, CBSI3AHHBIX €O 3I0POBbEM

D18.0 — remanrunomMa ar000i11 JIOKaIA3alUA

1.5. Knaccudukanus 3a00/1eBaHUsI WM COCTOSIHUS (TPynibl 3a00/1eBaHUI MJIH
COCTOSIHUIN)

B nacrosimiee BpeMs MHTEpPHALMOHAIBHBIM COOOIIECTBOM IO HM3YYEHHUIO COCYIHMCTBHIX OIyXOJIEH
ISSVA (International Society for the Study of Vascular Anomalies) BBeneHO moHsTHE '"COCYIUCTbIE
anomanmu". Bee cocynucThie aHOMaIMK pa3/ieieHbl Ha JIBE OOJIBIINE TPYIIBI: COCYTUCTBIE OMyXOIH H
cocymucteie Manbdopmaruu [14] (Tabnuma 1).

Tabmuna 1. Cocyaucteie anomanuu, knaccudukanus ISSVA

Cocyauctsie aHOMaTHN

CocyaucTsie
Cocynuctsie Manbpopmauu
ONVX0.1H
_4—//
pOCTHIE KOMOUHHD AHOManmu AccolMupoBaHHBIE C
TobpokauecTeermye OBaHHBIC KPYITHBIC JIPYTrUMH aHOMAJTASMH
MarucTpaibHbIX (cuHIPOMBI)
COCY/IOB
Kanmmispras CVM, mumparuueckue |- Klippel-Trenaunay
Jlumparnueckas |CLM BEHO3HbBIE - Parkes-Weber
Benosnas LMV, apTepualIbHbIC - Servelle-Martorell
AptepuoBenozna |CLMV A - Sturge-Weber
* - HOMaJTUH .
1 CAVM - Maffuccii
JlokanbHO manbpopmarust | CLAVM* |- OTXOXKAEHUA - CLOVES
arpeccHBHBIC - X071
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310Ka4YeCTBEHHBIE ApTepHOBEHO3Ha |Apyrue - KOJI-Ba - Proteus
1 ¢pucrymna* - IpOTsHKEHHOCTH | - Bannayan-Riley-

- IMaMeTpa Ruvalcaba
- HaJIM4ue - Makponedanus — CM
ITyHTOB - Mukpouedamus — CM
- IEPCUCTECHLIUS
AMOPHOHAIBHBIX
COCYJIOB

CocynucTble OMyXOJIM C THCTOJIOMYECKON TOUKHM 3pEHHS XapaKTepu3yroTcs mpoiudepannei

SHAOTENNAIBHBIX KIIETOK. [lo OmosiornyeckoMy MOBEIEHUIO COCYAMCTBIE OIYXOJM MOAPA3JENAIOT Ha
N00pOKaueCTBEHHbBIE (reMaHTHOMBI), JIOKAJILHO arpeccUBHbBIE/TTPOMEKYTOUHOM CTETeHH
3JI0KAYECTBEHHOCTH  (T€MaHTMOAHAOTEINOMBL, 32 HCKIIOYEHUEM JOUTEIMOMIHOM W 1p.) H
3JI0KQYE€CTBEHHBIE (AMUTEIMONIHAS TeMaHTHOHI0TEIMOMa U aHTHOCcCapKoMa | Jip.) (Tabnuia 2).

Tabmuna 2. Cocyaucteie omyxoinu, kiaaccudukaus ISSVA

HO6pOKa‘IeCTBeHHHe OIyXOJIH

HudasTuisHas reMasrnoMa

BpO)KIleHHI)IG IréMaHTHOMBI

RICH

NICH

PICH

"[TyukoBas" anruoma (Tufted anrnoma)

BepereHokiieTouHas reMaHruomMa

QHHTCHI/IOI/II[Hafl IéMaHTHuoMa

[TuorenHas rpanynema

HApyrue

JlokaslbHO arpecCUBHBIE COCYIMCTHIE OMYXOIH (IPOMEXKYTOUHAsI CTENIEHb 3JI0KaUe€CTBEHHOCTH )

KaHOH_II/I(I)OpMHaH TCMAHTHOSHAO0TCIINOMA

Pertudopmuas remanrnosHoTeIoMa

[NanunnspHas uHTpanuMdaTuyeckass aHTHOIHI0TeTMOMa, oryxosb Dabska

KoMmno3urnas ICMaHI'MO3HA0TCIIMOMAa

Capxoma Kamonm

Apyrue

3710Ka4eCTBCHHBIC COCYIHUCTBIC OITYXOJIHN

AHrHocapkoma

DnurearnoaHas TeMaHTMOYHI0TEIHOMA
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HApyrue

UI" oTHOCHTCS COrNTaCHO COBPEMEHHON KIacCU(UKAIH K JOOPOKAYECTBEHHBIM OIYXOJISIM.

Tpu ructonoruueckue ¢aszel (Pucynox 3 A, B, C, D) cienyror oaHa 3a Apyroil, COOTBETCTBYs
">KU3HEHHOMY" IIMKJTy TeMaHruombl [15].

1 ¢aza. I'uctonoruyecku OmMyxojb BBICOKOW KJIETOYHOCTH U COOTBETCTBYET KIMHUYECKOU (haze
nponudepannu. Onpenensiercs He3penas COCyAHMCTas TKaHb, COCTOSAIIAs HPEUMYIIECTBEHHO W3
KOMITAaKTHO PACHOJ0KEHHBIX SHIOTENHAIBHBIX KIIETOK, 3aHMMAIOMINX IPAKTUYECKH BCIO IIJIOIIA/Ib
OITyX0JH, (POPMHUPYIOIIMX €]1BA PA3IHUUMbIE COCYAHMCTHIC MOJIOCTH, U BU3YaTIU3allUl KOTOPBIX MOXKET
noTpeOOBaThCS  HCIOJIb30BAHUE JOTOJHUTEIBHBIX METOMOB wuccienoBanus (Pucynok 3 A, B).
CrtpomanpHble KJIETKH BCErZa CoAepXKaT OOBEeMHOE SApO, OINPENeNseTcss BBICOKAs MHTOTHYECKast
akTHBHOCTh. OOHAPYKMBAETCsl OONBIIOE KOJTMYECTBO MACTOLMTOB. MOXKET BBISBISATHCS MEPUHEBPATIbHAS
MHBa3Msl.

2 daza. Onyxoab craHoBUTCA Oosee TuddepeHIMPOBAHHON U COOTBETCTBYET KIIMHUUECKOW CTaauu
crabmnmm3anuu. [HWCTONOTMYECKH OMyXOoJdb HMMEET J0JIbYaTOe CTPOCHHE, COCTOMT U3 YETKO
TG depeHIIMPOBAHHBIX KaMIUIAPOB € XOPOIIO ONPEAEIsIEeMbIM IIPOCBETOM, BBICTIAHHBIM YIUIOIEHHBIM
suporenueM (Pucynok 3 C). JlonbkM LIEHTPUpPOBaHbI apTEpUOIaMU U JpPEHUpPYIOIIMMHU BeHyilamu. Ha
3TOM CTAJUM CTPOMAJIbHbIE KJICTKU HE ONPEIEISIOTCS.

3 ¢aza. CoorBerctByer perpeccy. OOBeM cOCyauCTOH mpoiudepanud MPOTPECCHBHO
YMEHBUIAETCS, TKaHb OIyXOJIM 3aMELIAeTCsl BOJIOKHUCTOM COCIUHMTENBHOM M KUPOBOH TKaHBIO
(Pucynok 3 D), cpenu KOTOPBIX ONMPEACISIIOTCS PEIKUE OTISNIBHO PACIIONIOKEeHHbIC Kammuisips [13].

Pucynok 3 (A, B, C, D). ['ucronoruueckast KapTuHa Ha pa3HbIX cTaausax pazsutus U’

L4 37T,
iy LT

i
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A: TlpomudepatuBHas ¢aza. KoMmMmakTHO pacroyIOKEHHBIE MEJIKHE COCYAbl, HE HWMEIOIINE
MIPOCBETOB, TTOCTPOCHHBIC U3 YHIOTEIUATBHBIX H KJIETOK Ipyroro nuddepeHIupoBOYHOro psia (oOKpacka
reMaTOKCHIMHOM | 303uHOM (I'-D), yBenudyenue mukpockorna x100)

B: Dkcenpeccus GLUTI1 B sHpotenuu (MMMYHOTMCTOXHUMHYECKOE MCCIEIOBAHUE C aHTUTEIAMH K
GLUT]1, yB. x100)

C: Hauano unBomouus (¢asza mmaro). Kamumispsl ¢ TOHKOH CTEHKOW M XOpOLIO BHAWMBIM
npocBeToM cocyoB (I'-3, yB. x100)

D: W3MmeHeHust mocie 3aBepUICHUsT WHBOJIOUMU. Pelkue CTPYyKTypbl 3pejibiX pPe3uIyalbHbIX
COCYJIOB Cp€JIi BOJIOKHUCTOM COCTMHUTENHLHOM 1 xupoBoit Tkanu (I'-0, yB. x100)

I/IMMyHOFl/ICTOXHMH‘IeCKOQ HcciaeaoBaHmue

OHJO0TEeNUANIbHBIE KJIETKH COCTaBIIAIOT IMPEUMYILIECTBEHHOE OOJBIIMHCTBO M HMMEIOT (PEHOTHI,
O0ImIMi C SHAOTETHATBHBIMU KiIeTKaMH 1ianeHTsl (Fc gamma, merosin, Ag Lewis Y, GLUT1). Cambim
HAJCKHBIM CHEIU(UISCKUM MapKepoM, IMO3BOJSIONUM MpoBecTd AuQQepeHnaibHblii IUarHo3 ¢
ar00oi  apyroit  cocymuctoi anHomanumeit, sBiusercs GLUT1 (Glucose transporter 1) — 0Oerok,
TpaHcnopTupyomui rmoko3y 1 tuna (Pucynok 3B), kotopsrit sxcnpeccupyetcs B 100% cnyuyaeB UI" Ha
Jr000M CTaiK IBOJIOLMHU M HE BBIIBIISCTCS NpHU JApyroi cocymucroir maronoruu [10]. B To xe Bpewms,
Kak ¥ npu o000 kanmuisipaoit nponudepanyu, UI' WT1 (Wilms tumor genel) no3utusHa.

1.6. Kiaunuyeckass KapTHHA 3a00JieBaHUS WJIM COCTOSIHUSI (TPyNIbI
3a200J1eBAaHUI UJIM COCTOSIHUI)

UI' wumeeT TIJIOTHOARNIACTUYECKYIO KOHCHCTEHIIMIO, HE MylbcUpyeT, Oe30one3HeHHa (3a
UCKITIOYEHUEM CITy9acB, COMPOBOKIAIONINXCS HM3BSI3BICHUEM WU TEPUHEBPAIBLHON WHOUIbTpAITUEH).
[[BeT k0K B MeCTE JTOKAJIU3ALUU OIYXOJIM BAPbUPYET B 3aBUCUMOCTH OT Thna UI'.

Knunnueckue popmbi:

- ®okanbHas popMma, camas yactas. [IpeacraBieHa B BUIe eIMHUYHOTO (hOKyca

- CermeHTtapHas (popMa COOTBETCTBYET ONPEEIEHHOMY aHaTOMUUECKOMY CerMeHTy/iepmaromy. C
3TOM (OPMOIi yallle BCEro0 aCCOUUPOBAHbI CUHAPOMabHble BapuanTsl NI

- Mynbtudokansueie — penkue ¢opmbl. [Ipu Hannuum Oonee 1, HO MeHee 5 O4yaroB rOBOPST O
reMaHrMoMaro3e; MpU HaIMYUM MHOXKECTBEHHBIX MEJKUX (HECKOJbKO MHJUIMMETPOB B JHAMETpPE)
réeMaHruoMm peyb UACT O MUIHMAPHOM I'€MaHIrmoMartrose, KOTOpI:IfI aCCoMUpPYECTCA C BHUCHCPATIBbHBIMU
MOpaKEHUSMHU (Yallle BCEro pedb UAET O MOPaKEHUH NEYECHN)

Tuner UI' B 3aBUCUMOCTH OT TITyOMHBI IOPAXKEHUST KOXKHU U TTOJICKAIINX TKAHEH !

1. IToBepxHoctHas (koxHasg) M (50-60%). Anrmoma Oyrpucrasi, sIpKO-KpacHas, ¢ YETKHMMHU
KpasMH, BBICTyNalomlas HaJ 3J0pPOBOM KOXEW, C IIEpOXOBaTOW (3€pHUCTON) TMOBEPXHOCTHIO (B
JUTepaType Ha3bIBalOT TyOepo3HO# aHrnomoil winu "kiyOHuuyHOH" aHruomoii). Ilo ¢opme oHa MoxkeT
OBITH JTOKaJTHHOU ((POKATHHOM UITM CErMeHTapHON) WK U] y3HO.

2. Tloaxoxnas MI' (15%) mnpencraBnsier coOoil OMyXOJNEBUAHOE OOpa3OBaHHE C YETKUMHU
rpanuraMu. Koxka Haj OmyXoyibl0 OT OOBIYHOM OKPACKH JI0 Pa3HOM CTETICHH CHHIOIIHOCTH, MOXKET OBITh
OKpY’KEHa IOBEPXHOCTHOM pacIIMpPEHHON BEHO3HOW ceThlo. Pacmonaraercss moako)kHas I€MaHITMOMa B
IIIyOOKUX CJOSIX IEpMbI U TUIoZepMe. ['eMaHrnoMa uMeeT MIOTHOAIACTUYECKYI0 KOHCUCTEHIIUIO, CIIeTKa
TeIuIasl Ha OIyIb, HO 6e300JIe3HEHHAs U HE MYIbCUPYIOLIasl.

3. CmemanHasg reManruoma (25-35%) umeer ABE COCTaBIAIOIINE: TTOBEPXHOCTHYIO OYIpUCTYIO U
Oonee rITyOOKYIO — TIOAKOXKHYIO, KOTOpasi BEIXOHUT 3a TPAHUIIBI IIEPBOi, 00pa3ysi CHHIOIIHBII apeon [16].
3aHuMaeT Bcio AepMy H runoaepmy. Kak mpasuno, cmemannas U npencrasiena B Buae €IMHUYHOTO
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¢doxyca, HO ObIBAIOT U MHOXKECTBEHHbIE. B mocneqHem ciyyae OHH MOTYT COYETaThCsl C BHUCLEPATbHBIM
nopaxenuem [17].

4. [loMmumo onucaHHbIX 3-X kiaccuueckux TunoB UI', BeimensoT euie 4-1o, arunuunyto M. Peun
UJIET O HAIUYUU C poxaeHus "oOpa3zoBaHus" Ha KOXKe, KOTOPOE HAIOMHUHAET H3MEHEHUS,
npenuectpyromue pazputuio UI', Tak Ha3piBaeMble HHULIMATIbHBIE U3MEHEHHUSI: CJIeTKa BO3BBIIIAIOIIEECs
SPUTEMATO3HOE ISITHO C TOHEHBKUMHU TeEJNEaHTMIKTa3usIMH. OCOOEHHOCTBIO SBISETCS IPAKTHUECKU
MIOJIHOE OTCYTCTBUE MpoihpepaTuBHOM ¢a3bl (MeHee 25% oT o01Iel MIomaAl TOBEPXHOCTH MOPAKECHHUS
nojBepraercsi nponudepanuu). It remanruomel HaszeiBatoT [H-MAG (Minimal or Arrested Growth
Hemangioma), wim ab6optuBabiMu WD, unu perukymsapubimu UIT (Knaccudukamus ISSVA 2014).
bonpmmHCcTBO Takux UI' joxamm3yroTcss Ha KOXKE€ HMKHUX KOHe4dHOcTed. [lopakeHHass KOHEYHOCThb
oTeyHas ¢ MHpUIbTpanMend noanexamux TkaHei. ItoT tun UI' yamie compoBokIaeTcs JIOKaIbHBIMU
OCJIO)KHEHUSIMU B BUJIE U3BA3BICHUS U MOYKET aCCOLIMMPOBATHCS C AaHOMAIIUSMU MOYENO0JI0BOM CUCTEMBI,
a TaKkKe C CepACYHOM HeocTaTouHOCThIO [18].

Pa3mepsl

Pa3mepsl oueHb BapuaOenbHBI: OT TOUEUHBIX 10 TuranTckux. 80% UI" nmerotr HeOombIiue pasmepsl,
MeHee 3 CM B JMaMeTpe M HOCAT M30JMpoBaHHbIA xapakTep [19]. UTto kacaercs ruraHtckux Qopm, To
BBIJICTISIIOT 2 BHJA: pacIojlararolfecss MOBEPXHOCTHO MM NPOoiH(EepUpyrole Ha MOBEPXHOCTH H B
oobeme. Pasmepel MOTYT OBITh HACTOJNBKO 3HAYMMBIMH, YTO O3TO TPUBOJUT K HM3MEHEHUSIM
AHaTOMHYECKHX TI'PaHMI, OCOOCHHO TIPH JIOKAJIHM3alUU B CKYJIOBOH 00JacTH W B O0JACTH OKOJIOYIIHOW
CJIFOHHOU JKEJIE3BI.

Jlokaauszanus

Tonorpadus camas pazHooOpaszHasi, HO yaiie Bcero UI' nokanu3yroTcss B 00J1aCTH TOJIOBHI U IIIEH:
40% u 20% coorBeTcTBeHHO [5]. 76% (oKambHBIX (OPM Ha JIHIIE PACIIONATAIOTCS Ha BBICTYIAIONIMX
yuacTkax, 60% u3 KOTOpBIX — 10 IeHTpanbHol jJuHuu juna [20]. CaMbie yacTbie — 3TO JOKATH30BaHHBIC
dopmbl, mumb 24% — cerMeHTapHble. Bbienstor 4 30HBI PACIONOXKEHHS, COTJACHO YCIOBHBIM
cermMeHTaM (S1-S4) (pucyHok 4).

Pucynoxk 4. CermenTtapHoe JiefieHue rojossr [21]
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Hekoropbie BHIBI JIOKAIM3allMii MOTYT VYKa3blBaTh Ha HaJIW4YUe OCJIOXHECHUH, TPH ITOM
cermeHTapHbie popmbl B 11 pa3 gaie acconuupoBaHbl ¢ OCIOKHEHUSIMH, B YACTHOCTHU C U3bA3BICHUEM U
pasBuTHeM Manbhopmaruii [13, 22]:

- S1/S4 — puck pa3BuTHs MaJIb(GOPMAIU TOJIOBHOTO MO3Tra MPpUOJIM3UTEIbHO B 3/4 ciyuasx [23];

- S2/S3 — puCK cepeUHO-COCYAUCTHIX aHOMAJIHMI U TIOPAKCHHS BEPXHHUX JbIXaTCIbHBIX myTei [23].

JBOJIIOLMS

NI mpexacrapsier coboi "AMHAMUYECKYIO OITYXOJIb'", TO €CTh OHA UMEET ONPEACICHHYIO KHHETHKY,
npereprieBast Tpu (a3pl pa3BuTHs: (azy pocTa, CTAOWIM3ALMU U perpecca, KOTOPHIM COOTBETCTBYET
aHaJIOTUYHAas TUCTOJIoTHYeckas ¢asa.

OO6b1yHO B 70% ciyuasx WI' npu pokIeHUM OTCYTCTBYIOT M HAUMHAIOT IPOSBIATHCS JIMILL YEpPE3
HECKOJILKO JTHEW/Henenb mocie poxacHus [24, 25]. HeoOXoaumMo OTMETHUTh, YTO TOJAKOXKHBIE (OPMBI
MOTYT OBITh KJIMHUYECKH BBISIBICHBI JIMIIb K Bo3pacty 2-3 MmecsueB [24]. MHunmanbHble TPOSBICHUS
MOTYT OBITh MpeACTaBieHbl B 1/3 ciayyaeB JOKaIbHBIMU M3MEHEHHSIMH KOXH B BUE OJIEHOrO MATHA,
MOXO0KET0 Ha raMapToMy, JIM00 B BUJE 0JI€THO-PO30BOTO MATHA/KAMMIUIIPHON CETKH, KOTOPbIE B TEYCHUE
MOCIEAYIOIUX HECKOJIbKUX HEJENb/MECSIeB MporpeccuBHO pactyT (dasa panHeil u ObicTpoi
nponmdepannu cMensercs $a3zoi Mo3aHed 1 MeUIeHHON mposrdepannu), MpUHAMAas B KJIACCUYECKON
Te€MaHTUOMBI.

da3a nponudepanuu 3aBepiraeTcss 00BIYHO K 6-8 MecsaM sl TOBEPXHOCTHBIX OPM, WIIH MOXKET
npoUTUThes 10 9-12 MecsineB Ui MOAKOXKHBIX M cMemmaHubix (Gopm WD [25]. B 80% ciyuaes UI°
yIBaBaeT CBOM pa3Mep, AOCTUTasl, KaK MpaBuiio, GPUHAIBHOTO 00beMa K Bo3pacTy 5 mecsues [25], B 5%
cillydaeB pasMmep ycrpauBaercs. M B odyeHb peakux cinydasx (menee 5%) cmemannsie UIT mocturaror
TMT'AaHTCKHX pa3MepoB, a npoiudepaTuBHas Gaza MOKET AIUThCS 10 24 Mecsues [22].

[Tpubnu3uTenbHO ¢ Bo3pacTa 8-9 mecsieB HaunHaeTcs ¢a3a cTabuiIn3alim, KoTopas JUIUTcs oT 12
no 36 wmecsueB. B astor mepuon 3aBepmiaercs poct WIT m HaumHaeTcs MeIUIEHHAas CHOHTaHHAas
WHBOJIIONMS, KOTOpas KIWHUYECKH MaHU(PECTHUPYeT C I[EHTPAIbHOIO IMPOCBETICHHUS Yy KOXKHBIX
reManruoM u "ocemaHus' MATKHX TKaHEH NpH MOJKOXKHBIX (opmax. MHorma ¢asza pocra u perpecca
MOJKET MpoTeKaTh napamiensHo. B 60% WIT nmonHocThiO perpeccupyeT k 4 rogam, B 76% — k 7 rogam
[24], ocTaBmsist mocie ceOst pe3uayanbHbIi "psiOnbiii kapman" (PucyHok 5).

Pucynok 5. CtepeoTunHble 3Tarbl 3BOITIOLUH.

P

HopBopowaeHHbIA 0-2 mec. 2-10 mec.

Cpennuii Bo3pacT 3aBepieHus (a3sl MHBOMOLMK — 3,5 roga [26]. HeoOXoauMoO OTMETHTH, YTO
MOJIKOKHBIE (POPMBI UMEIOT O0Jiee MEIJICHHYIO HHBOJIIOIUIO, YeM ITOBEPXHOCTHbIE (KOKHBIE). OHU MOTYT
perpeccupoBaTh HE MOJHOCTHIO, OCTABIISI Mocie cedst pruOpo3HO-KUPOBYIO TKaHb. MIHOTIa KOXKa MOXKET
CTaTh ApsiOI0N M3-3a MOTEPH PJIACTUUECKUX BOJIOKOH UM Pa3BUTh U3MEHEHHUS 110 TUITY T€JI€aHTUIKTa3HM.

OTH 0COOEHHOCTH TEUEHHS T€MAHTHOM OIPaB/AbIBAIOT MO3ULUIO HAOIIOAEHUS MPU YCIOBHH, €CIIH
réMaHTuoMa He COMPOBOXKAAETCS OCIOKHEHUSIMHU.

OcioxxHeHust

HecMoTpst Ha crnoHTaHHBIM perpecc, HaOmomatomuiics B 90% ciaydasx, HEKOTOPBIE BHJIbI
JOKAIU3AIMA MOTYT MPUBOAHUTH K Pa3BUTHIO OCIOKHEHUN M TpeOOBAaTh MEIUIIMHCKOTO BMEIIATEIhCTBA
1100 MOTYT yKa3bIBaTh Ha BO3MOYKHOCTH CHCTEMHBIX IposiBiieHuit [24] (pucyHok 6 a, b, ¢).
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Pucynok 6. Cxematuunoe m3obOpaxkenue W', accOMUpPOBAHHBIX ¢ BO3MOXKHBIMH OCJIOKHCHHUSIMH
[27].

Caeumm T SDHAA W sOMOC T *
- BN AR T RAIE A W SpoMsoncTy i l'
« POETORP WIAMIHIAR KON U, m:'w o0ARCTH
TR KK Y TN, RICHRSN SN
ATpOdae, DyDi AIBA A
- o, s (A [ S B it [we e
COOHLMRAMEAR [y T B
- PRCK BTN (2
S S T VR
impnpvnesp PHACE comapow

1. UT', npuBoasimiie K JIOKAJbHBIM OCJOKHEHHAM (HeKpo3 / u3bsi3BiaeHue /
BTOPUYHOE MH(PUIHPOBaHUE/KpoBoTeueHNe) / PYHKIHOHATBHBIM paccTpoiicTBamM

JlokanbHBIE OCJIOKHEHHS SBISIOTCS CaMBIMH YacTBIMH TI0 JaHHBIM OJHOTO W3 KPYITHBIX
uccienoBanuii [5] u npoucxoast B nponudepatuBryto Gasy [24].

CnoHTaHHOE U3BA3BIECHHE (C BO3MOXKHBIM BTOPUYHBIM HH(QULIUPOBAHHWEM) SBISETCS CaMbIM
vacTeiM ocnokHeHueM MI. Yacrora BecTpeyaemoctu coctaiseT 16% [28] u o0biuHO BO3HHKaET B (ase
pocta/mponudeparnun  (cpeaHuit  Bo3pact 2-4 wmecsna) [29]. M3ba3BiacHHE MOXKET MPUBECTH K
KPOBOTEUEHHIO M BTOPHUYHOMY HHQHUIMPOBAHUIO, a TaKkke K (YHKIHMOHAIBHBIM pacCTPOHCTBAM.
W3bs3BrieHne Bcerjga COMPOBOXKAAETCS BBIPAKEHHBIM  OOJIEBBIM  CHHIPOMOM. B mociemyromem
U3BA3BICHHBIE YYAaCTKH MOTYT OCTaBIAThH mocie cebs pyOuoBble u3MeHeHMs. [loakoxkHble (opMbl HE
CKJIOHHBI K H3bSI3BIICHUIO.

[Ipu noBepXHOCTHBIX M cMmemaHHbIX THmax WIT MokeT pa3BUTBCS HEKPO3, KOTOPbI ObIBaeT
CTIOHTAaHHBIM HWJIM CIIPOBOIIMPOBAHHBIM JIeU€HHEM (KpPHOTEpamws, CKIEpOTEepanus, paguoTepanus —
JaHHbIE BU[BI JICYCHUS B HACTOSIIEE BpeMs HE SBIAIOTCS MPUOpUTETHBIMU). Hekpo3 maHuectupyer c
MOSIBIICHHSI YEPHON KOPKH, YCKOPSET MPOIeCC WHBOJIOIMHA M OCTAaBIISIET IMOCHe cedsi 3aMeTHBIN pyoOerr.
[IpyurHa CIIOHTAaHHO BO3HMKAIOIIETO HEKpPO3a JI0 KOHIIA HE M3BECTHA, HO HEKOTOpHIE aBTOPBI
MPEIoiIarafoT, 4YTOo TpU OOJBIIMX TEMaHTHOMAax B CTAJAWH TIPOITHUQEpAlliH MOXET OTMEUaThCs
HE/I0CTaTOYHBI KPOBOTOK, HEOOXOAMMBINA JJIs1 MUTaHUS ONMyXoJu. HekoTopble UTOKUHBI MOTYT OBITh
3aJIeiCTBOBaHbI, Kak Hanpumep, Gpaxrop Hekposa onyxoau (TNF).

dakTopaMu pHUCKa Pa3BUTHS JIOKAIBHBIX OCIIOKHEHHMH SBIAIOTCA OOJBIION pa3Mep COCYyAUCTON
OITyXOJIM, €r0 KOXHbIE XapaKTePUCTHUKU M Tomorpadus (ecTeCTBEHHbIE CKJIAIKU, BEpXHssA Tyda, Imes)
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(pucyHOK 6 a), a TaKXKe JOKaIU3alys Ha TPaHULIE CO CIU3UCThIMU.

['eMaHTrHOMBI 0COOBIX JOKaTHM3armii [13]:

- [TanenieOpanpHas. OKKITIO3HS TJ1a3a ¢ PUCKOM pa3BUTHs cTpabus3ma (B 1/3 ciaydaeB), acTurMaTu3Ma
WM aMOJTHOIINUY TTOpaKeHHOTO ri1a3a. [locnenHee 0CIOKHEHHE SIBISIETCS CAMBIM TPO3HBIM H Pa3BHUBACTCS
B 43-60% cayyasx [30]. BuyrpuopOutambHoe u perpoopbuTaiibHOE pactnpoctpanenune NI moryt
MIPUBECTH K JWCIOKAIIUM TJIA3HOTO S0JI0Ka, MHOWIBTPAIIUH TJIa30/IBUTATEIIBHBIX MBI U K CIABICHUIO
3pUTENBHOTO HEPBa CO BTOPUYHOM ero atpodueil. B peakux ciyyasx nepruopOuTaibHOE pacloyiokeHne
NI moxer couerathes ¢ U™ pagyxHOW 000JI0UKH.

- JlabuanpHas. Yaie Bcero otMedaercs nopaxeHue Bepxuei ryosl (70%), a Taxke nepudykaabHas
nokanuzanus. VI3bsA3BICHHS, TOBBIIICHHOE CIIOHOTEUEHHE, PACCTPOMCTBO COCAaHMs, a TakxkKe
CTPYKTYpPHBIE HAPYILIEHUSI CO CTOPOHBI (POPMUPOBAHUS YETIOCTH U 3yOOB MOT'YT HaOJII01aThCsl, 0COOEHHO
npu pacnpocrpaneHHbix ¢opmax [13]. [Ipu nokanusamuu B obmactu HmwkHEH ryosr (25%) UIT moxer
NPUBOJIUTH K CHH)KEHHIO MBIIICYHON CHJIbI HIDKHEH ryObl U B 30% pasButhio 538 [31], a B 30% ciyvasx
MOXET Pa3BUTHCA TMOPAKEHHE IMOATITIOTOYHOTO TMpocTpaHcTBa. [Ipu Takux Jokamu3anusx HEoO0XOoIuM
o0si3arenpHBI ocMoTp JIOP Bpaua, a Takke mpoBeJeHHE JOMOTHUTEIbHBIX UCCIEAOBAHUN.

- Hazanpnas. VYrposa noBpexzaeHus U jAepopMalMM HUXKENEKallldX XpSIIEBBIX CTPYKTYp B
pe3ynbTaTte HEKpo3a, BTOPUYHOE HH(OUIKMPOBAHUE; OOTypauus BO3AYXOHOCHBIX myTed. OTAeNnbHO
BbIIETISIIOT anruoMy "CupaHo" — reMaHruomMa KOHUMKa Hoca. OTo (opMa mojkoxkHas. Eciau remanruoma
CMEIIIaHHasi, TO OHa MOXET OBITh MPUYMHOW HEKpo3a Xpsiia (KOHYMKA M KPBUILEB HOCA), PHUBOIS K
HeoOpaTuMon nedopmariiu.

- AypukynspHas. 3aKpbITHE HApPYXKHOTO CIYXOBOT'O IPOX0Ja, HEKPO3 XPSAIICH YIIHOW PaKOBUHBI,
BTOpUYHOE MH(UIIMPOBaHUE, NeopMalns YIIHON paKOBUHBI, TOTEPS CIIyXa.

- OkonoymHasi oOjacTs. KinuHMYECKH mpencTaBieHa YHUJIATEPATbHBIM TOPAKEHUEM B BHUIE
HEOOJBIION OMyXO0JIEeBOM MAacChl MPH POXKACHHUU, KOTOpas OUYeHb OBICTPO YBEIUYUBAETCS B pa3Mepe.
Onyxonb (moKTyHpylomas, MoaBWKHasg, O0e300i1e3HeHHas. OHa pacmoJiaraeTcsi BHYTPH JKEJIe3bl, He
BBIXOZS 32 MpeeNbl Kalcylbl U HE 3aTparvBas HHU MOJUIekKallhe TKaHW, HU KOXKY. JTa JOKaIu3alus
MOXET MPUBOIUTH K MOPAKEHHUIO JIMIIEBOTO HepBa. VHBOIOIMS HAUYMHAETCA TO3XKE, YeM OOBIUHO, C
BO3pacta 18 Mecs1eB ¢ MOJHBIM UCUE3HOBEHUEM K 6-8 rogam.

- [lepuneansHas. [lopaxxenue 31Ol 00JacTH BCTpeuaeTcs penko, meHee yeMm B 10% cimydasx, HO
XapaKTepU3yeTcss OUYeHb BBICOKMM PHCKOM pPa3BUTHS HEKPO3a, HU3BSA3BICHUA U CYHEepUHDEKITUH.
N3ba3Bnenne otmeudaercs B 80% ciywyaeB npu noctuwkenun UIT Gonee 5 cm2 u numbs B 10%, ecnu
wionaab TMOpakeHus He mpeBbliaer 2 cMm2. KinHUYeckd OHM MOTYT OBITh NPEACTABIEHBI JBYMS
OCHOBHBIMH (popMaMH: B BHJI€ OINYXOJHM, YETKO OTrpaHUYEHHBbIE, JIMOO TIOBEPXHOCTHBIE, HO
pacnpoctpaHeHHble. Kpome TOro, naHHas JOKamu3alks MOXKET COMPOBOXKIATHCS —Pa3IMUYHBIMU
MatbpopMausIMu (AHOTEHUTATBHBIMH, YPOJIOTHYECKHUMHE, KOKHBIMH), BKJIIOYAs OTCYTCTBHE MAJIbIX
MOJIOBBIX T'y0, aTpoduio OONBIINX MOJIOBBIX T'y0, aTpe3uto aHyca, HaJH4ue JIMIOM. AHOMAUU Pa3BUTUS
OpPraHOB TPOMEKHOCTH MOXET COMPOBOXKAATHCS HAPYIICHUSIMH MUKW W nedekamuu. JlaHHBIC
aHOMaJMM MOTYT TOTpeOOBaTh XHUPYPTHMUECKOH KOPPEKIMU TOCTe KYMUPOBAHUS TMPOSIBICHUN
TeMaHTHOMBEI.

- CakpanbHas. MoOXeT COYeTaTbCcs C HMHTPACIHMHAIBHBIM PACHPOCTPAHEHUEM, UTO MPOSIBISETCS
CHIDKCHHEM MBIIICYHON CHJIBI B HOTaX, BE3MKO-YPUHAPHBIMH PACCTPOHMCTBAMH, a TaKXKe OTMEYAeTCs
gacTas accouuanus co spina bifida.

- OxomocockoBasi obnacte. MI' ¢ nokanmzanmeid B 00JaCTH MOJIOYHOW IKEJIe3bl, MPUBOIAUT K
HapYIICHUIO PA3BUTHSI MOJIOYHBIX JKEJe3, ACHMMETPUH TPYIHOM KIETKH U MOJIOYHBIX XKEJe3.

- OGmacth cTombl/kucTd. Hapyienue moxoiku/HapyIIeHHs B XBaTaTSIBHBIX JIBUKCHHSIX PYK.

2. UT', conpoBoxkaammecs HApylieHueM BUTAJIbHBIX (PyHKIUIA

ITH OCI0KHEHUS PEAKH, HO O HUX HAJ0 00513aTeIbHO ITOMHHUTE!
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- Pecimparopnsiii auctpecc cuaapom (PJIC). Moxker HabmogaThCsl PH JOKAIU3AIUN COCYAUCTON
OITyXOJIM B 00J1aCTH BEPXHUX JIBIXATEIbHBIX IyTEH, B YACTHOCTU B MOATIIOTOYHOM IpOCTpaHcTBe. Takyio
JIOKAJIM3alMI0 HEOoOXOAMMO HCKJIIOYaTh IPH HAJIWYMM TE€MaHIMOMBl B ILIEHHO-TUIEBOM 00JacTu
(mepemHsAs MOBEPXHOCTH INEHM, HWXKHsSA Tyba, moadopomok), B obmactu cermeHta S3. OcnoxHeHHE
Habmromaercs B 1/3 ciyuaes [32, 33].

- CepaeuyHasi HEIOCTAaTOYHOCTb. MOKET pa3BUTHCS NpU dKCTeHCUBHBIX (hopmax U, a taxxe mpu
[Opa)KEHUH NeYeHU. BoBieueHue B aTOJOrMUECKUI MPOLECC EYEHU MOKET OBbITh KaK N30JIMPOBAaHHBIM,
TaK M COYETAaThCs C mopaxeHneM Koxu [34]. Bece satu dopmbl UI' ycunuBaroT oOpaTHBI BEHO3HBIN
BO3BpAT KPOBHU, YBEIMUYMBAsI IPeIHATPY3KY Ha MIPaBbIe OTAENbI CEPALA.

- Xenynouno-kuieyHoe KpoBOTeUeHHE. B pelnkux ciydasx MacCHBHOE JKEIyIOYHO-KHILIECYHOE
KPOBOTEUEHHE MOXKET OCIOXKHUTh TeueHue MI' mpu ee nokanm3anuu Ha CIM3HCTBIX KEIYJOYHO-
KHIIeyHOro Tpakra [35].

3. UT', conpoBoxkaammmecs CTPYKTYPHBIMH H BUCHEPAJIBLHBIMH AHOMAJTHAMM.

CTpyKTYpHBIE U BUCIEPATLHBIC AHOMAJIUU BCTPEYAIOTCS, TP TaK HA3bIBACMBIX, cerMeHTapHBIX U,
KOTOpbIE TpPEOYIOT 0COOOr0 BHHUMAHHS, TaK Kak IPEJICTABISAIOT COOOH HE TOJBKO ACTETHUECKYIO
po0JieMy, HO U MOTYT CKPBIBaTh rpyOble (PyHKIIMOHAIBHBIE H3MEHEHHSI CO CTOPOHBI JPYTHX OPTaHOB H
CHCTEM.

JIBa OONBIIMX CHHAPOMA, HEJABHO OMHMCAHHBIX, ACCOIMUPOBAHBI C PA3ITMYHBIMHU BHCIECPATLHBIMH
anomayusimu (TaGuma 3).

Ta6n1z1ua 3. CI/IHI[pOMLI, ACCONUHUPOBAHHBIC C CCMCHTAPHBIMU I'CMaHI'MOMaMHU

LUMBAR: Lower Body hemangioma, Urogenital anomalies,
Ulceration,  Myelopathy, = Bony  deformities,  Anorectal
malformations, Arterial anomalies, and Renal anomalies/PELVIS:
Cunapom Perineal angioma, External genital malformation,
LUMBAR/PELVIS/SACRAL Lipomyelomeningocel, Vesicorenal abnormalities, Imperforate
anus, Skin tag/SACRAL: Spinal dysraphism, Anogenital,
Cutaneous, Renal and urologic malformation, Angioma
Lombosacral

Cunnpom PHACE/PHACES Posterior fosse abnormalities, Hemangioma, Arteries anomalies,
Coarctation aortic, Eyes troubles/Sternal malformations

Cungpomsr LUMBAR/PELVIS/SACRAL accomuupyercss Halu4lMeM OIPOMHON T'€MaHTHMOMBI
MOSICHUYHO W/WJIM KPECTLOBOM, W/WIM TNEepUHEaJbHON 00JacTh C aHO-T€HUTO-BE3UKO-PEHAIbHBIMH U
CIIMHAJIBHBIMH aHOMaHsMu [36].

- Cungpom PHACE/PHACES accomuupyercss ¢ TUTaHTCKOM  T'€MaHTMOMOW  JIMIIA,
HEBPOJIOTUYECKUMH, KapJUOBACKYJISIPHBIMH U OKYJIsipHbIMH aHoMaiusmu [4] (Pucynok 7). Yacrora
BCTpedaeMoCTH cocTaBisieT 2,3% oT Bcex reManruom u 20% OT TeMaHTHoM, JJOKATM30BaHHBIX B 00J1acTH
JIMIIa CO 3HAYMMBIM peobananuemM aesodek (9:1). B nureparype onucano okoiso 300 ciayuaes [37].
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Pucynox 7. OcHOBHBIE JTOKYCBI IOpaXkeHHsI BHYTpeHHUX opraHoB U cuctem npu PHACE cunapoma

Manehopmaumn 3agHed
YEpenHon AaMKK. Hanpumep,
anomanua Jenaw-Yorepa,
FUNONAIIMA MO3MEHK

AHOMAAHK APTEDHANDHBIX
| cocyaon. Hanpumep,
| ANNAIKA, AMCNN3AMA,
AHEBRMEMBE COCYA0B
FONORHOND MOBTA M e

HOAPHTALUMA A0PTH )

AHOMANMK CEpALA.
Hanpumep, pedexr
MEROHENYA0YKOBON,
MEMNPeACepaHOR
neperopogos

OnpeneneHHble KIMHUYECKHE TIPOSIBICHUS OTHOCAT K OONBIIMM MM MAJBIM  KPHUTEPHSIM
3aboneBanus (cM. [punoxenue b, Tabmuia 5) [38]. X cOBOKYIMHOCTH MO3BOJIET YCTAHOBUTD JAUATHO3
PHACE/PHACES cunapom (tabmwuma 6) [38].

[Ipumeuanue.

Hywmeparus Tabmuir 1aHa B COOTBETCTBUU ¢ OUITHATBHBIM TEKCTOM JOKYMEHTA.

Tabmuua 6. Kpurepuu auarsoza PHACE cunnpoma [38]

"OueBunubiii" PHACE

I'emanruoma roioBel Oomnee 5
cM B nuamerpe + 1 OombIinoit
WK 2 MaJIbIX KPUTEPHSI

I'emanruomsl 1meu, BEpXHeW 4acTu
TYJOBHIIA WIM TyJOBHIIA U
IIPOKCUMAJIbHBIX OTJEJIOB BEPXHUX
KOHeyHocTer + 2 Oompmmx
KpUTEpUs

"Bosmoxusiii" PHACE

I'emanruoma roJyioBel Oosee 5
cM B jaumamerpe + 1 maibii
KpUTEpUI

I'eMaHruomMsl 11eu, BEPXHEN YaCTH
TYJOBHIIA WM  TYyJOBUIIA U
MMPOKCUMAJILHBIX OTJIEJIOB BEPXHUX
KOHEYHOCTEeH + 1 Oonbmion muimu 2

OTcyTCTBHE TE€MaHTHOMBI + JBa
OONBIINX KPUTEPHSL.

YnydweHHas BépcTka: [leTckas yponorus B Omcke http://disuria.ru

CtpaHnuua 14 n3 45



http://disuria.ru/

KnuHuyeckue pekomeHgauum — FemaHrnoma nHdaHtunbHas — 2023-2024-2025 (28.06.2023) — YTBepxaeHbl MuHagpasom PO

MaJbIX KpUTEPHS

4. T, conpoBo:KaaI0NIHECS BUCHEPATbHBIMY MOPAKEHUSIMM.

Coueranue Ul ¢ BucepaabHbIM MOPAKEHUEM BO3MOKHO B TPEX CIIydasix:
- IPU HAJIMYUK MHOXKECTBEHHBIX TeMaHTHOM (Ooiee 5)

- npu Hajuunu MI ¢ mokanuzamnueii B 00J1aCTH TPOMEKHOCTH

- npu Hanmunu U ¢ nokanu3anued B cakpanbHO 001acTi

Haubonee 4gacTeiM BUCHEPAIBHBIM OPraHoOM, KOTOpBIfI BOBJIEKACTCS B ITATOJOTMYECKUM Imponecc,
SABIIACTCA IICUYCHD. HOpa)KCHI/Ie IICYCHHU H€O6XOI[I/IMO HUCKJIIOYAaTh IIpU:

- HaJn4Ke 0oJiee 5 TeMaHTHOM Ha KOXKe WU

- [IpU AMCCEMUHUPOBAHHOM, MUJIMAPHOM I'CMAaHTMOMATO3¢

ObpazoBanusa B mneuenu npu WD mpexacraBneHsl nu60 MynbTU(QOKATBHBIMH (QopMamH, JHOO
muddy3uoit [34].

OHH MOTYT CONPOBOXKIATHCS HE TOJBKO CEPACYHO-COCYIUCTON HETOCTATOYHOCTHIO (CM. BBIIIE) U
a0IOMHHAIBHBIM KOMITAPTMEHT-CHHIPOMOM, KOTOpPbIC Yaile Bcrpedaercs npu quddy3usix Gopmax [39],
HO U TSDKEJIOW NPUOOPETECHHON TUNOMYHKIMEHW UIMTOBUIHOW KEJe3bl, CBSI3aHHOW C ITOBBIIICHHOM
aKTUBHOCTBIO HOATUPOHMH JeHonuHa3bl 3 Tuma ((hepMeHT, pa3pyalonii THPOKCHH) H/UIH CEKPeLuei
TTI-nomobHoro dakropa-tuporpornuna (TSH-like factor) [40]. 'unoTtupeo3 HabiromaeTcst Beeraa mpH
maddy3ubix ¢opmax u B 21,4% cnyyasx npu MmylibTUdoKaibHOM mnopaxkeHuu [39]. ['mmodynkums
IIMTOBUIHON JKEJe3bl PErpecCUpyeT MapajlielibHO MHBOJIOIMKA TeMaHruoM B riedeHu [41]. Berpeuaercs
taxxke coueranue U nedeHu ¢ Tsokenon TpoOMOOIMTONIEHUEH, KOTOPAast TAKXKE Pa3peliaeTcs mapaiebHO
perpeccuy TreMaHruoM. VIHBONIONMS TE€MaHTMOM II€YeHHM MPOMCXOJUT MapauIeIbHO HMHBOIOLUU
reMaHTHOM Ha KOXe.

V. Ocrarounbie nposiBjienus UI'

B cBoem ucxone UI' B 55-65% cnyyasix MOTYT MPHUBECTH K 3HAYMMbBIM JIOKAIbHBIM M3MEHEHMSIM
MSTKHX TKaHel [26, 42]:

- TeneanrudkTaszuu (84,3%)

- (pubposHo-xkupoBsie U3MeHeHus (47,1%)

- atpodust koxu (32,6%)

- pyOI110BBIE U3MEHEHUS

Yame Bcero BTOpPHYHBIE PYOIIOBbIE M3MEHEHHWsS HaOIOAAIOTCS MpH cMemaHHbIX (opmax NI
dakTopaMu pUcKa Takxke sBiserca oo0beM nosepxHoctHol vactu UI' (UI' muna pasmepamu 6osee 2 cm
60 Oonee 1 cM y mamueHTa B Bo3pacTe 10 3-Xx MecsueB; VI BoiocuCTON YacTH rojoBbl pa3zMepamu
Oonmee 2 cm) [27] u xapakTepucTUKU ee¢ penbeda (Oyrpucras MOBEPXHOCTh MO THUMY "OYyJIbDKHOU
MocToBoi") [24, 26], a Takke nokanu3zanus (M nuia ¢ nokanu3zamueit B 061acti Hoca U ry0).

2. /ImarHocTHka 3200/IeBAaHMSI MJIM COCTOSIHMSI (rpynnbl 3a00/ieBaHMNl MM
COCTOSIHMI) MeIMUMHCKHE MOKA3aHUS M TNPOTHBONOKA3AHUA K TPUMEHEHUIO
METOA0B IUATHOCTUKH

Juarno3 UI' B GosbmiMHCTBE ciiydasix HE TpeOyeT JOMOJHHUTENbHBIX METOIOB HCCIIEAOBAaHUS, a
YCTaHABIIMBAETCS NPEUMYIIECTBEHHO HA JAHHBIX aHAMHE3a U KIMHUYECKUX XapaKTEPUCTHKAX OIMyXOJIU
[43]. Homomuurenshbie Mmetoabl wucciepoBanus (KT/MPT w  ap.), BkImoYas OCMOTp y3KHUMHU
crenuanucTaMu (Bpad-KapAuoJor, Bpady-0TOPUHOJIAPUHTOJIOT, Bpauy-0(hTaabMoJIor, Bpay-HEBPOJIOT, Bpay
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— ICTCKUU XUPYPT), HECOOXOAUMBI TIPH MTOJ03PEHUU:
- Ha BOBJICUEHHE B MATOJIOTUYECKHIA TPOIIECC BHYTPEHHUX OPTraHOB;
- Ha CJIaBJICHUE KU3HEHHO BaXKHBIX OPTraHOB;
- ipu cerMeHTapHbIX hopmax UI'.

B coMHHTENBHBIX CIy4asx Ui TOATBEPXKICHHS JMarHo3a IoKa3aHa Ouoricusi oOpa3oBaHUs C
00s13aTeTbHBIM MUMMYHOTHCTOXMMUYECKUM HCCIIEIOBAaHUEM, KOTOpbie mo3Boiisitor B 100% crmyuasx
JIOCTOBEPHO YCTaHOBUTH JAuaruo3 [43].

2.1. ’Kano06b1 1 aHAMHE3

- V Bcex nmanueHToB ¢ noxo3penueM Ha UI pexomenayercs coop xanod u anamuesa [27].

VYpoBeHb yoeautensHOCTH pekoMmeHaanuii C (ypoBeHb IOCTOBEPHOCTH JJOKa3aTEIbCTB — )

KommeHTapuu: npu ycraHoBieHuM guarHo3a VI ofHUM M3 BaXKHBIX COCTAaBJISIOIIMX SBISAETCS
aHamHe3 3a0oseBaHus U Xapaktep xano0. [Ipu cOope aHamHe3a HEOOXOAUMO OOpAaTUTH BHUMaHUE Ha
0COOEHHOCTH T€UEeHUs1 OEPEMEHHOCTH U POJIOB, YCTAHOBUTH BPEMS MOSBICHUS COCYIUCTOIO 0Opa30BaHMs
U CKOpOCTh ero pocta. OOpaTuTh BHUMaHUE HAa HAJIMYKE Kajl00, yKa3bIBalOUIMX Ha 00Jb, OECIIOKONCTBO
peOeHka, (pyHKIMOHAIbHBIE pPAacCTpOWCTBA (HapylleHHE IbIXaHUs, TPYAHOCTH IPHU BCKAPMIIMBAHMHU,
HEBPOJIOTUYECKHE OTKJIOHEHUS).

2.2. DusukajabHoe 00cIe10BaHue

- ¥V Bcex mammeHTOB ¢ mojo3peHneM Ha MIT pexomeHmyeTcs MmpoBecTH oOmmid (hU3MKaIbHBINA
ocMoTp [27].

VYpoBeHb yoeautenbHOCTH pekoMeHaanuii C (ypoBeHb TOCTOBEPHOCTH JJOKA3aTEIbCTB — 5)

KomMmeHTapuu: npu oOCMOTpe NalMeHTa HEOOXOJUMO JaTh YETKOE OIMCAaHUE XapakTepa
COCY/IUCTOTO 00pa30BaHUsA, a TAK)KE IPOBECTH IOJHBIA KIMHUYECKUNH OCMOTp peOCHKa, OLEHUB BCE
OpraHbl U CUCTEMBI.

[Tpu onucanuu cocyaucToro o0pa3oBaHUs YUUTHIBAIOT CIIEIYIOIINE TapaMeTPhl:

- pazmep

- IBET

- INIOTHOCTH

- 6011B

- YETKOCTb KPA€B U CIIASSHHOCTb C OKPYKAIOLIUMU TKAHAMU

- HAJINYUE BOCHIAIIMTEIIBHOIO KOMIIOHEHTA

- OIIPEZICIIEHNE JIOKAIbHON TEMIIEPATYPbI

Oco0oe BHUMaHHE HAAO YAEIUTh KOJIMYECTBY OOpa3oBaHMM, HX JIOK&JIM3aLUU U
paclpoCTPaHEHHOCTH:  HEKOTOpble JIOKAIM3allUh M XapakTep paclpOoCTPAaHEHHOCTH TpeOyroT
JIOTIOJTHUTENBHBIX JJAOOPATOPHBIX U MHCTPYMEHTAJIBHBIX METOJ0B 00CIIE0BaHNUS.

BrrsBrienue kakoi-m6o maToNoruu Mpu OOIIEKIMHUYECKOM OCMOTPE OPraHOB M CUCTEM, TpedyeT
JIOTIOJIHUTEIBHON KOHCYJIbTAlMM Y3KUX CIELUATNCTOB, a TakXKe TMPOBEACHUS JOIMOJHUTENbHBIX
MHCTPYMEHTAIBHBIX METOJIOB 00CIIeJOBaHUS.

2.3. JlabopaTopHble TUATHOCTHYECKHE UCCIET0BAHUS

- ITaumentam c¢ nomo3penueM Ha MI' m ¢ gumarHoctupoBanHor MI' no Havama MeTpOHOMHOM
Tepanuu U 1Mocje ee 3aBepIlIeHUs PEKOMEHYETCs BBIMOJIHEHHE 00UIero (KIMHUYECKOr0) aHalu3a KPOBH

JJId OLICHKH O6H.I€F0 COCTOSIHUSA TMAIMCHTA U BO3MOKHOCTU MPOBCACHHUA JICKAPCTBCHHOI'O JICUHCHUSA [44,
45].
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YpoBeHs yoeaureapbHOCTH pekoMeraaiiii C (ypoBeHb JOCTOBEPHOCTH J0Ka3aTEIbCTB — 5)

- [Tamentam ¢ UI' ¢ mopakeHneM Me4eHu PEeKOMEHIYETCsl BBIITOJTHEHNE OMOXUMHUYECKOTO aHaJIi3a
KpOBHU OOIIETEPANEBTHYECCKUI ¢ ornpeenenneM cienyromux mnapamerpos: AJIT, ACT, kpeatunun (1 pa3
B MecsIl), WCCIEIOBaHNE YPOBHSI Kamusi B KpoBU (2 pa3a B MecCsI) Uil OIEHKH OOIIEro COCTOSHHUS
HarrenTa ¥ BO3MOYKHOCTH ITPOBEACHUS JIEKAPCTBEHHOTO jieueHus [44, 45].

VYpoBeHb yoeautensHOCTH pekoMmeHaanuii C (ypoBeHb IOCTOBEPHOCTH JJOKa3aTEeIbCTB — )

- [Tarmentam ¢ U™ mepen HavyamoMm Tepanmuy MPOIPAHOJIOJIIOM B JICKapCTBEHHOH (opme "pacTBop
st npuema BHYTpb (PP)  pexkoMeHnyercss BBINOJHEHHWE OHOXMMHUYECKOTO aHalu3a KpPOBH
oOmmeTepaneBTHYECKUA ¢ ompeneiaeHueM  cieayromux  napamerpoB: AJIT, ACT, oOmwui
OMITMPYONH/TIPSIMON OMITMPYOUH TSI OIICHKU OOIIEro COCTOSIHUS MAIlMeHTa ¥ BO3MOYKHOCTH MPOBEICHUS
JICKApCTBCHHOTO JieueHus [44, 46, 47].

YposeHb yoeauteabHOCTH pekoMenaiuii C (ypoBeHb JOCTOBEPHOCTH J0Ka3aTEIbCTB — 5)

- [MauuenTtam ¢ UI' ¢ HU3KOI Maccoil Tena, HeIOHOMIEHHOCTHIO, TPYAHOCTSMH CO BCKapMITHBAHHEM,
C DJMM30/aMHM THUIOIIMKEMHU B aHaMHe3e Iepe] HavyajuoM Tepanuu PP, a Ttakke naunueHrtam,
HOJTy4YaloIUM KOMOMHHUPOBAHHYIO Tepanuio #npenHu3onoHoM** u PP pekomenayercs uccieaoBaHUe
YPOBHS IIIFOKO3bI HaTomak [48, 49].

Vposenb yoeautenbHoCTH pekomenaaruii C (YpoBeHb JOCTOBEPHOCTH JI0Ka3aTeIbCTB — 5)

- Ilanuentam ¢ wmynpTUGOKANBHBIM/IU(GY3HEIM TremManruomaro3zoM mnedenun unu ¢ PHACE
CHHJIPOMOM DPEKOMEHJIYETCs HCCIIeoBaHUEe YpoBHs TupeorpornHoro ropmona (TTI), cobomHOro
tpuitontuponnna (CT3) u cBobogHoro tupokcuHa (CT4) B KpoBH Al BBISBICHHUS AUCQYHKIHH
U TOBHUIHOM *kene3nl [37, 50].

VpoBeHb yOeAUTEILHOCTH peKOMEHIaIHii B (YpoBEeHb TOCTOBEPHOCTH JOKA3aTEIbCTB — 3)

- [TanmenTam ¢ nogo3penueM Ha UI' ¢ mokanu3anuei Ha CIM3UCTBIX KEIIYA0YHO-KHAILIEYHOT O TPAKTa
PEKOMEHIYEeTCsl HCCIEAOBAHUE Kalla HAa CKPBITYI0 KPOBb JUIS UCKIIIOUEHHUS JIATEHTHOI'O MKEIYyIJO4YHO-
KHIIEYHOTO KpoBoTeueHus [35, 51-53].

VYpoBenb yoeautenbHocTH pekoMeHaaluii C (ypoBeHb TOCTOBEPHOCTH A0KA3aTeIbCTB — 5)

- Ilaruentam ¢ cuanppomom LUMBAR/PELVIS/SACRAL pekoMeHyeTcsl BBIITOJIHEHHE OOIIEro
(KTMHUYECKOT0) aHaliu3a MOYM C LEJbI0 YTOYHEHHWS BOBJEYEHHS MOYEBBIBOJSLIEH CHUCTEMBI B
MaToJIOrHYEeCKHit mporiece [27, 54].

VYpoBeHb yoeautensHOCTH pekoMeHaaruii C (ypoBeHb TOCTOBEPHOCTH JJOKA3aTEIbCTB — 5)

- IMammentam ¢ W' ¢ W3BS3BICHUSMH PEKOMEHAYETCS BBIIOJHEHHE MHUKPOOHOIOTHYECKOTO
(KyJbTYypalbHOI0) MCCIEI0BaHUS PaHEBOrO OTAENSEMOro Ha a’spoOHble U (DaKyIbTaTUBHO-aHA3POOHbBIE
MHUKpPOOPTaHU3MBI JIJIsI T07I00pa peIeBaHTHOM aHTHOAaKTepualibHOM Tepanuu [27, 29, 55].

VYpoBeHb YOSAUTETBHOCTH PEKOMEH I B (YpOBeHb TOCTOBEPHOCTH A0KA3aTEIbCTB — 3)

2.4. UucTpyMeHTAJIbHbIE JTHATHOCTHYECKHE HCCJIeI0BAHUSA

WNuctpymeHTanbHble uccnenoBanusi, takue kak Y3W/Y3 I, MPT ¢ KOHTpacTHBIM YCHJICHHEM
(KY)KT ¢ KVY mnopaxeHHOW 007acTH SBISIOTCS JOTOJHUTEIBHBIMH W TPUMEHSIIOTCS IS
MOJTBEPKICHUS TMAarHO3a WM BBICTYNAIOT B KauecTBE J000CIEI0BaHUS MPU OCIOXKHEHHBIX (opMax, B
YaCTHOCTH, COMNPOBOXKIAIOUINXCA HapyIIeHHMEM BHTaJbHBIX (YHKIMM; remanruomartoze wunu UL,
CONPSDKEHHBIX ¢ BO3MOKHBIMU CTPYKTYPHBIMU U BUCLIEPAJIbHBIMU aHOMAJIMSIMU (CETMEHTapHbIe (hOPMBI).

- Ilammmentam c¢ UI' pexkomenmyeTcsi yapTpa3BykoBoe wuccienoBanne (Y3U) B cremyrommx
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CUTYaIUsIX:

- ipu (okanbHOM (hopme I MOAKOKHOTO THUIA — YABTPA3BYKOBOE MCCIEIOBAHUE MSATKHX TKaHEH
(omHa aHaromHueckasi 30Ha) [56, 57];

YposeHb yoeauteapbHOCTH pekoMenaaiuii C (ypoBeHb JOCTOBEPHOCTH J0Ka3aTeIbCTB — 4)

- npu PHACE cungpome — yiabTpa3BYKOBOE MCCIIEJAOBAHUE UIMTOBUIAHOM KENe3bl U
naparuToBHIHBIX xene3 [37, 58-60];

VpoBeHb yoeautenpHOCTH pekoMeHaaruii C (ypoBeHb TOCTOBEPHOCTH JJOKA3aTeIbCTB — 4)

- IPY HAJTMYUH MHO>KECTBEHHBIX T€MaHTHOM Ha Koxe (5 u 6ojee) — yabTpa3ByKOBOE HCCIIEIOBaHHUE
neuenu [61, 62];

VYpoBeHb yOAUTENILHOCTH PeKOMEH 1a1uii B (ypoBeHb 10CTOBEPHOCTH JJOKa3aTEIbCTB — 3)

- IpU AMUCCEMUHUPOBAHHOM/MUJIMAPHOM F€MaHTOMATO3€ — YIbTPa3BYKOBOE UCCIIEI0BAaHUE TIEUECHU
[63, 64];

VpoBeHb yOeAUTEILHOCTH peKOMEHAaIuii B (YypoBeHb TOCTOBEPHOCTH JJOKA3aTEIbCTB — 3)

- npu LUMBAR/PELVIS/SACRAL cuHIpoMe — yIbTPa3BYKOBOE HCCIICIOBAaHUE OPTraHOB
OprolHOM  moyiocTH  (KOMIUIEKCHOE),  YJIbTPa3BYKOBOE HCCIEIOBaHHME OPraHOB Maloro Tasa
(xomrutekcHoe) [27, 54, 65].

VpoBeHb yoeauTenpHOCTH pekoMeraaruii C (ypoBeHb TOCTOBEPHOCTH JJOKA3aTEIbCTB — 5)

- [Narmentam ¢ UI" pekoMeHIyeTcsl perucTpanus 3J1eKTPOKapAHMOrpaMMbl 10 Ha3HAYCHUS Teparuu
PP, a taxxe mocine TOCTHKEHUsS TepareBTUYECKOM 1036l M B xoje JieueHus: PP (1 pas B mecsn) [49, 66,
67].

VYpoBeHb yoeautenbHOCTH pekoMmeHaanuii C (YypoBeHb TOCTOBEPHOCTH JJOKa3aTeIbCTB — 4)

- [amuentam ¢ UI' pexoMeHayeTcs BBINOJIHEHUE 3XOKapauorpadguu a0 Ha3HaueHHs Oera-
aJIpeHO0JI0KATOPOB, a TaKXKe B Ipolecce Tepanuu | pa3 B 3 Mecsna, JUisl UCKIFOYCHUS OPTaHUYeCKOM
[aTOJIOTHH CEep/Illa U ONpeIeIeH s COKpaTuTebHO# GyHkunu Mmuokapaa [13, 27, 37, 67-70].

YposeHb yoeauteapbHOCTH pekoMenaaiuii C (ypoBeHb JOCTOBEPHOCTH J0Ka3aTeIbCTB — 4)

- [Marmmentam ¢ PHACE cunapoMoM pekOMEHIyeTcs BBIMOJTHEHHE MPULIETbHONW peHTreHorpadun
OpraHOB TPYAHOW KJIETKH C IEJIbI0 HMCKIIOYEHUS CPEAMHHBIX aHOMAIHMN TPYyIHOM KIETKU (IedeKTh
rpyaunsr) [37, 38, 67].

YpoBeHb yoeauteapbHOCTH pekoMenaaiuii C (ypoBeHb JOCTOBEPHOCTH J0Ka3aTeIbCTB — 4)

- [lammmentam ¢ UIT pekoMeHayeTcs BBINOJIHEHHE MAarHUTHO-PE30HAHCHONW ToMorpadguu ¢
koHTpacTHbIM ycusieHueM (MPT ¢ KVY) unu xomnbroTepHOil ToMorpaduu ¢ KOHTPAaCTHBIM YCUJIEHUEM
(KT ¢ KY) nmopaxeHHOro y4acTka B CIEAYIOUINX cuTyanusx [71-73]:

- npu ¢okanbHOi (opme NI moakoXKHOro THUMa B COMHHUTENBHOM KIMHUYECKOM CHUTyaluuu (HE
noareepkaenHon Y3U/V3 JIIN) mis Bepudukanuu quarsosa [61, 71];

- ipu poxanbHOl popme VI moaKoKHOTO TUIA MPH JIOKATU3alKuU B 00JacTH MATKUX TKaHeH Jiuia
U LIEM C ILEJIbI0 OIPENEICHUs] CTENIEHH BO3MOXHOIO PAacCHpOCTPAaHEHHUs MATOJOTMYECKOro IMpolecca
BIUIYOb MSTKUX TKaHEH IIen/CpeoCTEeHUs] U COOTBETCTBEHHO BO3MOKHOTO CYKEHUS/00TYpallui BEpXHUX
JbIXaTeNbHbIX myTel [61, 71];

- ipu (pokanpHON (opme UMD "ocoOwix" nokanu3anuii, a UMEHHO MajbleOpabHOM, JabuaIbHOMN,
Ha3aJIbHOM, aypUKyJSPHOHM, OKOJOYIIHOHM, epuHeaIbHOM, CaKpalbHOM C IENbI0 ONpeeNneH st 00IacTH
pacnpoctpaHeHus oopa3oBanust U riryouns! [13];

- ipu cermMeHTapHbIX Gopmax UI [61, 71];

- ipu MyIbTH(OKATBHOHN 1 T dy3HBIX Gopmax mopakenus nedenu [63];

- MIpU HAIWYUHU OOBEMHBIX TMTAHTCKUX OOpa30BaHMI/04aroB BHCLEPATIBHOIO MOpaXeHus uyepes 6
MECSIIEB OT Havalla Tepanuu Oeta-aapeHo0I0KaTopoM, uepe3 12 MecsiieB — mpu HeoOxoquMocTH [27];

- MAlUEeHTaM, IMOJIy4arolUM METPOHOMHYIO Tepamnuio — depe3 2-3 Kypca METPOHOMHOM Tepanuu
i onpeneneHus 3Q(PEeKTUBHOCTH JaHHOM Tepaluu U MPUHSATUS PEIIEHUS O BO3MOXHOCTU €€ OTMEHBI.
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Ecnu Tepamuio pemieHo NPOAOIDKUTH B CBSI3M C HEJOCTATOYHBIM COKpAIlEHHEM 00beMa OIyXOJH,
MOBTOPHAsI BU3yaJIU3allHsl IIPOBOIUTCS MOCIIE IPOBEICHUS JIBYX JOMOIHUTEIBHBIX KypcoB MT [74, 75]
VpoBeHs yoeautenbHOCTH pekomenaaiuii C (ypoBeHb JOCTOBEPHOCTH JI0Ka3aTEIbCTB — 5)

- [Narmmentam ¢ cunapoMansabiMu hopmamu UI pexomenayercs Boimonnenue MPT ¢ KY w/wnmm KT
c KV [76]:

- mpu PHACE cunapome [76] (cm. Tabnuna 4; pazaen 7.3);

- npu cunagpome LUMBAR/PELVIS/SACRAL [6, 76]: opranbl OpromHON IOJOCTH/MAaIOTO
Ta3a/CIMHHOTO MO3Ta

VpoBeHb yoeautenbHOCTH pekoMeHaaruii C (ypoBeHb TOCTOBEPHOCTH JJOKA3aTEIbCTB — 5)

- [Tanmentram ¢ UI' ¢ PHACE cunznpoMowm, ¢ 1o03peHUEM Ha BOBJICUYEHUE 3a/IHEH YEPENHON AMKHU
nwmu  gpyrux anoManui  [IHC pexomeHayeTcsi BBIIIOJHEHHE KOMITHbIOTEPHO-TOMOTpariecKoi
aHruorpaduu cocy0B roJoBHOro mo3sra [ 77, 78]

VpoBeHb yoeauTenpHOCTH pekoMeraaruii C (ypoBeHb TOCTOBEPHOCTH JJOKA3aTEeIbCTB — 4)

- [MTammentam ¢ UTI" ¢ PHACE cunapomoM, ¢ MOJ03pEHUEM Ha aHOMAJIUU CEPACUHO-COCYIUCTOM
CHCTEMbI PEKOMEH/IyeTCs BBINOJIHEHHE KOMITBIOTEPHO-TOMOTrpaduueckoii anrunorpaduu aoptsi [79]
VYpoBeHb yoeautensHOCTH pekoMeHaanuii C (ypoBeHb TIOCTOBEPHOCTH JJOKa3aTeIbCTB — 4)

- [Maruentam ¢ UI' ¢ PHACE cunapoMoM pekoMeHayeTcs BBIIOJIHEHUE eKTposHIedanorpaduu
JUIS1 YTOYHCHHUS/UCKITIOYEHHUS] HEBPOJIOTHUYSCKHUX OCIoXHeHwui [38, 78].
YpoBeHb yoeautensHOCTH pekoMeHaanuii C (ypoBeHb TOCTOBEPHOCTH JJOKA3aTEeIbCTB — )

- Manmentam ¢ UI' npu MOA03peHUM HA CY)KCHHUE BEPXHUX JbIXATEIbHBIX IMyTE€H PEKOMEHIYETCS
JIAPUHTOCKOIUS 110 001Iei aHecTe3uei [ 76, 80, 81].
VpoBeHb yoeauTenpHOCTH pekoMeraaruii C (ypoBeHb TOCTOBEPHOCTH JJOKA3aTEIbCTB — 4)

- [Tanmentam ¢ UI' npu mogo3peHUM Ha KEIyIOYHO-KHUIIEYHOE KPOBOTEUECHHUE PEKOMEHIYETCS
bubporacTpoayoeHOCKOMHs o 00Iei anectesueii [27, 82].
YpoBeHb yoeauteapbHOCTH pekoMenaaiuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIbCTB — 5)

2.5. UHble nMarHocTu4YecKue uccjae10BaHus

- [TauunenTam ¢ nogo3penueM Ha UI' B UCKITIOUNTENBHBIX CAy4Yasix IPH HEBO3MOKHOCTH IMOCTAaHOBKU
JMarHo3a Ha OCHOBAaHUM KJIMHMYECKUX W WHCTPYMEHTAJIBHBIX JIaHHBIX PEKOMEH]IOBAHBI BBHIMOJHEHUE
Oouorncuu 00pa3oBaHUA, MATOJIOr0-aHATOMUYECKOTO HCCIEeNOBaHUS OMONCHITHOTO (OINeparoHHOTO)
Marepuaiga, B TOM 4YHCIE C MPUMEHEHHEM HWMMYHOTHMCTOXHMHUYECKMX METOJOB JUIsl BepuDUKaIUU
nuarHosa [27, 83].

YpoBeHb yoeauteapbHOCTH pekoMenaaiuii C (ypoBeHb JOCTOBEPHOCTH J0Ka3aTeIbCTB — 4)

- IMaumentam c¢ WUI' mpu wamuuuun PHACE cunapoma, mpu BucuepainbHbix ¢opmax HIT ¢
MOopakeHUEeM TNeueHH (11 UCKITFOUEHUS CepJICUHOM HEeI0OCTaTOYHOCTH), a TAK)KE BO BCEX CIydasx Iepen
Ha3HaueHHeM OeTa-aApeHOO0JOKAaTOPOB (M1 HCKIIOYEHHUS MPOTHUBONOKAa3aHUI K HUX Ha3HAYEHUIO)
PEKOMEHIyeTCsl KOHCYIbTaIMs Bpadya-Kapauoiora [13, 27].

YposeHb yoeaureapHOCTH pekoMeraiuii C (ypoBeHb JOCTOBEPHOCTH J0Ka3aTEIbCTB — )

- [Nanmentam ¢ UI' mpu nokanuzanuu B 061acTé OpOMTHI PEKOMEHIYETCsl KOHCYJbTAIUs Bpaya-
o(hrampMoIora, BEIOMHEHHE odTanbMockomnuu [13, 27].
VYpoBeHs yoeautensHOCTH pekoMeHaanuii C (YpoBeHb TOCTOBEPHOCTH JJOKa3aTEIbCTB — )
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- IMaruentam ¢ UI' mpu nmokanuzanuu B 00JacTH MEpeAHEH MOBEPXHOCTH IIIEH, HWKHEH TYyOBI,
o100POIKa PEKOMEHIYETCsI KOHCYJIbTAIMS Bpadya-0TOpruHOIapuHrosora [76].
VYpoBeHb yoeautenpHOCTH pekoMeHaarmii C (ypoBeHb TOCTOBEPHOCTH JJOKA3aTEIbCTB — 5)

- Iammentam ¢ UI' mpu cermeHtapHbiX (opmax, a TakkKe MPU HAIMYUH HEBPOJIOTUYECKOH
CHUMIITOMAaTHKH PEKOMEHyeTCsl KOHCY/IbTallUs Bpada-uesposora [13, 27].
VYpoBeHb yoeautensHOCTH pekoMmeHaanuii C (ypoBeHb IOCTOBEPHOCTH JJOKa3aTEeIbCTB — )

- IManmentam ¢ UI' ¢ cuappomom LUMBAR/PELVIS/SACRAL pexkoMeHIyeTcs KOHCYJIbTaIUs
Bpava-yposiora u (y JKeHII[IH) Bpaya-akyuepa-ruaekosora [13, 27].
YpoBeHb yoeaurenbHOCTH pekoMenaaiuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIBLCTB — D)

- [Naruentam ¢ UI' npu pa3BuTHUM BTOPUYHOIO rMIIOTHpEO3a, a Takxke BceM nauueHtam ¢ PHACE
CHH/IPOMOM PEKOMEHYETCsI KOHCYIIbTalsl Bpada-dHa0KkprHojora [13, 27].
VYpoBenb yoeautenpHocTH pekoMeHaauii C (ypoBeHb TOCTOBEPHOCTH JOKa3aTeIbCTB — 5)

3. JqueHne, BRKJIIO4Yasd MEIUKAMCHTO3HYI0 M HEMCIUKAMCHTO3HYIO TEpalluu,
AUETOTEPAIINIO, 066360JII/IB3HI/IC, MECINIUHCKHE MOKA3aHUA M IMPOTHBOIIOKA3aHUA K
NPUMEHCHHUIO METOA0B JICUCHUHA

3.1. JlekapcTBeHHOE JIeYeHHEe

- [Tarmentam ¢ UI' pekoMenayeTcs Hayajo JEKapCTBEHHON Tepanuy B CIEAYIOIIUX cuTyauusx [12,
13, 27, 84]:

- UTI', conpoBoskaaroiecs/yrpoxaeMble HapylieHUeM BUTAJIbHBIX (DYHKIUI:

- UI" moarioTo4HOM JIOKaIU3alun

- UI" rurantckux pazmepos/UI" neuenu (puck cepaeyHol HETOCTaTOYHOCTH)

- UI"' ITHC (puck kommnpeccun)

- UI" ey 1OYHO-KUIIEYHOT 0 TpakTa (PUCK KPOBOTEUEHHI),

- CerMeHTapHbIE (POPMBbI

- UT', compoBoxaaromuecs/yrpoxkaemMple pUCKOM (DYHKIIMOHAIBHBIX HapyIIEHHH/KOCMETHYECKUX
neeKToB:

- UI" opOuThl 1M Beka (pUCcK aMOJINONINN)

- UT" cmyxoBoro npoxo/ia (CHUXKEHUE CITyXa)

- UI" ry6n1

- UI" Hoca

- UI" nepuneansHON 001acTH BOINM3H €CTECTBEHHBIX OTBEPCTHIA;

- UI', compoBoxnaronuecss U3bA3BICHUEM, BTOPUYHBIM HHQUIMPOBAHHWEM, KPOBOTEUEHHEM U
00JIEBBIM CHH/IPOMOM.

YpoBeHb yoeauteapbHOCTH pekoMenaaiuii C (ypoBeHb JOCTOBEPHOCTH J0Ka3aTEIbCTB — 5)

KommenTapuu: 60nbmMHCTBO manueHToB ¢ I He TpeOyloT akTMBHOTO BMeNIaTelabcTBa, B 85%
CJIy4aeB OIyXOJIb TIOJIBEPIraeTcsi CHOHTAHHOM perpeccum.

- ITamnentam ¢ HI, KOTOpBIM MOKa3aHO HAYaJI0 JIEKAPCTBEHHOM Tepaluu, PEKOMEHAYETCS B
KauyecTBE TEpaNuy MEepBOMl JIMHUU MPOIMPAHOJION B JIEKAPCTBEHHOU opMme "pacTBOp sl MpreMa BHYTPb"
(PP) [85—8T7].

VYpoBeHb yOeaUTEIbHOCTH PeKOMeH IaIiii B (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIbCTB — 2)

KoMMeHTapun: npuHUUIBI Ha3HAUYEHUs, NIpaBWila Ha3HAUYEHUs U pexuM ao3upoBaHus PP — cwm.
npuiiokenne A3.1 JaHHBIX peKOMEHIAIUH.
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- [TartmenTam ¢ UI', y KOTOpBIX HEOOXOIMMO JOCTUYh MaKCUMAIBHO OBICTPOTO COKpaIeHus: 00bemMa
obpazoBanust (UI', compoBoxmaromuecs HAIWYUEM WU YIPOKAEMbIE [0 PA3BUTHIO BHUTAIBHBIX
OCJIO)KHEHUI) peKoMeHAyeTcsl HazHaueHue Tepanuu Il JuHUM ¢ MpUMEHEHHEeM OJHOM U3 CIEAYIOLIUX
KOMOWHAITHIA:

- PP + #unkpuctun®* 0,05 mr/kr (1 mr/m2) ¢ kparHoctbio 1 pa3 B Heneno (AmuTenbHOCTh 6-10
HeJIesb 10 JOCTHKEHHs Oe30MacHbIX pa3mMepoB omyxonun) [13, 63, 84, 88]

- PP + MerpoHomHas Ttepamnus #BuHOnactuHOM™* (B/B crpyitHO 1 Mr/mM2 3 pasa B Hemeno,
cymMmapHo 6 BBeneHui) u #uukiopochammmom** (B/B cTpyiiHO win BHYTph 50 mr/m2/cyt 3a nBa
BBEJICHUS €XKEIHEBHO B TeueHue 14 aHeil), 2-6 HUKIOB B 3aBUCUMOCTU OT 00BEMOB OIYXOJIM  CKOPOCTH
ee cokparienus [ 74, 75, 84, 89]

- PP + #npenuuzonon** B nepopanbHoii popme [90] B 1o3e 2-3 MI/KI/CyT. B TeUeHHE 2-X MECSIIEB C
MOCIIEAYIONUM TIOCTENICHHBIM CHIDKCHHUEM C YYE€TOM JUTUTEILHOCTH Nepuoaa MpoiaudepaTuBHON (a3sl
3aboseBanus [13, 84, 91]

VYpoBeHb yoeautensHOCTH pekoMeHaanuii C (ypoBeHb IOCTOBEPHOCTH JJOKa3aTEeIbCTB — )

KommenTapuu: HekoTopble (OpMbI M JoKanu3anmuu (Kak 5TO OBUIO CKa3aHO BHIINIE) MOTYT
MIPUBOJIUTh K CEPhE3HBIM OCIIOKHEHHUSM, WHOT/IA C HApyIICHHEM BHTAIBHBIX (GYyHKIMN (cepaeuHas
HEJO0CTaTOYHOCTh, KOMIIAPTMEHT-CUHIPOM, CAABJIEHWE BEPXHHX JIbIXaTEJNbHBIX MYTEH, MpopacTaHue B
CIMHHOMO3IOBOM KaHal C pa3BUTUEM/YIpo30il pa3BUTHS MHUEJIONATHH), a TaKXKe K Cepbe3HBbIM
KOCMETHYECKHM JedekTam, TpeOYIOIUM IOCIEIYIOIIer0 KOPPEKIIMOHHOTO JICYeHUs (IUIaCTHYSCKast
XUPYprus, J1azepHast Tepanus). lJis npeaoTBpalleHus 3TUX OCIOXKHEHHH, HE0OX0AUMO HEMEAJIEHHOe U
JIOCTaTOYHO MHTEHCUBHOE HAYAJIO TEPAIHH C IENbI0 JOCTIKECHUS MAaKCUMAIBHO OBICTPOTO COKPAIICHHS
oobema obpazoBanus. K Takum cutyanusm otHocstes [13]:

- UI', conpspkeHHbIE ¢ HApYIICHUEM BUTAIBHBIX (DYHKITHIA;

- UI" ¢ BoBieueHneM BHyTpeHHUX opraHoB (neueHb, XKKT);

- 1", ocnokHEHHbIE pa3pylIEHUEM MOJICKAINUX TKAaHEH;

- UI', ocrno>kHEeHHbIE HEKPO30M, U3bSI3BICHHUEM, BTOPUYHBIM HH(OUIIUPOBAHUEM;

- WUI', compoBoxnarouuecss CTPYKTYpHbIMH M BucuepaibHbiMu aHoManusmMu (PHACE wnum
LUMBAR/PELVIS/SACRAL cunapomst)

[Ipu mnpoBeneHMn MoOHOTepanuu Oera-aJApeHOOIOKAaTOpaMU HEBO3MOXKHO JIOCTHYb OBICTPOrO
COKpallleH!s1 00pa3oBaHMsl, OCOOCHHO MPH TMTAHTCKUX (PopMax C BBICOKOH CKOPOCTBIO Mposineparuu.
Bpewms, 3arpaueHHOe Ha JOCTHXKEHHME JIedeOHOM J03bl U MOSBICHUS MEPBHIX MPU3HAKOB COKPAIICHUS
OITyXOJIM, MOKET OKa3aThCsl 3HAYMMBIM — 4-6 Henenb (TUTpoBaHHE 103bl 7-14 nHel + 2-5 Henmenb A0
MOSIBJICHUSI TEpPBbIX 3HAUYMMBIX IPU3HAKOB COKpallleHHuss 00pa3oBaHUs) M NPUBECTU K TSHKEIBIM,
KHU3HEYTPOXKAIOIIUM MM CEPbE3HbIM JIOKAJIbHBIM OCJIOKHEHHMAM (HampuMep, HEOOXOIUMOCTb
MIOCTAaHOBKH TPaxeoCTOMUYECKON TPYOKH).

Kpome Toro, cymectBytoT pe3ucteHTHble ¢Gopmbl HWI, moa KOTOpbIMH MOJpa3yMeBaeTcs
MIPOJIOJKEHHBIN POCT OIYXOJIM WM OTCYTCTBUE COKpAILEHHUS Npu NpoBeaeHuu Tepanuu PP B noze 3
MI/KI/CYT Ha MPOTSHKEHUH 5 HEJelb.

KomOunupoBaHHast Tepanusi #npeaHusoidoHoM™* u PP Moxer yBenuuuth puCK pa3BUTHUS
runoriaukemun [92].

- ITanmentam ¢ UI' mpu HanuumyM NOpOTMBOIIOKAa3aHUM K HazHadyeHHIO PP, Bkiroudas Tsokenyro
NaToJIOTHI0 cocynoB rosnoBHOro Mosra npu PHACE cunnpome, pekoMeHayeTcs NpUMEHEHUE OJHON U3
CIIETYIOLINX CXEM JICUCHHS:

- #BunkpucTUH** 0,05 Mr/kr (1 Mr/m2) ¢ kpaTHOCThIO | pa3 B Heaenmo (IuTensHOCTh 6-10 Henens
710 TOCTHIKEHHSI Oe30IMacHBIX pa3MepoB omyxounn) [13, 63, 84, 88]

- METpPOHOMHasl Tepamnusi #BUHONIACTUHOM™** (B/B cTpyiiHO 1 Mr/mM2 3 pasa B Heneno, CyMMapHo 6
BBeJleHUN) U #uukinopochamuaom™* (B/B cTpyiiHO miaum BHYTpb S50 Mr/m2/cyT 3a JBa BBEACHHUSA
©XKEIHEBHO B TeueHue 14 naHeil), 2-6 IUKIOB B 3aBUCUMOCTH OT OOBEMOB OIYXOJH U CKOPOCTH e€e
cokparienus [ 74, 75, 84].

CtpaHnuua 21 n3 45


http://disuria.ru/

KnuHuyeckue pekomeHgauum — FemaHrnoma nHdaHtunbHas — 2023-2024-2025 (28.06.2023) — YTBepxaeHbl MuHagpasom PO

- #npenHu30JI0H** B mepopanbHO popme B 103€ 2-3 MI/KI/CyT; NIUTEILHOCTh TepAllud HE MEHEe
2-X MecsleB (ONpenenseTcsi CKOPOCThI0 COKPAIICHUs 00pa3oBaHUS O JOCTHXKEHUS OE30MacCHBIX IS
Pa3BUTHS BUTAJIBHBIX OCJIO)KHEHUH pa3MEpOB) C MOCIEAYIONIMM MOCTENEHHBIM CHHXKEHHUEM C YYETOM
JUTUTEIILHOCTH Teproia nposindepatuBHOi (a3bl 3a00seBanus [84].

VYpoBeHb yoeautenbHOCTH pekoMeraarmii C (ypoBeHb TOCTOBEPHOCTH JJOKA3aTEeIbCTB — 5)

KoMMmeHTapuu: AiuTeNbHAs Tepanus HIPEAHU30JOHOM™**  CONMpsDKEHA Pa3BUTHEM — TSAKEIBIX
OCJIO)KHEHUH, Takue Kak: BTOpUYHAs apTepuajibHas TUIEPTEH3Us, HApYyLIEHUS BCEX BUIOB OOMEHa
BEIIECTB, 3aJCpKKa (U3MUECKOro pa3BUTHA, TacTpod3odareanbHbl  perokc, 0OCTPYKTUBHAS
runeprpoduyeckas KapAUOMUOMNATHSI, HAIMOUYEYHHUKOBYIO HEIOCTATOYHOCTb, PUCK PA3BUTHUS TSKEIbIX
nH(pEKIMiA, BKIIOYas MMHEBMOIMCTHYIO IMHEBMOHUIO (B KadecTBE MPOPWIAKTHKH Pa3BUTHS JTaHHOTO
OCIIO)KHEHHUSI TI0Ka3aH IIpUeM KO-TpPUMOKca3oya [cynbdamMerokcason + Tpumeronpum]**), CMV
UHEKIHIO.

3.2. Xupyprudeckue MeTo/ibl JiedeHusl

- Ilanmentam ¢ HWI' pekoMeHayeTcss NPHUMEHEHHE XUPYPIHUECKMX METONOB B  CIEAYIOLIMX
cutyanusx [63, 84]:

- PaHO Pa3BUBIIMICA HEKPO3 MITKUX TKaHEW;

- IpyOble PyHKIIMOHATIbHBIE PACCTPONCTBA (OPraHbl 3pEHUS U CITyXa);

- IEPCUCTEHLUS PE3UAYATBHOI0 00bEMa M0CIIE CIOHTAHHON UHBOJIIOLUY;

- nedopMarusi aHaTOMUYECKUX CTPYKTYP;

- XUpyprudeckas KOppeKuusi Maib(popMamuid CO CTOPOHBI BHYTPEHHUX OpPraHOB IpU HATUYUU
cuHIapOoMabHbBIX (opm UTT

VYpoBeHb yoeautenbHOCTH pekoMmeHaanuii C (YypoBeHb TOCTOBEPHOCTH JJOKA3aTEeIbCTB — 5)

3.3. Uuble MeToAbI JIeYeHUs

- IlammenTam ¢  HanM4YMeM/T€YEHHUEM  OpOHXOOOCTPYKTMBHOIO  CHHJIPOMA,  TSDKEIBIMU
paccTpoiicTBaMu CHa, PEKOMEHJyeTcsl Ha3HaueHue #HareHonona** B goze 1 mr/kr 1 pa3 B neHb
(maganmpHast qo3a 0,5 mr/xr/cyr) [93-96].

VYpoBeHb yOSAUTETBHOCTH PEKOMEH I B (YpOBeHb TOCTOBEPHOCTH A0KA3aTEIbCTB — 2)

KomMmeHnTapuun: mpaBuiia Ha3HauY€HHUs IpernapaTa aHAJIOIMUYHBI TAKOBBIM HECEIEKTUBHBIMU Oerta-
anpeHobOokaropamMu. B Hacrosimiee Bpems HET KpYIHBIX paHIOMM3MPOBAHHBIX MCCIIEOBAHUMH,
noATBepkamux 3¢ HEKTUBHOCTE #aTeHomona**, conocraBumyto ¢ PP, mpu neuenun UT'.

- [laruentam ¢ eauHUYHBIME TTOBepXHOCTHBIMU UI' He Oojnee 2 cM B quameTpe peKOMEHIyeTcs
Ha3HaveHHe #TuMomona** B jekapcTBeHHON Popme "Karu ria3Heie” B 103€ He Oosiee 2 Kamenb 2 pas3a B
cyTku MectHoO [49, 97-99].

YpoBeHb yoeauteapHOCTH pekoMenaaiuii C (ypoBeHb JOCTOBEPHOCTH J0Ka3aTeIbCTB — 4)

KomMmenTapuu: MecTHas Tepamus #TUMOJIOIOM™** MOXeT MMeTh CUCTeMHoe aelicTBue. [Ipemapar
BcachIBaeTcs uyepe3 kKoxy. Jlumb 15-20% 1o3b1 MmeTabonu3upyercs npy MepBUYHOM MPOXOKIECHUHU Yepes
nedeHb (B OCHOBHOM Tipu ydacTuu ¢pepmenta P450), yTo MOXKeT NPUBOJUTH K CO3AHUIO OINpEaeTIeHHON
KOHIIEHTpAllMU TpernapaTta B CBIBOPOTKE KPOBH, M OHOJOCTYMHOCTh €ro HE BCEr/la MOXKET ObITh
J0CTOBEpHO ompeneneHa. [Ipenapar mokaszan cBoro 3¢dexktuBHOCTS Mpu JieueHun Ul B 103e MeHee, yem
0,2 wmr/kr/cyT, pasmeneHHOW Ha 1aBe ammaukanuu. Ho MecTHas Tepamus Oera-aapeHoOI0KaTopaMu
JIOHOIICHHBIX JleTell TpeOyeT MOMOTHUTENbHBIX paHAOMHU3UPOBAHHBIX HCCIEAOBaHUN (KpaTHOCTb
Ha3HayeHWsl mpemnapara? UIMTEIbHOCTh Tepanuu?). JlaHHas Tepanusi He [OJDKHA Ha3HA4yaTbesl Y
HEJIOHOIIEHHBIX MAIMEHTOB BBUAY HEBO3MOXKHOCTH MPOTHO3WPOBaHUS MOOOYHBIX 3 dekToB. [Ipenapar
MPOTHBOMOKA3aH MPH HATMYHUHN JIOKAIBHBIX OCIOKHEHHUH (53B, HEKPO30B, BTOPHYHOTO WHPHUIIMPOBAHUS).
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- Ilanmentam ¢ moBepxHOCTHBIMH WI° co CTOWKMMHU pe3uayadbHBIMH SBJICHHSIMH B (asze
MHBOJIIOIIMK PEKOMEH IyeTCs JiazepHoe Jieuenue [49, 84, 100-102].

VpoBeHb yOeAUTEILHOCTH peKOMEHAaIuii B (ypoBeHb TOCTOBEPHOCTH JJOKA3aTEIbCTB — 3)

KommenTapun: umnynbscHbli ja3ep Ha kpacurene (PDL, nnuna BoaHbl 595 HM) npuMeHsercs Aas
JICYEHUs] TOCTPE3UAYyalbHbIX M3MEHEHUH KOXHM B IOCTUHBOMOUMOHHON cranguu UI'. Jleuenue ouenp
00JIE3HEHHO U JOJDKHO MPOBOIUTHCS TOJBKO MO 0011el aHecTe3neil. Bo3M0OXKHO pa3BUTHE MUTMEHTAIH
WJIM JCTIMTMEHTALMK KOKHM B MECTE BO3/CICTBUS Ja3epa.

4. MeI[HHHHCKaH peaﬁnnnTaunﬂ, MEANINHCKHE NoOKa3aHus u
NMPOTHBONOKaA3aHUA K IPUMECHCHUIO METOA0B peaﬁl/lJIHTaIII/II/I

PeabunuranimoHHBIX MEPONIPUATHH JUIsI JAHHOTO 3a00JIeBaHUS HE pa3paboTaHo.

5. IlpopuiakTuka ¥ AUCHIAHCEPHOE HAO/I0JAeHUEe, MeAUUNHCKHAE MOKA3AHUS U
NMPOTUBONMOKA3aHUA K IPUMEHEHUI0 METOA0B NMPOPUIAKTUKHI

- ITaumentam c HeocioxxkHeHHbIMU (opmamu UIT pekomeHayercs HaOltoIeHUE B JUHAMHKE:
MMOBTOPHBIE OCMOTPHI C MHTEPBAJIOM B HEIENSIX, PAaBHBIM BO3pACTy MAalMeHTa B Mecslax (MHTepBal
HaAOJII0JICHHUS B HEJICIAX = BO3pacT B Mecsax) [55].

YposeHb yoeauteapbHOCTH pekoMenaaiuii C (ypoBeHb JOCTOBEPHOCTH J0Ka3aTEIbCTB — 5)

KoMMmeHTapuu: /U1si TAKMX MAIlMEHTOB MOKa3aHa TaKTHKA "akTUBHOTO HabmoaeHus". OIeHUBAOTCS
nuHaMuKka Bcex mapamerpoB UIT (pa3Mep u CKOpOCTh YBEIMYEHHS, IIBET, MOSBICHUE HOBBIX DJIEMEHTOB,
BTOPUYHBIC U3MEHEHUS ), a TAK)KE BO3MOXKHBIC PUCKH PA3BUTHS OCIIOKHEHHIA.

6. Opranu3anusi 0Ka3aHusi MeIMIMHCKOI MOMOIIIH

IToxa3zanusa 1Jisl TOCIUTAJIM3AIMHA B MCAUIMHCKYIO OPraHu3anuio:

1. Hannuue nuarnosa UI' ¢ BBICOKMM pUCKOM OCJIOKHEHUH (CM. BBILIE)
2. B ne6rote Tepanuu PP (mHunmanus tepamnuu, moaoop 1036l Npenapara)

IToxa3anus K BbINNCKE manueHTa m3 Mel[HHHHCKOﬁ opraHu3anuu:

1. mpu OCJI0KHEHHBIX (POpMax — KYIUPOBAHUE OCIOKHEHHM
2. 1oa00p CUCTEMHOM JIEKapCTBEHHO! Tepanyy U MepeBoj] Ha aMOyIaTOpHOE BeJleHHe

AMOyJIaTOpHOE BeJleHHEe MalMeHTa:

B xone nedenus PP mokazaHo BefeHHe MaleHTa B aMOYJIaTOPHOM PEXKUME C LIeNbI0 KOPPEKIUH
7I03bl Tpernapara Ha JOJDKEHCTBYIOIIMN Bec pebeHka (1 pa3 B Mecsl]) ¢ NPOBEACHHEM KOHTPOJBbHBIX
o0clie10BaHuil.

7. JononnuTtebHas uHGopmManus (B TOM YHcjie (paKTOpbl, BIMSIOIINE HA HCXO
3200J/1eBAHUSA WIH COCTOSTHHS)

7.1. Inddepenunanbuas nuaraocruxka UI'

1. ipyrue cocyauctbie OIyXoJu
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Bpoxxaennas remanruoma (BI') [103]

Tepmun "BpoxaeHHbIE TeMaHTHOMBI" OOBEAMHSAET COCYIUCTBHIC OITYXOJIU, KOTOPBIE OTHOCSTCS K
JT0OpPOKAYECTBEHHBIM COCYAMCTBIM HOBOOOPA30BaHUSM, BO3HUKAIOUIMM BHYTPHYTPOOHO, U K MOMEHTY
poxkaeHus peOeHKa yxe MOJHOCThIO chopmupoBansl. B ornuume ot UIT oHu He moaseprarorcs
nponrdepaTuBHOMY MPOLECCY B MOCTHATAIILHOM INepHoje. Brinensaor Tpu cyOTuna B 3aBUCHMOCTH OT
CTEIIeHU perpecca OmyXoJyu:

1. RICH — Rapidly involuting congenital hemangioma

2. NICH — Non involuting congenital hemangioma

3. PICH — Partially involuting congenital hemangioma

N3 Bcex cydrumoB wame Bcero Bcrpedaercs RICH. Cpasy mocne pokaeHWs HadyMHAETCS dTarl
MHBOJIIOIMK, 3aBepIIaroIIuics o0biuHO K 6-18 mecsmam [104]. Jlokanm3yercs oHa ¢ OJWHAKOBOM
YaCTOTOM Ha KOHEYHOCTSAX (BOJIM3M KPYIHBIX CYCTaBOB) M B 0O0JAcCTH TOJOBBI/IIeH (7100, BUCOYHAsS
o0yacTh, IIeYHas, BOJIOCHCTAsi YacTh T'OJIOBBI), MPEUMYIIECTBEHHO B OKOJOYIITHOW OO0JIACTH; KpaiiHe
peako — Ha TynoBuiie. Omyxoib pa3BUBaeTCs MNOAKOXHO. OOBIYHO OHa TMpeAcTaBiIeHa B BUJC
MacCCHUBHOTO 00pa30BaHUs, BBICTYIAIOIIETO HAJ| IMOBEPXHOCTHIO, H MMEET HECKOJIbKO CAHTHMETPOB B
nuamerpe. [lpu manpmanuu, Kak MOpaBUIO, MHOTOY3JI0Bas, YMEPEHHO IIJIOTHAs, MECTaMU pPa3HOM
KOHCUCTeHIMHU, Terias Ha ourynb [105]. Koxka Hajg oOpasoBaHumeM TOHKas, Jierko panumas. Omyxosnb
MOXET OBbITh OJeHAas WM MMETh CHHIONIHO-(PUOJICTOBBIH 1BeT ¢ mnepudokaasHbiM  "Halo",
MPEJICTABJICHHBIM  KOXei 0ObdHOTO 1Beta. Ha ee MOBEepXHOCTH MOTYT MPOCMAaTPHUBATHCS
TEJICAaHTUIKTA3UU, PaJUaIbHO PACIOJOKEHHBIC, WJIM OHA MOXET ObITh "ychimaHa" B IIEHTpPE TIaJAKHUMHU
KpPacCHBIMH y3JIAMH.

Kanommupopmuas remanrnodngoreaunoma (KI'J)

Ouenp penkas cocymucras omyxoib (0,07 ma 100000) [106-108]. OHa MOXET BBISBISATHCS C
POX/IeHUS U OBITh HE3aMETHOW C MOCTETIEHHBIM YBEIMUEHHEM B TEUEHHE MEPBBIX MECALEB KU3HU. DTO
cocyaucToe o0pa3oBaHME, KOTOPOE XapaKTepU3yeTCs TMIaHTCKUMH pa3MepaMu € MPEeUMYIIECTBEHHON
JIOKaJM3alel Ha KOHEYHOCTSIX, B 00JaCTH BEPXHETo IJIeUeBOro nosica U mer. OTHOCUTCS K OIyXOJIsIM C
IIPOMEXKYTOUHOH CTENEHbIO 37I0KaYeCTBEHHOCTH, T.€. 00J1a1aeT JTOKAJIbHO UHPMIBTPATUBHBIM POCTOM, HO
0€e3 CIOCOOHOCTH K METACcTa3UPOBAaHUIO. XapaKTEpHO YBEIUYEHHUE PETUOHAPHBIX JTUM(PATUUECKUX Y3JIOB.
OOpazoBaHusi MpeCTaBICHbl SIPKO-KPACHBIM IISITHOM, CJIETKa BO3BBIIIAIOIIMMCS, TOPSIYMM U IUIOTHBIM
IpU TMambHaliil C BBIPAXEHHBIM WHOUIBTPATUBHBIM KOMIIOHEHTOM, NPEICTABIAS €IUHOE Ieoe C
MOJICKAUMHI TKaHAMU. MIHOr]a HAa TTOBEPXHOCTH OTMEYAeTCs TMIEPTPUX03 U Tunepruapo3. Onyxoib
MOKET COIPOBOXAATHCA OOJEBBIM CHUHAPOMOM, KOTOPBIM BO3HUKAET MPU KPOBOUBIUSHUU B TKAaHb
OIYXOJIM WJT CIABJIEHUU COCYIUCTO-HEPBHOTO My4Ka. B HacTosmee Bpems uzBecTHo, uto KI'D sBisiercst
OCHOBHOW mpuuynHOW pa3Butus ¢eHomeHa (cunapoma) Kazabaxa-MeppuTT: TpPOMOOLMTONEHUH H
KOaryJionaTuu MoTpeOIeHus: ¢ yrpo30i KpOBOTEUCHHS U KPOBOUBIIUSHUS, IIPUBO/IA K JieTaibHOCTH B 30%
CIIy4aes.

"IlyukoBas' anrmoma (ITA)

Bpoxxnennas wiu npuoOpereHHas (Bcerna Ao S-TuiieTHero Bospacrta) [109], Gonbmie mmeroras
XPOHHYECKOE TEUCHHWE W MEAJICHHO Tporpeccupymomas. KIMHNYeCcKH OmyXojib MpenCTaBlIeHa JHOO
MHOWIBTPUPYIOIIUM TOJUIEeKAINEe TKAHU KPACHBIM IISITHOM, IUI0X0 OTIPaHUYEHHBIM; 00 MpeicTaBIeHa
MHOTOYHCIICHHBIMH C PAa3HOW CTENEHBbIO MHTEHCHBHOCTH KPACHBIMHU MAITyJIaMd. MOKET COIPOBOXKIATHCS
00JIE3HEHHOCTBIO TIPU MaJbIallii, UHOTJA JOCTAaTOYHO BBIPAXEHHOH. MOXET OTMedaThCcsl JIOKAIbHBIH
THIIEPTPUXO03 W/MIM TUnepruapo3. OnrcaHbl ciiydyan CIIOHTAaHHOTO perpecca. MHorma mpu roxanmm3amum
OIyXOJM Ha KOHEYHOCTSAX MPOUCXOAUT UHPHUIBTPALUS M CKIEpo3upoBaHHe KOXKH. CKIepoTHUECKue
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U3MEHEHMsI MOTYT 3aTparuBaTh IIOJUIEKAIIME MBIl M CYyCTaBbl C PAa3BUTHEM  TSXKEIbIX
(byHKIMOHATBHBIX paccTpoicTB. C rucTONOrHMYecKOd TOUkM 3peHust ITA cumraercs "manoit" dopmoii
KI'3. Pexe, uem KI'D, Moxer ocinoxxHuThes pazputueM CKM.

2. Cocyaucrbie Maabpopmannu

Benosneie Manb(hopManuu, B YaCTHOCTH, CHHIPOM bHHA (IMCCEMUHUPOBAHHBIA BEHO3HBIM
anruomato3 buna). B OosipmmHCTBE ciydyaeB 00pa30BaHUS BBIBISIIOTCS YK€ IMPU  POXKICHUU/B
miajieHuectBe. l[lpencraBieHpl €AMHUYHBIMA WM JTHCCEMUHUPOBAHHBIMU MAaNyJIE3HBIMUA 3JIEMEHTAMHU
CHUHE-TroJ1y00ro/(hnosieToBoro IBeTa IUIOTHO-3JaCTUYECKOM KOHCHUCTEHIMH, JIETKO CXXUMaemble Ipu
nanbpnanui. MoKeT oTMedaTbest 00JIeBOM cHHApOM. JIokanu3amus camast pa3HooOpa3Hasi: Koka (THITHYHO
MOpaXeHHE TMOAYIICUEK MajblleB PYK W HOT), MBIIIIbI, CIU3UCTasl KENyI0YHO-KUIIEYHOTO TpaKTa
(TUNUYHO MOpaKeHHE TOHKOM KHUIIKK), TApEeHXUMATO3HbIe Opranbl. OJJHUM U3 OCHOBHBIX KIMHUYECKUX
CUMIITOMOB 3TOT0 3a00JIeBaHUs SIBJISIOTCS OCTPbIE WJIM XPOHMUYECKHE KPOBOTEUEHUSI U3 MHOYKECTBEHHBIX
BEHO3HBIX Malib(popMaruii, JTOKATM30BAHHBIX B KEIYJOYHO-KHIIEYHOM TPaKTe, KOTOPbIE HEM30EKHO
npuBOIAT K aHemuu [110].

Jlumparnyeckas manbpopmanus

KnuHuyeckn mnpencTaBieHbl MATKOTKAHHBIM "oOpa3oBaHueM/00pa3oBaHMSAMHU", KaK IpPaBUIIO, C
HEM3MEHEHHOW KOKeH HaJ HHUMH, MATKO3JIACTUYECKOM KOHCHCTEHIHH, 0/0, JIETKO CKUMAEMBIMH H
HOJBMKHBIMU. B0O3MOKHO yBenuueHue perroHapHbIX JuM¢poysioB. HempaBuibHo cdopMupoBaHHbBIE
TUM(PaTHIECKUE COCY/bI, 00pa3yrolne MHUKPO/MaKpPOKHCTO3HBIC/CMEIIAHHBIC ITOJIOCTH MOTYT HMETh
CaMylo pa3HOOOpa3HYIO JIOKAJIM3ALUIO [0 OTHOLIEHUIO KaK K MOKPOBHBIM TKaHSAM, TaK U [0 OTHOLIEHUIO
K BHYTPEHHHMM OpraHaM, II0pO¥ Ipopacrasl B IIOJIOCTH M 3aTparuBasi KOCTHYIO cuctemy. IIpu noakoxHon
JOKQJIM3allMM MOTYT BU3yaJIbHO HE OTIMYATHCS OT MOAKOKHOTO THa UI'.

Kannunsipaas mansgopmanust

Camas yacTas cocyaucrtas ManbhopMmalius — rmiockas anruoma ("Bunnoe" nsatHo, "muiameHeromui”
HeByc) — 25-40% HOBOPOXIEHHBIX. BBISABISETCS C POXICHUS B BHJE KPAacHO-(HOIETOBOTO MATHA,
pacrioyiarasch MpeuMyIIeCTBEHHO Ha jule (0coOeHHO o0aacTh Ji6a), 1ee, HO MOTYT OBbITh 3aTPOHYTHI
Mo0bIe YYacTKH, BKIIIOYasi CIM3HMCThIe. Kak MpaBmilo, CKIOHHBI K perpeccy emie B JeTCKOM BO3pacTe.
OnHako HEKOTOpble MOTYT MEPCUCTUPOBATH C OOpa30BaHMEM MHOTAA Ha UX (OHE KPACHBIX Y3JIOBBIX
a5ieMeHTOB. [Ipy 0COOBIX JIOKAMU3aIMsIX KamUBIpHAs Madb(OpManus MOXET YKa3blBaTh Ha HaJIHMUUE
cucTeMHO# maronoruu (cuuapom Sturge-Weber, cunapom Klippel-Trenaunay, cuanpom Parkes-Weber,
HEKOTOpBbIEC BUJIBI (haKOMATO3a).

[Tpumeuanwue.
Hywmepamust myHKTOB J1aHa B COOTBETCTBHH C O(DUIIHAIIBHBIM TEKCTOM JJOKYMEHTA.

1. Jpyrue 3a0oseBanusi (AudPepeHIUATBHBIA IMATHO3 ¢ MWIHAPHBIM
reMaHruoMarTo3om) [63]

NupanTuiabHbiii MUopuOpOMaTo3

Oto ¢dubpoBackymsipHas omyxoyib. MoxkeT ObIThb IpeacTaBieHa B (OpMe €IMHUYHOIO Y3JI0BOTO
3JIEMEHTA WK UMETh MYJIbTU(OKaIBHYIO (hopmy. Koxka B 001acTH y3710B KPacHOTo 11BETa C (PHOIETOBBIM
OTTEHKOM, WHOTJA C TEJCAaHTHIKTa3WsIMU Ha TOBEepXHOCTH. [Ipu commrapubix (opmax, obOpaszoBaHue
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MOKET CIIOHTaHHO perpeccupoBarb. [Ipu MynbTH(OKATBHBIX (PopMax, KOTOphIE MOTYT HAalOMHHATH
MUJIMAPHBIM T€MaHTHOMATO3, BO3MOYKHO MTOPAKEHHUE BUCIIEPATIBHBIX OPraHOB.

MoHOUUTAPHBIM U MHEJIOMOHOIUTAPHBIN JICUKO3

PGI[KO BCTPCHACTCA Y HOBOPOIKACHHBIX. M3MmeHeHUs Ha KOXKE IpCACTABJICHBI INIOTHBIMU HAITYJIC3HO-
Y3JIOBBIMU 3JIEMCHTaAMHU C noxanmauneﬁ B JAC€pME€ U THIOOACPME, HHOrga ¢ TIeMOpparnd4€CKumM
KOMITOHCHTOM U HCKPO30M.

HeoHaTaJIbHBIH JIAHTE€PraHCOKJIETOYHbIM rUcTHOUMTO3 Xamumota-Ilpuukepa
(Hashimoto-Pritzker)

Knuanaeckas KapTuHa HOJII/IMOp(bHaI C POXIACHUSA BBIABJIIIOTCA MHOKCCTBCHHBIC IIAITYJIC3HO-
HOAYJIE3HBIE 3JICMCHTBI TEMHO-KPACHOI'O IBE€TA C HpeHMYHICCTBeHHOﬁ noxanmauneﬁ Ha KOXC BerHeﬁ
IMOJIOBHHBI TYJIOBHIIIA. OOBIYHO 3TH 3JIEMEHTHI COYETAIOTCSA C BC3UKYJIO-ITYCTYJIC3HBIMU. B Teuenue
HCCKOJIbKUX HCOCIIb IIOABCPIratOTCA HHBOJIIOIIHNH.

Cunapom "yepHuynoro nupora' (Blueberry muffin baby)

MHOKeCTBEHHBIE Y3JIOBBIE 3JIEMEHTHl TEMHO-CUHEBOTO IIBETA, KOTOPBIE BBIABISIOTCS C POXKIACHMUS,
o0bruHO  cBsizaHbl ¢ TeyeHnmeM uwHpekmmu (TORCH  cuHIpoM) WM acCOUMHUPOBAHBI  CO
37I0Ka4E€CTBEHHBIMH 3a00JI€BaHUSIMH, TAKUMHU KaK, HallpUMep, JIEHKO3.

IIceBpoanrnomaTto3

Penxoe 3a0oneBanue, KOTOpoe B OOJIBIIMHCTBE CIy4yaeB BO3HUKAET B KOHTEKCTE C MH(PEKIMOHHBIM
SMHU30J]0M. DJIEMEHTHl Ha KOXKE€ MPEJCTaBICHHI MOHOMOP(HBIMH MIJIHAPHBIMH MaKyJIO-TIaIyJIe3HbIMU
AJIEMEHTaMHU KPacHOI'O 1[BETa, ACUMIITOMHBIMH, CKJIOHHBIMHU K IOJHOMY Pa3peLIEHUI0 B TEUYEHUE OT 2-X
nHel 10 3-X Hepenb. M31ro0neHHas IoKaau3anus — HeKH 1 KOHEYHOCTH.

B comHMTEnbHBIX chy4asx TMoKazaHa Ouoncus oOpa3oBaHus. OCHOBHBIM OTJIMYHUTENbHBIM
KputepueM  Oyner  sABIATbCS — mojnoxuTenbHas — peakuus ¢ GLUT-1  npu  mpoBeneHuu
MMMYHOTMCTOXUMHYECKOTO UCCIIEA0BAHNUS.

7.2. ®aKTOpPHI pUCKA

K ¢daxropam pucka oTHOCST:

1. UT" ocoOBIX J0KaIA3aIAi

2. cerMeHTapHbIe (GOPMBI

3. mopakeHHE BUCIIEPATLHBIX OPTraHOB

7.3 KiuuHuyeckMe KpPUTEPUM W  HeOOXOJAUMbIE  HCCJIEeI0BaHMSI  NpH
PHACE/PHACES cunapome.

Tabnuna 4. BosmoxHble KIIMHUYECKUE TposiBiIeHus 1 00beM uccnenoanuii npu PHACE cunnpome

[37].

Tun anomanuu Omnucanue O0cnenoBaHust
3anHAsa ~ depenHad | - aHoMmanus Jenau-Yokepa - MarautHo-pe3oHaHCHast
sIMKa/ipyTue - aHOMAJIUU Pa3BUTHS MOJYILIAPUI W/WUIIM YepBsl | ToMorpadus TOJIOBHOTO
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anomanuu [THC

MO3XKEUYKa
- apaxXxHouJaJIbHasA KMCTa

Mo3ra/MarHuTHO-pe30HaHCHAs
anruorpadus (oHa 00JIACTh)
- KT-anruorpadus

I'emanruoma - cerMeHTapHas remanruoma juna S1 + S4 wnm | - MarauTHoO-pe30HaHCHAas
S3 B 3/4 cnyyasx (remudanuanbHas, BO3SMOXKHO | TOMOTpaduss MATKUX TKaHEH ¢
ounatepaabHas) KOHTPAaCTUPOBAHUEM
- IpyTHE BO3MOXHBIE JIOKYCBI: OpOUTa, TOPTaHb, | - JlappHTOCKOTHS
MOATJIOTOYHOE  TPOCTPaHCTBO, Temuchepa|- Y3U opraHoB OpromrHOH
HOHC, BHyTpeHHee yXO0, XOpUOHUJAJIbHAS | IOJOCTH
000J104Ka OpOUTHI, MEHUHTHATIbHASL 000JI0UKa

AHoManuu -  aHOMQJIMHM HWHTpPaKpaHUAIbHBIX COCY/OB |- MarnuTHO-pe30HaHCHAs

apTepHalIbHbIX (BepTeOpaibHasi, BHYTPEHHsIsI/Hapy>KHAsl COHHAs | TOMOTrpadusi TOJIOBHOTO MO3Ta €

COCY/IOB apTepusi); CTEHO3bl IepeOpajbHBIX COCYIOB, | KOHTpACTHpOBaHWEM/MAarHUTHO
aHOMaJIMM pa3BUTHS (areHe3usi, TUIIOIUIA3Hs, | -PE30HAHCHAs anruorpagus
abeppaHTHBIE cocypbl, nepcucteHus | (oaHa 00JacTb)
AMOPUOHATBHBIX COCY/IOB, AQHEBPU3MBL |-  AHTHO-TOMOJIEHCUTOMEPUS
KOJJIaT€pajbHbIE COCYJIbl, aHOMauusl Moiisi- | LEHHO-TPYIHOIO OTIENa
Moiist) - Oxo0-KI"

-  AQHOMQJIMHM DHKCTPAKPAaHUAIBHBIX COCYOB
(moIKJIFOYMYHAsI, a0pTa | T.1.)

AHoMau - KOapKTanus aopThl. - Oxo0-KI"

CepIIEYHO- - BpOXJIeHHbIC Malbopmanuu (aprepuaiibHblii |- Y3 I cocynoB mien

COCYAMCTOM MPOTOK, aTpe3uss TPUKYCHUAAIBHOTO KiamaHa, |- KT-anruorpadus

CUCTEMBbI TeTpazaa daino, nedexTo

MeXIMpeCcepaIHON/ MEXKKETYT0UKOBON
MEPETOPOJIOK, CTCHO3 JISTOYHOTO CTBOJIA).

AHOManuu riaa3Horo |- Kosodoma, - O¢raneMockonus

si0JI0Ka - MUKPOTATBMUS, - MarauTHO-pe30HaCHCHAs
- TUIIOILIA3Us ONITHUYECKOT O HEPBA, ToMoTrpadus IJIA3HHULL c
- IJ1IayKoMa | JIp. KOHTPAaCTUPOBAHUEM

Cpenunnble - neeKThl TpyAuHbI (BOPOHKOOOpa3Hasi Ipy/b, - peHTTeHorpadus

aHOMaJIMM TPYJIHOM | pacilieIrHa IPYAUHbI) - V31

KJICTKH U OpromHon
CTEHKH

- aHOMaJIUs OeJI0H JIMHUU KUBOTA

Jpyrue  3Ha4MMbIe

aHOMAaJINu

- TUIIONIUTYUTAPU3M;
- TUIIOTUPEO3

- DHJIOKPUHHBIN CTaTyC

Ta6muma 5. boxpme u Mansie tuarHoctudeckue kputepun PHACE cunapoma [38].

Cucrembl/opraisl bonbune xputepun Mansle kputepun
AprepuasibHbIe - a”HoManuu OoJjbIIoN LepeOpalibHOM WM | aHEBpU3Ma OJIHOU u3
aHOMaJIuu LIEPBUKAIBHON apTEpUH 1epedpabHbIX apTepuit

- TUCIUTa3Hs KPYIHBIX IiepeOpaibHbIX apTepuit
- apTepHaNIbHBIA CTEHO3 WJIM OKKIIO3MS C/HUJIH
6e3 Moiis-Moiist komutatepanuit

- OTCYTCTBUE WJIM CpeIHETsDKeNas TUIOIIIa3us
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OONBIIUX TepeOpaIbHbIX WIH IEPBUKATBHBIX
aprepui

- abeppaHTHas NpuUpoAa WIM XOJ OONbIINUX
1epeOpabHBIX WM [EPBUKATBHBIX apTepUH,
UCKJIIOYasi 4yacTble BapHAaHThI AYTM TakKue, Kak
"ObIubs gyra”

- MEePCUCTUPYLIUM
BepTeOpOOAZUIISIPHBII aHACTOMO3

KOPOTHUIHO-

CrpykTypHbBIE - aHOMAaJIU 3aJHEN YEPENTHON AMKH - AHOMAQJIMHU CpPEIHEN JIMHUU
aHOMaJIuu - koMIueke Jlenau-Yokepa Mo3ra
TOJIOBHOTO MO3ra - JIpyrHe THIOIUIa3UW/AUCIUIa3HH  CPEIIHETO |- Malib(hopMaIus
W/WIN 33JJHETO MO3ra KOPTHKAJIBHOTO Pa3BUTH
KapnnoBackyisipHbl |- aHOMaJIMHU AYT'M A0PTHI - nedpext MXKII
e - KOapKTalus aopThl - IPAaBOCTOPOHHSISL [yra aopTa/
- TNACILIA3US - IBOMHAs yTa aopThl
- aHEBpU3Ma - CUCTEMHBIE BEHO3HBIE
- abeppaHTHasg npuUpoJa MOJKIOYMYHON | aHOMAIUU
apTepuu ¢/uiam 6e3 CoCyIUCTOro Kojiblia
OxyisspHBIE - aHOMAJINU 33JJHETO CETMEHTa - aHOMaJIuu MEepEeHETO
- MEPCUCTUPYIOIINN  TUNEPIUIACTUYECKHM | CETMEHTA
IIEPBUYHBII BUTPUYC - MHUKPOTATBMUS
- IepCUCTHpPYIOIIHE (DeTambHbBIE COCYIbI CKJIEpOKOpHEA
- COCYJUCTbIE aHOMAJIMH CETYaTKU - Kosoboma
- aHOMaJINU JMCKA 10 TUIY "BbIOHKA" - KaTapakra
- TUIIOILIA3US 3pUTENIBHOTO HEPBA
- IepunanwuisipHas ctapuioma
Bentpanbubie/Cpes; |- CpeAMHHBIE aHOMANUM TPYJHOW KIETKH M |- SKTONMYECKUH THUPEOUIHBIH

WHHBIE CTPYKTYPBI

OpIOIIHOW CTEHKH

- Ne(eKThI TPYIUHBI

- BOPOHKOOOpa3Has rpyib

- pacieianHa rpyauHbl

- aHOMaJTusl OeJIoW JTMHUY KUBOTA

TUIIOIIUTYUTApU3M
- CpenuHHas
namyJsa/raMmapToma

CTCPpHAJIbHAA

Kpurepuu oueHKH KayecTBa MeIUIUHCKOH IMOMOLIH

N Kpurepun kauectBa O1eHKa BBINOIHEHUS (Ja/HET)
1. [TanmenTy ¢ nogo3penueM Ha UI" BeimonHeHs! cOop kanobd u | [la/uer
aHaMHe3a, 001U (PU3UKAIBHBIH OCMOTP
2. [Manmenty ¢ mnomo3penueM Ha WD BoimonHeH oOmuit | [la/HeT
(KTMHUYECKUH) aHaJIN3 KPOBU
3. [Manmenty ¢ UI" nepex HayamoM Tepanuu mnpomnpaxoioaoM™* | Jla/net
BBITTOJTHEHA AJIEKTPOKapANOT padust
4. [Manenty ¢ UI' ¢ PHACE cunapomom u/uinu ¢ nopaxenueM | Jla/net
NIEUYEHH BBIMIOJTHEHA dXOKapAuorpadus mepen HazHaAueHUEM
OeTa-aipeH0OI0KaTOPOB
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5. [MTarimenty ¢ WI' ¢ cungpomom PHACE Bemomnsens | [la/vet
uccieoBaHue ypoBHS TupeoTponHoro ropmona (TTI),
cBoObonHoro tpunoaruponuna (CT3) wu  cBoOogHOTO
tupokcuHa (CT4) B kpoBu

6. [Mamenty ¢ WI' ¢ cungpomom PHACE Bemonnena | /[la/ner
peHTreHorpadus OpraHoB TpyJHON KIETKM B HPSAMOH U
OOKOBOM IPOEKIIUU

7. [Tanmenty ¢ HWI' ¢ cungpomom PHACE Bemosnnens! | la/Her
MarHUTHO-PE30HAHCHasT ToMorpadus MSTKHX TKaHEH C
KOHTPAaCTUPOBAaHUEM WJIM KOMIIBIOTEpHAs ToMorpadus
MATKHX TKaHEl C KOHTPAaCTUPOBAaHUEM

8. [Mamenty ¢ WUI' ¢ cunagpomom PHACE Bemonnena | [la/ner
3JeKTpo3HIIepanorpadus

9. [Maruenty ¢ UI' ¢ cuaapomom LUMBAR/PELVIS/SACRAL | [la/uer
BBITIOJIHCH OOIIMIA (KIIMHUYECKH) aHAJIN3 MOYH

10. [Maruenty ¢ UI' ¢ cuaapomom LUMBAR/PELVIS/SACRAL | [la/uner

BBIIIOJITHEHO  YJIBTPA3BYKOBOE  HCCIIEIOBAHUE  OPraHoOB
OprolmHOM  mosocTh  (KOMIUJIEKCHOE),  YJIbTPa3ByKOBOE
UCCJIEeJOBaHHE OPTaHOB MAJIOTo Ta3a (KOMIUIEKCHOE)

11. [MTaruenty ¢ UI' ¢ cunapomom LUMBAR/PELVIS/SACRAL | la/ner
BeimosiHeHa MPT ¢ kxonTpacteiM ycwiennem uinu KT ¢
KOHTPACTHBIM yCUIIEHUEM OpraHoB OpIOIIHOM
ITOJI0CTH/MAJIOro Ta3a/CIIMHHOI0 MO3ra

12. [Maruenty ¢ WI, xotopomy  mokazaHo  Hayano |/la/Her
JIEKapCTBEHHOM Tepanum, npu OTCYTCTBHUH
IIPOTUBOIIOKAa3aHUK Ha3HauyeH PP
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[Tpunoxenune Al
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[Ipunoxenne A2

MeTomosiorusi pa3padoTKi KIMHAUYECKUX PEKOMeH Al

HeJIeBaSI AyAuTOpudA JaHHBIX KIIMHUYC€CKUX peKOMeHIlaHI/Iﬁ:

1. Bpauu-ngepmaToBEeHEpOIOTH
2. Bpauu-neauarpsl

3. Bpauu-neTckue OHKOJIOTH
4. Bpauu-neTckue Xupypru

5. Bpaum-neTckue KapIuoJIoru

Taoauua 1. llIkana oueHKN ypoBHEH 10CTOBEPHOCTH AoKa3aTeabeTB (Y /1) st
METOA0B IMATHOCTUKM (IMATHOCTHYECKUX BMENIATEIbCTB)

YA

Pacumdposka

Cuctematuueckue 0030pbl HCCIIEAOBAHUI C KOHTpPoOJieM pedepeHCHBIM METOI0M WU
CUCTEeMAaTU4YeCKui  0030p  paHAOMHU3HPOBAHHBIX  KIMHMYECKHUX  HMCCIEAOBAHUH ¢
IIPUMEHEHHUEM METaaHalIn3a

OTI[GJ'IBHBIG HCCIICAOBaHHA C KOHTPOJIEM pe(l)epeHCHBIM MCTOAOM MM OTACIBHBIC
PaAaHIAOMH3UPOBAHHBIC KIIMHUYCCKUC HUCCICI0BaHUsA u CHUCTEMATUYCCKUC 0630pBI
HCCIIeOBaHUM 11000T0 I[PI3aI>1Ha, 3a HCKIOUYCHHUEM PAHIOMHU3UPOBAHHBIX KIIMHHUYCCKUX
I/ICCJ'IGJIOBaHI/II\/II, C IPUMCHCHUEM METaaHAJIN3a

HccnegoBanus 0e3 IMOCJICAOBATCIIBHOTO  KOHTPOJIA pe(I)epeHCHBIM MCTOAOM  HJIA
HUCCICI0OBAaHUA C pe(l)epeHCHI)IM MCTOIO0M, HC ABJIAIOIIMUMCA HE3aBUCUMBIM OT HMCCICIYEMOTO
METOda WM HCPAHAOMHU3IUPOBAHHLIC CPABHUTCIBHBIC HCCICAOBAHHA, B TOM HYHUCIIC
KOTOPTHBIC UCCICIOBAHUS

HCCpaBHI/ITCHLHBIC HCCJIICAO0BaHN, OITMCAHNUEC KIIMHUYCCKOTO ClIy4das

HmeeTcs nuinb 000CHOBAHKME MEXaHHU3MAa JEHCTBUS WIM MHEHUE 9KCIICPTOB
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Ta6auua 2. Illkana oueHkn ypoBHei 10cToBepHOCTH A0Ka3aTeabeTs (Y1) niast
METO0B MNMPOPHUIAKTHKH, JieYeHHS M peaduauranuud (MPoQUIAKTHYECKHX,
Jie4eOHbIX, peadWINTAIMOHHBIX BMELIATEIbCTB)

Y PacmmgpoBka
1 Cucremarnueckuii 0630p PKU ¢ npumeHenneM Metaanamusa
2 Otnenpabie PKM um cuctemaTudeckue 0030pbl HCCIEIOBAaHUK JIO0OTO JU3aiiHa, 3a

ncximogyenneM PKH, ¢ npuMeneHnem Meraananusa

HepaH,HOMI/I3I/Ip0BaHHBIe CpPaBHUTCIIBHBIC UCCIIEA0OBAHM:, B T.4. KOTOPTHBIC UCCIICAOBAaHUA

4 HecpaBHuutenbHble UCCIIEIOBAHUS, ONMUCAHUWE KIMHUYECKOrO Clydas WM CEpUM CIy4aes,
HCCIIeIOBaHMs "'Cily4aii-KOHTPOJIb"

5 Hmeercss mumbp 0OOCHOBAaHHME MeEXaHHU3Ma JEUCTBUS BMeEIIATEIbCTBA (,Z[OKJ'II/IHI/I‘ICCKI/Ie
I/ICCJIC[[OBaHI/IFI) HJIKM MHCHHE SKCIICPTOB

Tadimna 3. IIkana oueHKH ypoBHel yOeaurTeabHOcTH pexoMenpaunuii (YYP)
NJ  METOA0B MNPOPUIAKTHKHM, [IUATHOCTHUKH, JIEYCHHS] W PpeadWIuTanuu

(HpO(l)HJIaKTI/I‘leCKHX, AUATHOCTHIECCKHX, neqeﬁnmx, peaﬁl/lJIHTaIII/IOHHLIX
BMEIIATEJIbCTB)

YVP PacmmmgpoBka
A CunpHass pekoMmMeHnmanus (Bce paccMmarpuBaeMble KpUTepuH 3()(HEeKTHBHOCTH (MCXOIBI)

SBIIAIOTCS BaXKHBIMHM, BCE HCCIEOBAaHMS HMEIOT BBICOKOE WM YAOBICTBOPUTEILHOE
METOJOJIOTUYECKOe KAadeCTBO, HMX BBIBOJABI 10 HWHTEPECYIOIIUM HCXOJaM SIBIISIIOTCS
COTrJIaCOBAaHHBIMHU)

B VYcnoBHas pekoMeHIanus (He BCe paccMaTpUBaeMble KpUTEpUU 3PPEKTUBHOCTU (HMCXO/bI)
SBJIAIOTCS. BaXXHBIMH, HE BCE MCCIEAOBAaHUS HMMEIOT BBICOKOE WIIM YAOBIETBOPUTEILHOE
METOJI0JIOTUYECKOE Kaue€CTBO W/WIIM UX BBIBOJBI [0 MHTEPECYIOLIUM HCXOJAaM HE SIBISIOTCA
COTrJIaCOBAaHHBIMHU)

C Cnabass pexoMeHjainus (OTCYTCTBHE JIOKA3aTENbCTB HAJJIeKalero kavectBa (Bce
paccmatpuBaeMble KpUTepud d(PPEKTUBHOCTH (UCXOJBI) SBISIFOTCS HEBAKHBIMH, BCE
WCCIICIOBAHUS HMMCIOT HH3KOE METOJOJOTHYEeCKOe KadeCTBO W WX BBIBOABI  TIO
WHTEPECYIOIINM UCX0JIaM HE SIBJISFOTCSI COTTIACOBAHHBIMHU )

IHopsiioK 00OHOBJICHUS KIMHUYECKUX PEKOMEH AU

MexaHu3M OOHOBJIEHUS KIMHMYECKHX PEKOMEHIAlMN IpelycMaTpUBaeT HX CHCTEMaTHYECKYIO
AKTyaJIn3allui0 — HE PCXKE YEM OAHH pa3 B TPpU roaa, a TakKKC IMpPU MOABJICHUHU HOBBIX JAaHHBIX C IMO3UIUU
JI0Ka3aTelbHOM MEIMIIMHBI MO BOMPOCAM JWATHOCTHUKH, JIEUCHHUs, NMPOPUIAKTHKH U pPeadMIUTALuU
KOHKpETHBIX 3a00JIeBaHMM, HATMUYMU OOOCHOBAaHHBIX JONOJHEHHII/3aMeUaHuil K paHee YTBEp KICHHBIM
KP, Ho He yaie | pa3a B 6 MecsLeB.
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[Tpunoxenue A3

Cl'[paBO‘IHLIe MaTrepualjabl, BRKJIKOYasi COOTBETCTBHUE NOKAa3aHui K NPUMEHECHHNIO U
HpOTHBOHOKaSaHHﬁ, croco0oB NMPUMEHEHUA U 103 JICKAPCTBCHHLIX IIpenaparos,
HHCTPYKIMH IO ITIPUMECHCHHUIO JICKAPCTBCHHOI'O IIperiapara

[Tpunoxenue A3.1

HpI/IHHI/IHLI HasHAYCHUS, IPABUJIA HAZHAYCHUA U PEKUM N03UPOBaAHUA PP

I. Jlo mavana tepanuu Oera-agpeHOOIOKATOpaMU, peOEHOK JOJDKEH MPONTH KapIuOJOTHYECKOe
oOcetoBaHue JJIsl BHISBIICHUSI IPOTUBOMOKA3aHUI K HA3HAUEHUIO IIperapara:

1. mompoOHBIE cOOp CceMEeHHOro aHaMHEe3a C IIeNbI0 HMCKIIOYCHHS HACIEICTBEHHBIX (opm
HapYIICHUs PUTMA;

2. OKT aiig uckiro4eHust:

a. mosHOM AV Gnokazml (Betpevaercs 1:20000 HoBopoxkeHHbIxX) [111],

b. 6panukapauu: YCC menee 70 B MHHYTY Y HOBOPOXKIEHHBIX, MeHee 80 B MUHYTY y neTeid 1o 12
MecseB; MmeHee 70 — y neteit crapuie 12 mecsie; axokapauorpadus;

3. monutopunr AJl, YCC, Y1/l Ha mpoTsHKEHUH 2-X CYTOK;

4. onpeniernieHre yPOBHS caxapa B KpOBU HATOIIAK Ha MPOTSHKEHUHU 2-X CYTOK.

I1. {o3a npenapara

WNuunuanbHas pekoMmeHayemas Jjo3a cocrtaBisger | wmr/kr/cyt. Ilpum cermenTtapHbix (opmax
WHUIMAJIbHASA /1032 JIOJDKHA coctaBisaTh 0,5 mr/kr/cyr. HapammBanue 103bI JOJDKHO TPOUCXOAWTH
MIOCTENIEHHO B TeueHHe 2-3-X Hellelb B YCIOBHAX CTallMOHapa ¢ 00s3aTeIbHBIM KOHTPOJIEM BHUTAJIbHBIX
nokazareneil. Ilocne poctmxkenust nedeOHOM 103bl (2,5-3 MI/KI/CyT) Tepamusi HpPOBOAMTCA B
aMOyJIaTOPHBIX YCIOBUSX.

1 venens — 1 mr/kr/cyt

2 Hepenst — 2 MI/Kr/cyT

3 menens — 2,5-3 mr/kr/cyr

[1pu pesucrentHocT — #PP 3,5-4 Mr/Kr/cyT (BHE 3aperucTpupOoBaHHBIX OKa3aHMii) [84]

[Tpu peuranBe — BO30OHOBUTH TEPAMHIO B MPEKHEHN /103€, COOIIOAas MPaBHIa TUTPOBAHUS JTO3BI.

CyTouHas 1032 JohkHas ObITh pa3/iesieHa Ha ABa-TPU IpueMa, Kaxable 12-8 4acoB COOTBETCTBEHHO
(MUHUMATBHBIN HHTEPBAJI MKy 103aMu — 6 yacoB). [lepepacuer 10361 ocymiecTBisieTcs: 1 pa3 B MecsIl ¢
y4eToM Beca pebeHka ¢ 00s3aTeNbHBIM KIMHUYECKUM OCMOTPOM U KOHTPOJBHBIM KapAHOJIOTHUYECKUM
obOcnenoBanuem. [lpu yBenmyeHuM a03bI Tpemnapara (MEpPHOJ TUTPOBAHUS WM TiepepacyeTa Jd03bl)
koutposib YJI, AJl, HCC, OKI Bemmonnsiercs 3a 1-2 yaca 10 yBenuueHHs 103kl U yepe3 1-3 vaca mocie
npueMa OOJIbIIeH JA03bI ISl BRISIBJICHUS BO3MOXHBIX HApYIIEHUH pUTMa (MaKCUMabHbIE H3MEHEHHS CO
CTOpOHBI cepaeuHo-cocynuctoi cucrembl: UCC, AJl pocruraercs uepe3 1-3 uvaca mocne mnpuema
mpenapara — 3TO BpeMs MaKCUMaJbHO JIOCTHUTAeMOM KOHIIGHTpamuu B KpoBH). [Ipm s3TOM Hamboiee
HaJeKHBIM U MPOCThIM B u3MepeHuu mnokazatenem sipisiercas YCC. Usmepenune UCC mpous3BoAsT Ha
MPOTSHKCHHUH TEPBBIX 3-X YaCOB MOCIIEC YBETUUCHUS JO3BI.

II. JnureabHOCTH TEpanuu

ITo maHHBIM MEXIYyHApOAHBIX PEKOMEHALMI MperapaT Ha3Ha4aT B MHTEpBalle Bo3pacTa 35 nHeu
— 5 MecsueB (C KOppeKIyel Bo3pacTa Juis HEJOHOLIECHHBIX JeTel). JIUTenbHOCTh Tepanuu JOJDKHA
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OMPENEIATHCA JUTUTEIBHOCTRIO TPOiudEepaTUBHON CTaauK 3a00JIeBaHMsI M COCTaBIATH HE MeHee 6
MmecsitieB [1] 1t MOBEpXHOCTHBIX FEMAHTHOM U He MeHee 12-24 MecsIeB s MOIKOKHBIX/CMEIIaHHbBIX U
cermeHTapHbIXx Gopm UI'. OTmeHa mpernapaTta IOJDKHAs MPOM3BOIUTHCS MEMJICHHO (B TeueHue 2-3-X
HEJICIIb).

IV. [IpaBuaa npuema PP

[Tpenapat HEOOXOAMMO MPUHUMATH JHOO HEMOCPEACTBEHHO BO BpeMs €lbl, JHOO cpa3y mocle.
[Ipenapat BcachiBaeTcs ObICTPO M B TOJHOM oObeMe. Eciu peOCHOK He eCT MM OTMedaeTcs PBOTa,
PEKOMEHIyeTCsI TEparnvi0 NPUOCTAHOBUTH 1O BOCCTAHOBJICHHS HOPMAIBLHOTO pPUTMA TpHEMa MHUIIH
(Tabmuna 1).

Tabnuua 1. HopmasbHblit put™ kopmiaeunus [41].

BO3pacT 4acToTa KOpMIICHUS (MaKCUMaIbHBIA UHTEPBa)

MeHee 6 HeNETb Kaxaele 4 yaca

6 "Henenb — 4 Mecsia KaXKIIbIE 5 4acoB

crapiie 4 MecsleB KaX1anle 6 yacoB

Ecnu peGeHOoK BBITUTIOHYII TIpenapar Wid He MOJY4YUIl €ro B MOJIHOW J03€ (HampuMep, Ipu pBOTE),
HE PEKOMEH]IyeTCs IOMOJHUTENbHO JaBaTh "HEIOCTAIOIIYIO" 103y WM YBEIUYUBATh 03y B CIEIYIOIIEM
npueme! Ecnu ouepennoit nmpuem PP Obut mpomyiieH (1Mo TeéM Wiu UHBIM MPUYHHAM), CIEIYIONIYIO 103y
TaK)Ke yBEJIMYUBATh HENb34. Tepanus JoKHA ObITh IPOAOIKEHA B IPEIKHEM PEKHIME.

[Ipy pa3BUTUM MHTEPKYPPEHTHBIX 3a00JIE€BaHUM, CONPOBOXAAIOIIMXCS YMEHbIIEHUEM O0beMa
MUTaHUS, OTKA30M OT eAbl, AMCIECNTUYECKUMHU SIBICHUSAMHU, Tepanus PP pomkHa OBITH BpeMEHHO
npuocTtanoBiiena [12, 112].

[Tpr HEOOXOAMMOCTH MPOBENEHUS HCCIETOBAHUMN, TPEOYIOIIMX JUIUTEIBHOTO TOJIOJaHMs, TOJKHA
OBbITh Ha3HAYCHA aJIeKBaTHAs MH(Y3UOHHAS TepaIusi pacTBOPaMH JEKCTpo3bI** [41].

V. IlepeHocuMoCTh

HepOpaJ'IBHa}I (1)0pMa Ipenapara, Kak IMpaBHJIO, XOPOHIO NCPEHOCUTCA B TCPAIICBTUYCCKUX HO3aX.
TeMm HE MCHCEC, H€O6XO}II/IM KOHTPOJIb 3@ HCKOTOPBIMU ITOKa3aTCIAMMU:

1. Cepaeuno-cocyaucras cucrema. PP moxkeTr BbI3BaTh HapylleHHe CePAeYHOrO
putMma. Tepanus no/kHA ObITH NPUOCTaHOBJeHA npu cHkeHun YCC menee 60 B
MuHyTy U ipu A/l menee 60/40 mm pr. cT. (Tadauna 2).

Tabmuma 2. MuHHMMaNBHO JIONMYCTHMBIC IIOKa3aTelIH apTePHaIbHOTO JaBICHUS W YacTOTHI
cepreunbix cokpamennit (AJ/YC) [113].

Bo3spacr ['unorensus, MM. pT. CT. bpaauaputmus, ya./Mun
0-3 mecsues < 65/45 <100
3-6 Mecsi1eB <70/50 <90
6-12 mecsieB < 80/55 <80
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B nmanno#t Tabnuie ykazanbl MuHUMaIbHBIE TUGPEl YCC u AJ] 1utst ka0 BO3PaCTHOU T'PYIIIIHI.
[Tox OpagmapuTmueii mMoHUMAOT He TONbKO cHWkeHHe YCC 10 TeX MUHUMAIBHBIX IU(P, KOTOPHIC
yKkazaHbl B Tabsmie, Ho U cHikeHne YCC Ha 30 enquHUIl OT UCXOIHBIX JaHHBIX. Kak mpaBuiio, CHUKEHUE
YCC n AJl (IperMyIlecTBEHHO IMACTOJIMYECKOE) MMEET aCUMITOMHBIN xapaktep. llpu pasButum
OpaauapuTMUU WK TUNIOTeH3UM Tepanus PP nomxxa ObiTh npuocranosieHa. [Ipuem npenapara Moxer
OBITH BO30OHOBIICH MTOCIIE KYTUPOBAHUS OpauKapIuu/apTepraabHON THTIOTEH3HH.

2. 'mnoriaukemMust

[TaTopu3nonorust THUINOTIMKEMHM MaJl0 H3y4eHa, HO HE MHCKIIOYEeHO, 4YTO OHAa CBsi3aHA C
IJIMKOT€HOJM30M 3a cyeT OJOKMpOBAaHUS SHJOICHHBIX KaTexosamMuMHOB PP. Bera-agpeHoGiiokaTopbl
MaCKUPYIOT aJPCHEPTUYECKHE CHMIITOMBI THITOTIIMKEMHUU: TaXMKapAHIO, cepiAleOneHue, MOBBIILICHHOE
norootaeneHue. CUTyalus MOXKET yCyryOUThCS B YCIOBHSX TOJIONAHUS (IJIMTENIBHBIX WHTEPBAJIOB
MEXy IpueMaMH IMULIN), TUIIEPTEPMUU, HAJIUUUs PBOTHI WM NEPENO3UPOBKU IpenapaTta. Heodxoaumo
IIOMHUTb, YTO TMIIOTJIMKEMUs, CBA3aHHAs ¢ npuemMoM PP, moxer ObITh mpeacTaBieHa UCKIOYUTEIBHO
cynoporamu u komoi! HeoOXoauMo OCTaHOBUTH TEpamuio IpU CHUKEHMM caxapa B KpoBu MeHee 40
mr/m1. Tepamuss MoxeT ObITh BO300OHOBJIEHA MPU BOCCTAHOBJICHHM YPOBHS IUIIOKO3bI. 'MIOIIIMKEMUs
pa3BUBaeTCA NMPH HA3HAYCHUH JOCTATOYHO HU3KUX 103 — 1,25-2 MI/Kr/CyT, TO €CTh TMIIOTIMKEMHS HOCHT
J103a-HE3aBUCUMBbIN XapakTep!

[TarueHTsl, MOMYyYaOMIME OJHOBPEMEHHO TEpalHio IIIOKOKOPTUKOUIAMH, UMEIOT OOJIBIIUN pUCK
pa3sBUTHs THIOITMKEMHMH, TaK KaK HaJIOYEYHMKOBas HEIOCTaTOYHOCTb, KOTOpas pPa3BUBAETCS IpHU
IpUEME TIIOKOKOPTUKOUOB, MOXET IMPUBOAMTH K OTCYTCTBHIO OTBETa HAa TOPMOH-PETYJISATOp —
KOPTHU30JI, 1 COOTBETCTBEHHO yCYTyOJIsITh PUCK pa3BUTHs TMIOITIUKEeMHH. Takas cuTyalus BO3MOXKHA U
IpU TNpUeME TJIIOKOKOPTUKOMIOB MaTepblo, KopMslledl TpyaHeiM MosokoM!!! @dakropamu pucka
Pa3sBUTHs TMIIOTIIMKEMUN TAKXKE SIBJISIOTCS HEJOHOLIEHHOCTb, MH()EKLIMOHHBIM IpoLecc, TPYAHOCTH CO
BCKapMiiMBaHuem [114].

3. bponxocnasm

Tepanuss fnomkHa OBITh OCTAaHOBJIEHAa NPU  pPa3BUTHUM  OpPOHXHOJIUTA WM  OpOHXMTA,
COIIPOBO’KIAIONIETOCST OJBIIIKOW M CBUCTAIIMMHU Xpunamu. I[lapamienbHO MOryT OBITh Ha3Ha4eHBI
CEeNIeKTHUBHBIE OeTa-2-apeHOMUMETHKH U TIIOKOKOPTUKOWIBI B HHTAISIIMOHHONW (hopme. Tepamus Oera-
aipeHo0JI0KaTOpaMi BO30OHOBIISETCS TOCIE pa3pelieHus PeCcUpaToOpHON Mmarojsoruu. PekomeHayeTcs
Tepanuio BO30OHOBUTH B J03€ | MI/KI/CyT, KOTOpPYIO JAlOT B TEUYEHHUE 2-X JHEH C IOCIEeAYIOLUM
MIOCTENIeHHbIM HapamuBanueM. IIpu pa3BUTHH BTOpOro 3mu3o4a OpOHXOOOCTPYKIMHM, Tepamus Oera-
aJpeHO0IOKaTOpaMu JIO0JIKHA OBITH OTMEHEHA.

VI. lloreHunabHbIe pUCKU Ha3HAYeHus1 PP

1. PHACE cungpom

Ouenp Maso JaHHbIX MO Ha3HaueHuto PP mpu nannom cunapome. HazHaudas 3TOT mpenapar, HaJao
MMOMHHUTH O BBICOKOM PHUCKE CHIDKCHHS Mep(y3uH B COCyIax TOJIOBHOTO MO3Ta MPH YCIOBHU HATHYHS
CEpbE3HBIX IEpPeOPOBACKYISIPHBIX AHOMAIHMA, COMPOBOXKIAIOIIUXCS CHIJKEHHEM KPOBOTOKA HIIH
3HAYMMBIM CTEHO30M COCYJIOB, YTO €Ile OOJbIIe MOXET ycyryomsaTe uimemuto. Kpome Toro, Hanmmuue
Cepbe3HBIX MalbpopMalMii MarucTpadbHBIX apTepUil NpPU JAHHOM CHHIPOME TaKXKe MOXKET OBITh
MPUIMHOM OTKa3a OT Ha3HAYCHMsI Ipenapara. Pemenne o Tepanuu T0JDKHO OBITh TPUHSITO KOJUIETHAIBHO
C 00s13aTeNbHBIM yYaCTHEM KapHOoJora.
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2. I'mnep4yBCTBUTENbHOCTD

VY [anueHToB, CKJIOHHBIX K pPa3BUTHIO aHA(QUIAKTUYECKOro IIOKa, OCOOEHHO Ha BEIEeCTBa,
cojepKale iop, JedeHue Oera-aApeHOOIOKATOpPaMH MOXKET NPHBECTH K YCYIyOJICHUIO peakIuu U
PE3UCTEHTHOCTH K JICUEHHIO SNTUHEPPUOM™™* B CTaHAAPTHBIX 103aX.

3. O01mas anecre3us

bera-anpeno0iokaTopsl NPUBOJAT K yYMEHBIICHUIO PE(IIEKTOPHON TaXWUKapAUH U YBEITHYCHHIO
pucka runoreHsuu. HeoOxomumo mpemynpexaaTh —Bpada-aHeCTe3uoyora o Ipueme Oeta-
anpeHoOokaropoB. Ecin onepatnBHOE BMENIATENLCTBO/MCCIEAOBAaHNS O OOIIEH aHecTe3ueil HOCHT
IUTAHOBBIN XapakTep, Tepanus 6eTa-aApeHo0I0KaTopaMu JOKHA OBITh MPUOCTAHOBIIEHA 32 48 YacoB /10
UCCIIEJOBAHHUS.

4. I'uneprajgnemMust

Penkue ciydam runepkagMeMUd MOTYT BO3HUKHYTh Ipu JiedeHUM PP rurantckux wim
U3BA3BICHHBIX (POPM I'€MaHIMOM, KOTOpast MOKET ObITh 00YCJIOBJIEHA KaK CUHAPOMOM JIU3KCA OIYXOJIH,
TaK ¥ HENOCPEJICTBEHHO ObITh IposiBIeHUEeM mobOouHoro aeWctBus PP. Ilanumentam 3Toil kareropuu
HE00XO0AMMO MTPOBOIUTH IJIAHOBOE MOHUTOPHPOBAHHUE JICKTPOIUTOB B KPOBH.

5. Ilcopua3s

Onucanel cioy4am YXyAIICHWS Te4YeHUs IMicopuasa npu npueme PP. Hasnauenme Oera-
a/ipeHO0JI0KATOPOB JIOJHKHO OBITH B IaHHON CUTYallUU OYE€Hb B3BELLICHHBIM.

6. IleyeHouHasi HJIM MOYEYHAS HEeA0CTATOYHOCTD

90% mnpenapata cBs3bIBaeTcs B KpoBH ¢ Oenkamu. 25% PP meraGonmusupyercs mpu NnepBUYHOM
MPOXOXKJACHUHM Yepe3 IMeueHb ¢ ydacthem IuToxpoma P 450, a BeBoauTcs moukamu. Bpewms
MIOJTYBBIBEJIEHUS COCTaBiIseT Npuoau3nuTenbHo 3 yaca. PP u ero MeTaGoauThl MOJHOCTBIO BBIBOAUTCS U3
opranu3sma uyepe3 48 uacoB. Ha3nauenume nmpenapata NpPOTHUBOIIOKA3aHO IPH  HAIMYUHU
[I€YEHOYHON/TIOYEUHOW HEI0CTaTOYHOCTH.

"MuHopHbIe" 1000uYHBIE 3((PEKTH MOTYT BO3HMKHYTh B Xoje JiedeHus: PP: acumnromarmueckas
runotensus, cHiwkenrne YCC Ha 10 ygapoB B MUHYTY, akpoLIMaHO3, HAapyILIEHUs CHA, uapes B Ae0roTe
JICYEHHUs, KOTOpbIE HE SABIISAIOTCSA NMPOTHUBOINOKA3aHUSAM Ul OTMEHBI Ipenapara. HeobxonuMo oTMETUTH,
yro PP He okas3plBaeT BIMSIHME Ha pPAa3BUTUE PENPOAYKTUBHON CHUCTEMBI, HEPBHOHM U CEpACUHO-
COCYIMCTOI.

VII. IIpoTuBonoOKa3anus K Ha3HayYeHuo PP

- HenoHomiennsle n1eTH, y KOTOPBIX CKOPPUTMPOBAHHBINM BO3pacT COCTaBIsiET MEHee 5 Henelb
(pazHoCTh MEXIy (PAKTHMUECKHMM BO3pAacTOM peOCHKa B HEAESIX W HEAOCTAIOIMMH /0 JOHOLIEHHOTO
CpOKa HeJIeNsIMU TeCTallin)

- HoBopoxaeHHble, HaxopasIIuMecs Ha TPYAHOM BCKAPMIIMBAHMM, MaThb KOTOPBIX IOJIYy4aeT
JIEKapCTBEHHbIE MPENapaThl, HE COBMECTUMBIE C ITPONIPAHOIOIOM**

- AcT™a win 6poHXocna3M B aHaMHe3e

- AtpuoBeHtpukynsipHas Onokana II-1II crenenn/napymenust paboTbl CHHYCOBOTO y3ia (BKIIOuas
CHHOAYPUKYJISIpHYIO OJI0Kaay), CHHycOBasi Opagukapaus

- ®enomeH Pelino u apyrue HapylieHus nepupepuyecKoro KpoBooOpareHus
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- [IpenpacmnonokeHHOCTh K TUIIOTJIMKEMUH.
- Kapauorenusiii moxk

- CepaeyHas HEIOCTaTOYHOCTD

- ApTrepuanbHasi TMIIOTEH3US

- deoxpomonuToMa

[IpakTuyecku Bce NnepeunciaeHHble IPOTUBOIIOKA3aHUs PEIKO BCTpeUaroTes y Aetei 1o 1 rozaa.

[Ipunoxenue b

AJITOpUTMBI IeHCTBMH Bpaya

Meauatp

Hetckui

MepsuyHoe
OUEH KA PUCKA BO3HMKK OBEHUA HUSHEYIPOKAIOLLMX U SYHKLUMOH BNbHEIX OCNOHKHEHUA 3BE€HO

XUpypr |

focnuTanu3auua 8 CTauMoH ap COOTBETCTBYIOWE Fo Npoduns

Het

E

HabnwegeHune B oTAEAEHN M NEANETRMK

HaBaozes e BRMOTL A0 3 MECAUS MIM3HK
Ouek«a PHCKOB NPU KIHZOM BUIUTE

MoaTeepkAeHUE AN ArHOCTUYECKUMW METO4 aMKU Aa
|
OueHKa ocnomHe Hui OueHKa accouMupoBaHH bix 3a0 one saHnin
=
B W3bAsEneHne Me puokynapHar Hapywe Hue npoxogumocTy CermeHTapHan/Hecnpeaenaeman CemmeHTapHaa/Heonpegenaeman
NOKanusauma OBIXBTEABHBIX NYTEH KpaHuodacumanbHan UF NOACH UYHO-KpecTuoBas Ui
wnn UT HUWKHER KOHEYHOCTH
Mukpobuonoruaeckos V3 opButel nnu MPT wes W rpyasoR * Qo obc * V3K OprEHOR MOHEBLIBOSA LER
wcchenoeaKmue MPT 4epena 1 opfuTel KNETKH, * 3X0-Kr CUCTEMBI (NOHKIK 1 MONETOS HUKH)

$rEpobpoHxockonuA * MP-asrnorpaduA ACEE! M WEN * O6ciea0BaHME NONDBLIX OPraHoe

* DuskKa dyHKLM K LT OBUAKOM MENaTel, *  IMPT CNMHHOMD MO3F3 C KOHTP3CTHbIM
HEBPONOrMHECKOTD CTATYCa yonermen
* KoOHTpOAL POCTa ¥ PaIBMTUA
* Myasmagac ] P
Heobxoau MOCT B AONOAHUTE NBHBIX UCCIEACBAHMAX
V3u JOonnnep MPT BuoncuA Koxm
Awbdeperunposra UM Avddeperumposrka UM Bna cuerixn ayBurs + Campiit HagemHeIi MeTog anA A0
— ¥ HMCT € &ryCThime W BEHOIHEDC PACNPOCTREH BHUA ¢ Mnanyror ecKoe en (GLUT-2)
COREPHMMBIM MENBD OpME LM MMEET BEICOKYID CNELWAD MHHOCTE
€ HMKOMA CHOPOCTBIO * Heofixoawmo npoagauTe Y3M A0 61ONoiN, 8T ecTe
KPOBOTOKa BEPOATHOCTL Kpl WKW gpyrix i
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AJaroputm HazHavyenusi PP

PecnupaTtopHblie

>
5 HeaeNb KU3HW 3abonesaHua

MMnoraukemua
B aHamMmHeE3e

CeppevHo-
COCYAuCTblE
3abonesaHua

flaumeHT U3 cembm

AmbynaropHoe
C HA3KWM COLLUAN bHbIM

< 5 Hepenb HUsHU
HabmicgeHne €A

cTatycom
JleyeHue remaHr MFOMb! — NPONpPaHo/N oA NepopanbHo
Mpuem nepeoit 4ossbl
B YCNOBWAX CTaLMoHapa CrapTosas fiosa: 1 mr/kr/cyT Bpagukapgus:
nog, koHTpoaem ALl u YCC . Maagwe 3 mecaues: YCC < 100/mun
= 7 Aren w Ot 3 fo 6 mecsues: YCC < 90/muH
lMpuem nepsoi Ao3bl

OT 6 no 12 mecaues: YCC < 80/muH

2YopuRk CmMchape 2 mr/ur/cyr Ypemerue HCC Gonee uem Ha 30/MuUH OT McxoaHOro

nopg koHtponem Al n YCC

7 pHeit *
flpuem nepBoit A03bi

B YC/IOBUAX CTaUuuoHapa 3 mr/kr/cyT

nopg, koHTponem Afl n YCC
6 mecAues

*

OxoH4yaHue neverHuna

Ouesixa 3¢ $eKT MBHOCTI MeHbiel 103UpoBKU
%
MonsneHue conyTcTeyowero sabonesaHuna nau

He:kenatenbHaa nexkapcTBeHHan peakUuuna: OTKas OT eAbl My pBoTa (puck runornvkemun), bpagurapgws,
TMNOTEH3UA WKW TUNorAMKemua (6negHOCTb, FTMNepaKTUBHOCTb, TPEMOD, anaTus, MOTAMBOCTL),
BpoHxocnasm, AUcnenTUYecKUe ABACHUA, HapYLWeHUa cHa.

IIpunoxxenue B
Nudpopmanus 11 nanueHTa

Hannune nHpaHTHIBHON reMaHTHOMBl Y peOeHKa MOXKET BbI3bIBATH MHOT'O BOIIPOCOB Y POAMTENEH.

1. Yto Takoe nH(paHTHIBHASI TeMaHTHOMA?

WudanTunpHas reMaHrnoMa — 3T0 JOOPOKauYECTBEHHOE COCYIUCTOE HOBOOOPAa30BaHUE, COCTOALIAS
U3 MpoIU(EepUpPyONNX SHAOTEIHAIBHBIX KJIETOK COCyI0B. [IpMUMHBI BO3HMKHOBEHMS B HACTOSIIEe
BpeMs He J10 KOHIIa u3BecTHbI. OOCyX1aeTcsi MHOTO (PAKTOPOB, IPUYACTHBIX K €€ Pa3BUTHIO, B TOM UHUCIIE
CHIDKEHHE JIOKAIbHOM OKcHreHanuu TkaHed (rumokcus). B 90% cnyuasx mHGaHTUIbHAsS TeMaHTHOMA
HOSIBJ'ISIGTCSI/pa?:BI/IBaeTCSI BIICPBBIC ABC HEACIIN KU3HU.

2. Kak oHa KIIMHNYeCKH NPOSABJIsAeTCA?

Camoii vactoit gopmoii UI' sBisercs moBepXHOCTHAS: OHA MMEET BUJ BBICTYIAIOLIETO Ha KOXe
KpacHOTo o0pa3oBaHMsA (MHOTJa €€ Ha3blBalOT "aHrMoMa-KIyOHHKA'") pa3MepaMH OT HECKOJBKHX
MuuuMeTpoB A0 10-12 cMm. Pexe BcTpewaroTcss NOAKOXKHBIE (QOPMBI, KOTOpbIE MPUBOAIT K
MUHUMaJIbHOMY HW3MEHEHHIO I[B€Ta KOXM HaJ OOpa3oBaHHEM, MEHEee 3aMeTHble M Tpelyrolue
npoBefeHuss auddepeHIranIbHOr0 AuariHo3a ¢ JIpyrumMu  obOpaszoBaHusiMu. WHorga Berpeuarorcs
cMmemanHble (opMmbl. BeTpedaercst Takke Oonee peakue (OpMBI, Tak HaszblBaeMble "cerMeHTapHbIe",
3aHUMAIOIIKEe OTNpeieTIeHHBIN cerMeHT. B iemom, VI' MoxkeT BcTpedaTbest Ha 1I000M ydacTKe Tena.
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3. Kak yacro BcTpeuaercs UI'?
Yacrora BcTpedaeMocTH coctasisier 5-10%, neBouku 6oieroT B 2-4 pasa vaiie.
YacToTa BCTpeuaeMOCTH y HEZJOHOLLIEHHBIX AeTel OoJIbIIIe.

4. Kak "ce0s Bexyt" UI'?

B pasButuu Ul BeIIEIAIOT HECKOJIBKO KIIMHUYECKUX CTaaui (puc.):
1. dhaza nmponudepannu — MosSBICHUE U POCT 0OOPA30BAHUS

2. (ha3za crabuinzanuu — npekpaieHue pocTa

3. ¢aza perpecca — ClIOHTaHHAS] HHBOJIIOIUS 00pa30BaHUS

Pa3Mepbl MHDAHTUABHON TEMAHIMOMBI

-~
nponudepaums crabunusaums perpecc
. - " - -
# - A
s \
s \
d \
ol \
! \
i A\
! \
i A
I 5\
¥ %
i 80% QOCTHINM CBOETO OKOMMATENBHOMND PAIMEDA WEPEel 5 Mecaues * , \
: Camuiil CHABHBIR POCT AETCKOA rEMaHrHoMb: HabmopaerTca . ~
i & nepuoa or 1 ao 2 mecaues ** ~
» -
- , -
- — al - S

-
>
Hosopomaewseie 1 HEA & wea 6712 mee, 18736 mec 3-7 per.

O6p1yHO B 70% cnyuasx W' mpu pokIeHUH OTCYTCTBYIOT M HAUYMHAIOT MPOSBISATHCS JIMIIL Yepes3
HECKOJIbKO JTHEW/Henenb mocie poxaenus [31, 11].

4. ®aze nponudepannu 0O0bBIYHO MpEaIIecTBYeT Pa3za MUHUMAIbHBIX KIMHUYECKHX U3MEHEHUN Ha
KOXe B BHJAE OJIeIHO-PO30BOI0/KpPacHOT0 MOBEpXHOCTHOE msATHA. Pasza mponudepanuu 3aBepuiaeTcs
OOBIUHO K 6-8 MecsllaM HJsi MOBEPXHOCTHBIX (HOPM, MIU MOXKET MPOAIUTHCA 10 9-12 MecsieB Ans
MOJIKOXHBIX M cMenranHbix ¢popm U [31].

[Tpubnu3urtensHO ¢ Bo3pacTa 8-9 mecsueB HaunMHaeTcs (aza cTabMIN3auM, KoTopas JUIMTcs oT 12
no 36 wmecsueB. B ator mepuon 3aBepmaercs poct WIT m HaumHaeTcs MeIUIeHHas CHOHTaHHas
unBomonusa. B 60% I momHOCTRIO perpeccupyeT K 4 rogam, B 76% — k 7 romam [11], ocTtaisist mocie
ce0s "npsa0nbiii kapMaH" (Y4acTOK BTOPUYHOM aTpoduu KOXKH), COCYTUCThIE "3Be310UKH ", pyOusl — (haza
OCTATOYHBIX MPOSIBICHUII.

DT 0COOCHHOCTH TEYSHUS TEMAaHTHOM OTPABBIBAIOT MO3UIINIO HaOMI0AeHus 17151 OobiuHcTBa YT
IIPU YCIIOBHMM, €CJIM T€MAaHIMOMa HE COIIPOBOXAAETCS OCIOKHEHUAMH, KOTOPBIE KaK MpaBUiIa, CBA3AaHbI C
0COOCHHOCTSIMH JIOKAIH3AI1H, Pa3MEPOB U TITyOUHBI TOPAKEHUS.

5. Korna nago geunth UI'?

[TokazaHus K MpPOBEIECHUIO CUCTEMHOW TE€panmuu ONpeaesieT JOKTOP Ha OCHOBAHUM COBOKYITHOCTH
KIMHUYCCKUX OaHHBbIX, xapaKTepnsy}ome caMy I/IH(i)aHTI/IJ'H)HYIO FeMaHFI/IOMy, a TaKXE€ BO3MOXHBIC
PHUCKH pa3BUTHUSL OCIOKHEHUN UM YKE UMEIOIINECS OCIOKHEHUS.
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6. Kak nano neuurs UI'?

B Hactosimee Bpemst "30510ThIM", OOIICTIPUHATEIM CcTaHIapToM JieueHus: VI sBisiercss Ha3HAueHUE
6era-apeHo0I0KaTOPOB (MIPOIPAHOJIOI B JEKapcTBEHHON ¢Gopme "pacTBOp [Uisl HpueMa BHYTpb').
Tepanus nomkHa OBITh HayaTa B MAaKCHUMAaJbHO PaHHHE CPOKM (MHTEpBal MEXIY 5 HEHENsIMH H 5
MecsAIlaMH), T.€. B Iepuoj; MakcuMmaibHoro pocra U™ (mpommdeparuHas daza). Tepanus gomxHa ObITh
MHUIMMPOBAaHA B YCJIOBUSAX CTallMOHApa C MOCIEAYIOUIMM IEePeBOJOM Ha aMmOylaTOpHOE BEACHUE
nanueHTa. Ilepen HasHaueHueMm creuuduueckoil Tepanmuu JOKTOP HCKIIOYAET Haluuue aOCONIOTHBIX
IIpOTUBONOKa3aHuil. J[o3a npenapara HapalMBaeTCs NOCTEIIEHHO 110 KOHTPOJIEM OCHOBHBIX IIapaMeTPOB
paboThl CepIeYHO-COCYAUCTON CHUCTEMBI (YacTOTa CepACeUHbIX COKpAIlleHUH, apTepuaibHOe JaBJICHUE) U
CUCTEMBI OPTaHOB JIbIXaHUs (YaCTOTa JBIXaTEeIbHBIX IBIKEHUH, caTtyparnus O2). Eciu pebeHok xoporro
MEPEHOCUT JIeYeHHE J03a Mpernapara JOBOAUTCS [0 TepamneBTHUeckod (2-3 wr/kr/cyrt). IloGounbie
3¢ eKTh MpH JIedeHnu OeTa-aIpeHo0I0KaTopaMi MHHUMAIBHBI (0 HUX MOAPOOHO MPOUH(POPMUPYET
JOKTOP) U BCTPEUAIOTCS JOCTATOYHO PelKO (Mpubnu3uTenbHo B 3% ciiydasx).

OcnoxHerable GOPMBI MOTYT TTIOTPeOOBaTH OOJIEe CIIONKHOW CUCTEMHOW TEparuyd U KOHCYJIbTAIUN
Bpayeil Ipyrux CreuuagsbHOCTEH.

7. KakoBbl pe3ybTaThl JIeUeHus?

OtgBer Ha Tepanuio Oera-aapeHoOnokaropamu — 6osee 90%.

[Tpunoxenune I'1-I'N

HIxanbl OL€EHKH, BOIIPOCHUKHU U IPYIrue€ ONCHOYHBIC HHCTPYMEHTDBI COCTOHUSA
MAalUuEeHTa, IPUBCACHHBIC B KIMHUYCCKUX PEKOMECHAAIIUAX

Her

Hogeie, m3nannusie B 2020-2023 rr. n odpunmanbHo yTBepKaAEHHBIE MuH31paBom PO,
KIIMHUYECKUE PEKOMEHTalNU (PYKOBOJICTBA, IPOTOKOJIBI JICUCHUS) — HA HAIIIEM CaiTe.
HHTepHeT-CcChLIKA:
http://disuria.ru/load/zakonodatelstvo/klinicheskie rekomendacii_protokoly lechenija/54.

Ecnu rae-to keM-To JaHHBINA JOKYMEHT ObUT paHee pacreuaTaH, JaHHoe n3oopaxenne QR-kona
MOMOJKET BaM OBICTPO MEPEUTH 0 CChUIKE C OYMa)kKHOM KOIMUH — B HEM HaXOJTUTCS TA CChUIKA.
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